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BIA ABTOPIB

OCJTIKCHHS 010CHEPTETHIHUX TTPOIIECiB IMPOBAMATEHCS Ha Kadeapi ¢izionorii

TFONWHM 1 TBapWH JILBIBCHKOTO YHiBepcHuTeTy iMeHi IBana dpanka 3 60-x
pokiB XX ct. [TioHepamu IUX TOCTIHKEHB i KepiBHUIITBOM Tpod. Ipuau [locTa-
KOBCBHKO1 Oy Muxaiino Tumouxko i Creman [opmiii. OcoOnmBa yBara 3peprajacs Ha
SHEPTeTHYHI TIPOIIECH B TICUiHIII i IHIIIIX OpraHax TPaBHOI CHCTeMHu TBapHH. [3 1970-x
poxiB kadempa ¢izioorii JIOAMHY 1 TBAPUH TICHO CITIBIIpAIIOBaia 3 1ab0paTopiero
pod. Mapii Kornpamosoi [HctutyTy 6iodizuku AH CPCP B [lymnuHo, 1o cyTTEBO
PO3IMIUPHIIO CIIEKTP JOCIIIKYBaHIX TKAHHUH 1 OpraHiB (cepIie, TOJOBHUNA MO30K, CKe-
JIETHI M’$I31) Ta KOHIIETITYaJIbHE CIIPUIHATTS OTPUMAHHUX Pe3yNIbTaTiB. [I[pHHITUIOBO
HOBHUH eTar AOCIiHKeHb po3nodancs y 1990-x pokax, Ko CIiBpoOITHUKY Kadeapu
(Muxoma [lomi6a, Aunpiii babebkuii, Mapko Baramantok, Oxcana [ opuab) oTpuMau
3MOTY TIPAIIOBATH B TAKHX EIITHUX aMePUKaHCHKUX yYHiIBepcUTeTax sk [leHcunpBan-
cekuit y @inanensdii, [amiancekuit B [mmianamomici Ta Kopaenbcbkuii B [Tarti, BimoMux
CBOIMH yCITiXaMH y TOCTIDKEHHI €HEPTETUIHHX TIPOIIECiB, 30KpeMa, 13 3aTyICHHIM
METOAY SAEPHO-MarHiTHOTO PE30HAHCY.

Jlnst ctyneHTiB GiosorigHOTO (DaKyIBTETy OCHOBU 3HaHB 3 OI0OCHEPTETHKHU BH-
KJaganu Ha Kadenpi B 3araapHOMY Kypci “@Di310JI0Tis TIOIWHA 1 TBAPUH Ta CICI-
Kypci “®@izionoria ximituan”. Ilepmmuii cremiamizoBaHui Kypc i3 Oi0€HEPTeTUKN
y JIpBiBCbKOMY yHiBepcuTeTi iMeHI IBana dpanka OyB 3ampoBaKeHUH AHAPIEM
babcepkum 3 1992 p. Leit kypc unTany mia pisHUME Ha3BaMu (“‘bioenepreTuka”,
“OcHoBH OiocHEPreTHKN , “bioeHepre THIHI OCHOBH (Di310TOTTIHUX MPOIIECIB’) TAKOK
Creman ['opmiii Ta Okcana Ikkepr.

3a OLITBIT HiX MIBCTOTITHIO ICTOPiO JOCIIIKEHD 3 010€HEPTeTHYHOT TEMaTUKHU
Ha kKadenpi ¢izionorii JIOAUHN 1 TBAPUH 3aXHUIICHO YOTHPU JOKTOPCHKI Ta TTOHA
20 xaHAUAATCHKUX AucepTariif. OTpuMaHi pe3yabTaTH CTATH OIHIEIO 3 TiIBaTUH
3araJpHOBH3HAHOI HAYKOBOI MIKONIH “bioeHepreTrka Ta eaeKTpodi3ionoris cexpe-
TOPHUX KJIITHH”, 3aCHOBHUKAMH SIKOI 3aCITy>KEHO BBaXKarOTh MpodecopiB IpuHy
[IToctrakoBcbky Ta Mupona Knesiis.




OCHOBW BIOEHEPTETUKN

3a ocTaHHI IeCATUIITTS OiI0€HEpreTHKa K HayKa ocsriia (heHOMEHATbHUX YCITi-
XiB y IOSICHEHHI MeXaHi3MiB KIIITUHHOI (Pi310JI0Ti1, IPUYNH MATOJOTYHUX BiIXUICHb
i crioco0iB 1XHBOI Kopekiii. ToMy Haa3BUYAlHO aKTyallbHUMH € CHCTEMaTH3allis
Cy4acHHX 3HaHb y IUX cepax, IXHE IPEICTaBICHHS Y JOCTYIHIA Cy4YacHUM CTyHEH-
tam (opmi. Lle MOBUHHO MOKPALIMTH SK CHOPUIMaHHS Marepialy CTyIEHTaMH, TaK
1 BUKOPUCTaHHS OTPUMAaHUX 3HaHb Ha MpakTuli. He3Baxaroun Ha Te, 10 3HAHHSA
OCHOB €HEPreTUYHMX MPOLIECIB Y JKUBUX OPraHi3Max BUKJIAAAIOTh IPAKTUYHO B yCiX
BITUYM3HSHUX YHIBEPCUTETAX, HA CHOTO/IHI CIIEIiaTi30BaHOTO MiIpyYHHKa 3 OioeHep-
TETUKU YKPaiHCBKOIO MOBOIO HEMAE.

VY Hamomy miIpy4HHUKY MOCHIJOBHO NPEACTABICHO TEPMOIUHAMIYHI OCHOBH
€HEePreTUKH KHUBOTO, JDKEpella eHeprii B xeMoreTepoTpodis, kaTabomivyHi mporecu
MIEPETBOPEHHS €HEPIeTUYHUX CyOCTpaTiB, eHePTeTHYHI OCHOBH ()i310JIOTIYHHX TPO-
LIECiB, THITA MITOXOHAPIadbHHUX MATOJNOT1i, METO! JIOCIiIPKEHb EHEPTETHYHUX TIPO-
LIeCiB y KIITHHAX 1 MITOXOHpiAx. HampukiHIli KOXKHOTO pO3iTy MOJaHO CKOPOYEHi
MIICYMKH TIPEJICTABICHOTO Marepiaiy, 3aBIaHHS i KOHTPOJIbHI MUTaHHS, TIEperiK
JI0/IaTKOBOI JliTepaTypu. MU BUKOPUCTAIM JEsIKi HAPALIOBaHHS Ta MiJXOAHU 13 Haii-
Kpaliux, Ha Hally AyMKy, 3aKkopAoHHuX migpydnukis [Hemscon J[.JI., Kokc M.M.
OcHoBu 6ioximii 3a JIeninmkepom, 2016; Nicholls D.G., Ferguson S.J. Bioenergetics,
2013; Ckynaues B.I1., boraues A.B., Kacmapunckuii ©.0. MemOpannas 6uosnepre-
tuka, 2010], maTepiany yucieHHUX MOHOTpadill Ta MEPiONUIHUX BUIaHb, BKIFOUHO
13 BacHUMH IyOmikauisMu 3a octanHi 30-35 pokiB. OcoOnuBy yBary Myu Hamarau-
Csl 3BEpPTAaTH Ha iHTErpaTHBHY (YHKLII0 €HEPreTHUYHUX IMPOLECIB, B3a€EMO3B’SI30K
ATOMHO-MOJICKYJIIPHUX TIPOIECiB (30KpeMa, y MITOXOHAPIAX) i3 ¢i3ioaoriyHuMu
(hyHKIIsIMH TKaHUH, OPTaHiB 1 OpraHi3My 3arajioM.

[TinpyuHuk po3paxoBaHWi HA CTY/IEHTIB 1 acIipaHTiB 010J0TIYHUX (DaKyIBTETIB
yHiBepcHuTeTiB, (izionoris, 6io¢i3ukiB, 6i0XiMiKiB, JiKapiB, (HaxiBI[iB y ramysi Kii-
TUHHOI O10JIOTii, @ TAKOXK Ha YUTAYiB, SIKi IIKABIATHCS MPOIECAMH €HEPTreTHYHUX
MIEPETBOPEHB Y HOPMi Ta 32 MATOJOTIYHUX BiXUJICHb.

Bynemo BasuHi unTadam 3a iXHi moOa)kaHHS, YTOYHEHHS 1 KPUTHUKY, SKi MU
000B’SI3KOBO BI3bMEMO JI0 YBard y MaOyTHhOMY ITepPEeBHUIAHHI ITiIPYYHHKA.



PO3AIA 1

bIOEHEPTETUKA fIK HAYKA

Oco0AMBOCTI 1 3aKOHM GioeHepreTMKu

lMeperBopeHHs eHeprii Ta 3araAbH1I OOMiH pe4oBHH

3araAbHi XapakTepuCTMKM MeTaboAiZMy

Kaacudpikauisi >xuBux opraHismis 3a cnoco6om
OTPMMaHHA eHeprii Ta KapOoHyY

HanBaxknusilwa BNacTUBICTb XXMBUX OpraHiamiB nonsirae y ixHin 3gat-
HOCTI OTpMMYyBaTK, NEPETBOPIOBATM i 3anacaTi eHeprito B pisHMX dhopmax.
PisHOMaHiTHi dhopmMK NPOSIBY XKUTTA HEPO3PMBHO MOB’A3aHi 3 EHEPreTUYHUM
obmMiHOM. HopmanbHa XUTTEAIANbHICTb OpraHiaMmy, HeoOXigqHOK YMOBOH
SIKOT € CTaniCTb BHYTPILLHbOIO cepeaoBuLa, notpebye 3aTpar eHeprii. Came
€HEepreTUyHMin 0OMiH € MOKa3HMKOM 3arasibHOro CTaHy Ta qoisionoriyHoi ak-
TUBHOCTI OpraHiamy.

1.1. OCOBAMBOCTI 1 3AKOHU BIOEHEPTETUKU

Bioenepreruka — 11¢ rany3n 0i0J0ri1, sIKa 3a JIOTIOMOTO KiIBKICHHMX METOIB
BHBYA€ MEXaHI3MH OTPHMaHHS, TIEPETBOPEHHS Ta BUKOPUCTAHHS €HEPTii KUBUMHU
KIIITHHAMH y TIPOIIECcax KUTTEMISTIBHOCTI OpraHi3MiB.

3a Bonoxpumupom CkynaqoBuM, Oi0€HEPreTHKa € OJHIEI0 3 YOTUPHOX OCHOBHUX
(hyHKIIi#T )KHBOTO — pa3oM i3 TEHETHKOIO, METabOIIIKOI0 Ta ceHcopukoro (puc. 1.1).
VY Hili 3aCTOCOBYIOTB Oi0JIOT1UHI, (PI3MKO-XiMIYHI Ta KOMIT FOTEPH1 METOAM JA0CIiIKEH-
HS 1 migxoaw, ane ii 3aBJaHHd € cyTo OionoriyHnMH. BoHa MOCIHipKy€e KUBY MaTepiro
Ha PI3HUX PIBHSAX OpraHizailii — BiJ MOJIEKyJIsIpHOTo /10 Oiocheproro. Tomy GioeHep-
reTHKa TiCHO IMOB’si3aHa 3 0i10(i3uKOr0, 0I0XIMi€I0, MOJIEKYJISPHOIO Ta KIITHHHOIO
Giosoriero, Pi310JIOTIET0, CKOJIOTIEF0, & TAKOXK 13 (DI3MKOT0, XIMI€I0 Ta IHIITUMH HAyKaMH.

Bioenepreruka 30cepeKy€eThCsl Hajl PO3B’SI3KOM TPhOX BU3HAYAJIBHUX MTUTAHB!
1) mo € mKeperoM eHeprii; 2) K SHEpTis MEePETBOPIOETHCS 1 HATPOMAIIKYETHCS;
3) SIK €HEeprito BUKOPHCTOBYIOTb.

BioeHepreTyka Ma€e BayKIIHBe TEOPETHUHE Ta IPAKTHUHE 3HAYEHHS. [i TeopeTnu-
HE 3Ha4YeHHS mojsirae y ¢opMyBaHHI yaBICHb NpoO: 1) crocoOu MepeTBOPEHHS Ta
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OCHOBW BIOEHEPTETUKN

MeXaHI3MH BHKOPHCTaHHS €HEpTii KMBUMH OpraHi3Mamu; 2) 3MiHH €HEpreTHYHUX
MIpOLIECiB y opraHismi; 3) 3MiHM B poOOTi OpraHismMy 4 OKpeMHuX Horo (izionoriyaux
CHCTEM 3a YMOB TIOPYIIICHHS ITPOIIECIB MIEPETBOPEHHS 1 BAKOPUCTAHHS CHEPTii. 3 Teo-
PETUYHOTO 3Ha4YEHHSI OI0EHEPreTUKHM BUILIMBAE 11 MPaKTUYHE 3aCTOCYBaHHS y MEAH-
LIHI, BETepHUHapii, repoHTOIOT 1, (hiziororii Ta OioxiMii criopTy, (hizionorii ekcTpematb-
HUX CTaHIB TOLIO.

PiBHi cknagHocTi

I. CeHcopuka

B. bBioeHepreTuka

Puc. 1.1. Micue b6ioeHepreTuku y cuctemi 6ionoriyHmnx Hayk [3a Ckynayosum B.I1., 1989]

HocnimpkeHHs: y 0i0€HepreTHIli ITPYHTYIOThCS Ha 3aCTOCYBaHHI 3aKOHIB (pi3uKn
i ximii cTocOBHO Oionoriunux cucreM. OJHAK CKIAJHICTD i crienudivHicTh 010110~
TYHUX CTPYKTYP Ta NPOLECIB, 0 B HUX BiAOYBaIOTHCS, 3yMOBIIIOIOTH HU3KY TIH00-
KHUX BIIMIHHOCTEH Mi>K 010€HEPTETHKOIO 1 CHEPTeTHKO0 HEXuBOI pupoau. [lepina
(pynrameHTaJbHA 0COOJMBICTH 0i0JIOTIYHOI eHEePreTHKH 3yMOBJIE€HA THUM, IO
OpraHi3MH — II€ TePMOAWHAMIYHO BIAKPHUTI CUCTEMH, SIKi (PyHKI[IOHYIOTH JTUIIIE 3a
YMOBH TIOCTITHOTO OOMiHY €HEpPTi€l0 i pEYOBUHOIO 3 HABKOJIMUIIHIM CEPEAOBHUILEM.
Jlpyra ocoduBicTh GioeHepereTHKH TIOB’s13aHa 3 TUM, 110 TPOIIECH B KUBUX KITi-
THUHAaX BiOyBalOTHCS 32 BITHOCHO CTa0LIbHUX YMOB, KOJIM HEMA€E CyTTEBUX MEPETIaiB
TEeMIIEpaTypH, TUCKY i 00’eMy. Y TakoMy pasi Iepexij TeIIoTH B poOOTY B OpraHis-
Mi HEMOXXJITUBUHU, 1 TCTUIOBHUIIJICHHS € (paKTHUIHO BTPATOIO eHeprii. B opramizmax
€ cnienn(ivHl MEXaHi3MH MPSIMOTO MEPETBOPEHHS ONHi€l popMH BiIbHOI eHeprii
Ha 1HIIY, OMMHAIOUH 11 1epexia y Temwio. YactuHa eHeprii, o BUBUILHAETHCS, TIEpe-
TBOPIOETHCS HA TEILIO 1 BTpadacThest. [HIIa YacTHHA EPEeTBOPIOETHCS HA BUTBHY XiMiU-
HY €Heprilo 0COOIMBUX CHONYK, €HEPril0 OCMOTUYHOTO, KOHLEHTPALIHHOTO I eNleK-
TPUYHOTO TPATIE€HTIB KIITHHHOT MEMOpaHH Ta € HaI3BUYAHO MOOITTFHOIO, TOOTO MOYKE
i 32 OCTiHOT TeMIepaTypy epeTBOPIOBATHCS Ha 1HIII ()OPMU 1 BAKOPHUCTOBYBATUCSI
JUTSI BAKOHAHHS 010JIOTI9HOT pOOOTH 3 TOCHTH BUCOKUM K.K.]I.
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Po3gin 1. BIOEHEPTETUKA SK HAYKA

Mpodbecop B. IN. CkynayoB cchopmystoBaB TPY 3aKOHUN GioeHepreTuku:

1. XXuBa KkniTMHa YyHMKae NpPSMOro BUKOPUCTAHHS
eHepril 30BHILLUHIX pecypciB Ans 3AINCHEHHS KO-
pucHoi poboTu. BoHa crnovaTtky MepeTBOpHOE iX
Ha OfOHY i3 TPbOX KOHBEPTOBAHUX HOPM eHeprii
(“eHepreTnuHux Bantot”), a came Ha AT, Ap,
abo Ay, SiKi MOTIM BUKOPUCTOBYE ASisA 3AiICHEH-
HA Pi3HMX NPOLIECIB, L0 NOTPEBYOTL eHeprii.

2. byob-sika XuBa KniTMHaA Mae £K MiHiMyMm ABi
“eHepreTnyHi Baniotu’ — BOOOPO34MHHY (ATD)
i 3B’'A3aHy 3 MembpaHamu (Ap,, abo An,.).

3. “EHepreTnyHi BantoTn” KNITUHU MOXYTb NEPETBO-
ptoBaTUCb ogHa Ha ogHy'. ToMy oTpMMaHHsi 6o-
Oan OAHIEl 3 HUX AOCTaTHbO ANdA NiATPUMAaHHS
KUTTEOISANBHOCTI KNITUH.

EneprerudHi mporiecy BCiX )KUBUX OPTaHi3MiB — Bifl 0aKTepiid 0 JTFOMUHHI — MAIOTh
criybHi prcu. Le 03Havae, 1110 IpoIeCcH Ta MEXaHi3MH, 3a IOTIOMOTOFO SIKUX 3/11HCHIO-
€THCS aKyMYJTFOBaHHS 1 BAKOPUCTAHHS CHEPT11, IPHHITUIIOBO HE BiIPI3HSIOTHCA.

1.2. MEPETBOPEHHS EHEPTIT
TA 3ATAAbHUM OBMIH PEMOBUH

Eneprernynnii oOMiH opraHi3my — 1€ CyKYITHICTB TIPOIIECiB TIEPETBOPEHHS PI3HUX
(hopm eHeprii Mixk co0010, a TAKOXK HATPOMAPKEHHS 1 BHKOPHCTAHHS MAaKPOEPTiYHUX
cnonyk. BiH TicCHO 1MOB’si3aHMid 3 OOMIHOM PEYOBUH (MeTabomi3MoM). 30KpemMa, BH-
BiJIbHEHHS €Heprii XiMIYHHX 3B’SI3KIB OPraHiYHUX PEUOBUH BiIOYBAa€ThCS y MPOLEC]
KaTaboi3aMy OiNIKiB, )KHpiB 1 ByrieBoiB. [TepeBakna uactuHa (75-80 %) wiei eneprii
BiJIpa3y pO3CIIOEThCA Y BUTTIAII Tetia. Perta eHeprii pe3epBy€eThCsl y BUITISIII MAKpO-
eprigaux 3B’ s3KiB Monekymn AT® i TpaHCMeMOpaHHUX 10HHUX TPAJIIEHTIB Ta MOXKE
BUKOPUCTOBYBATHCS JIsI 301MCHEHHS! KOPUCHOI poOOTH B OpraHi3Mi, HalpHUKJIa, IS
CHHTE3Y KIITHHHUX 1 TKAHUHHUX CTPYKTYp (aHabomni3My) Yi BUKOHAHHSI MEXaHI4HO1
poGotu. [IpakTHUHO BCi BUIM €HEpTii XiMIUYHHX 3B’S3KiB, sIKa BUTPAYA€THCS HA BU-
KOHAHHSI 30BHIIIHBOT, TEIJIOBOT UM €JICKTPUUHOT POOOTH, TE€XK BPELITI-PEIIT EPETBO-
PIOIOTBCS Ha TETUIOTY, TOMY 3arajibHy iHTEHCHBHICTh €HEPTETHYHOTO OOMiHY MOXKHA
BH3HAYATH 32 KUTBKICTIO BUAUICHOT OpPraHi3MOM TEIIIOTH.

Knacrnyne BUMIipIOBaHHS €HEPreTUYHOTO OOMIiHY 3AIHCHIOIOTH 33 JOIIOMOTOIO
MeTolly mpsiMoi kajopumetpii (puc. 1.2). Bona 6a3yeTbcst Ha Oe3MocepeIHLOMY
OLIIHIOBAaHHI B 0i0KalIOpHMETpax KiJIbKOCTI TEeIUla, 10 BUIUIIETHCS OPTaHi3MOM.

! Eneprist Ay, BUKOPHMCTOBYeThCA 1is cuHTesy AT® y Jiesknx MOPCHKMX OakTepif, Hampukian,
y Propionigenium modestum. Y KliTuHaX TBapUH AL 0€3MOCEPETHBO BUKOPUCTOBYEThCS ISl TPAHC-
MOPTY TIIFOKO3U, aMiHOKHUCIIOT 1 JICSIKHUX 10HIB
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OCHOBW BIOEHEPTETUKN

VY kanopumeTpi ETyorepa—benennkra yTBOpeHe JIOINHOIO TEIUIO BUMIPIOETHCS 3a
JONIOMOT'0I0 TEPMOMETPIB 110 HarpiBaHHIO BOJH, SIKa MPOTIKa€E M0 TpyOKax y Kamepi.
KinbkicTh Bonu BUMIPIOIOTH Y 0aKy. 3a JOIOMOTOO MOMITH MOBITPS BiKa4YIOTh i3
KaMepH 1 IPOraHsA0Th KPi3b OaKu 31 CIpUaHOK KHUCIOTOI — JIJIsl IOTJIMHAHHS BOJU
i 3 HATPOHHUM BaITHOM? — JIJIs TIOTJIMHAHHS BYTJIeKUCI0TH. KuceHb momaroTh i3 Oa-
noHa. Trck y kaMepi MiATPUMYIOTE CTaJIMM 32 JIOTIOMOT'OI0 IPUCTPOIO 3 TYMOBOIO
MEeMOPaHO¥O.

e R B :

| 8L
21,50, [ |Banvo| o Hiso.

Puc. 1.2. Cxema kanopumetpa ETyotepa—beHeaukra: 1, 2 — TepMmomMeTpu Ans BUMIpIOBaHHS Tenna, yTBo-
peHoro noauHo; 3 — 6ak 3 BoAo; 4 — KUCHEBUI BarnoH; 5 — nomna Ans BvkavyBaHHS NOBITPst
i3 kamepu; 6, 8 — 6akm 3i cipyaHoO KMCNOTOMD; 7 — 6ak i3 HaTPOHHMM BanHoM; 9 — MmembpaHa Ans
niagTPYMYBaHHSA TUCKY B Kamepi

Lle#t MeTon AaB 3MOTy BCTAHOBUTH, IO JKUBI OPraHi3MH MiAMOPSAKOBYIOTHCS
THUM CaMHM 3aKOHaM 30epexeHHs eHeprii, mo i HexxuBi cucreMu. Hanpukna, Kinb-
KICTb TeI1a, BUIIJICHOTO OPTraHi3MOM, BiJIIOBIIa€ EHEPreTUYHIH IIIHHOCTI CIIOKHUTUX
1 OKUCHEHUX MOYXKHBHUX PEUOBHH.

Bepyuu nmo yBary, 1o B OCHOBI TEIIOYTBOPEHHS JIeKaTh OKHCHI IPOLIECH, 32
axux cnoxkuBaeTbes O, 1 yreoproetbest CO,, € MOXKIIMBICTh HENPAMOT KaJlOPUMETPii
3a ra3000MIHOM OpTaHi3My Ta CepelIOBUINA. 3 1I€I0 METOO ISl TBAPHUH BUKOPUCTO-
BYIOTh CII€LiaibHI pecripatopHi kamepu koHcTpykuii [llareprukosa (puc. 1.3). 3a
nonomoroto nomn (I1) moBitps BifkadyroTh 13 kamep (K), a 3miiioBHK (3) 0X0NmomKye
nositpsi. Kononka i3 styrom (JI) BukopucroByetbest nist normnanss CO,, a 6anon (b) —
JUTsl TOTYIMHAHHSI BOJISIHOT IMapH KaJbIIii XJ10puaoM. KnceHb aBTOMaTHuHO MOJAETHCS
B Kamepy, i 3MiHH TeMIlepaTypy BUMipiotoTh Tepmomerpamu (T).

2 Cymim NaOH i Ca(OH),
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Po3gin 1. BIOEHEPTETUKA SK HAYKA

Puc. 1.3. PecnipatopHuii anapar LaTtepHukosa: K — kamepa; 1 — nomna, Lo BUKayye NOBITPS 3 kKamepu;
3 — 3Mi€eBUK, LLIO OXONOMXKYE NOBITPS; J1— KonoHka 3 nyrom ans nornuHanHa CO,; B — 6anoH ang
NOrMUHaHHSA BOASIHOI Napu XNIOPMAOM KarnbLito. 3riBa — NpUCTpi 4ns aBTOMATUYHOMO NOAAHHS

KUCHIO B KamMepy; T- TepMoMeTpu

Jliist mrozielt CTBOPEHO CXOXKUI 33 MPUHIIAIIOM anapaT KoHCTpykiii J{yrinaca—Toi-
neiina (puc. 1.4). Y ropusoHTanbpHii TpyOLi, 10 3’ €AHAHA 13 3aryOHUKOM, MIiCTATHCS

KJIaraHy, SKi Jal0Th 3MOTY BIUXaTH aT-
MochepHe TTOBITPS 1 BUANXATH MOBITPS y
MIIIOK.

[HornmuHyTH# OpraHi3MOM KHCEHB
BUKOPUCTOBYETHCSI J151 OKUCHEHHSI O1JIKiB,
XKUPiB 1 ByrieBoniB. OKUCHIOBAIbHUN
po3nan 1 r KOXHOT i3 UX PEYOBHH I10-
TpeOye HEOJTHAKOBOT KIJIBKOCTI KHUCHIO
(Tabm. 1.1).

HaiiGinbie eHeprii BUBIIBHSAETHCS 32
OKHCHEHHS JKUPIB 1, BIIMOBIIHO, 33 I[UX
YMOB CIIO’KUBAETHCS HAHOLTBIIIA KUTBKICTh
KHCHIO. 3HAIOYM 3arajibHy KUTbKICTh KUC-
HIO, CITIOKUTOTO OPTaHi3MOM, MO>KHA 00-
YHUCIIUTH €HEPTeTUYHI 3aTPaTH JIUILE TOA],
KOJTH B1JIOMO, sIKi CaMe PCUOBUHH — OLITKH,
XKUPU YU BYIJIEBOAU — OKHCHIOBAJIUCS.
ITokazHuKOM, SIKUi1 1a€ 3MOI'Y BCTAHOBUTHU
e, € AUXAJIbHUI KoeilieHT.

Lod o

Pwuc. 1.4. PecnipatopHuii anapar fyrnaca—longeviHa
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OCHOBW BIOEHEPTETUKN

Tabnuuysi 1.1
EHeprisi Ta cnoXuBaHHS KACHIO 32 OKUCHEHHA NOXUBHUX PE4OBUH
3a OKUCHEHHSI ;
MoXuEeKi 1 I NOXUBHUX peYOBUH BuBinbHAETLCA eHepril D,leaanMﬁ
3a CrnoXmnBaHHA 1 n .
ettt BMBINbHAETLCA | CMOXMBAETHCA KUCHIO, KX KoediLlieHT
eHeprii, KX KUCHI0, N
Binkun 17,2 0,97 19,3 0,8
XKvipu 39,9 2,02 19,6 0,7
Byrnesoau 17,2 0,83 211 1

AvixanbHuii koedilieHT — Le cniBsigHoLWeHHA o06’emy BuaineHoro CO, oo
06’emy nornuHyToro O, 3@ OKUCHEHHS Pi3HNX PEHOBUH.

Hanpukinan, niroko3a MOXKe OKUCHIOBATUCS JI0 OKCHTy KapOOHY Ta BOAM Y TaKii
peaxitii:

CH,,0, + 60, =6CO, + 6H,0. (1.1)

Sk 6aunMo, KUIBKICTh BHIIEHOIO CO, JTIOPIBHIOE KiJIbKOCTI TIOTJTHHYTOTO O,.
3rigHo 3 3akoHOM ABoraapo—Kepapa piBHI KUTBKOCTI ra3iB 3a CTaloi TeMreparypu
1 THCKY 3aiiMaloTh OmHaKOBUi 00’eM. OTke, TUXaTBLHUN KOC(III€HT IS TIIFOKO3H
(SIK ¥ 1HIIMX BYIJIEBOJIB) JOPIBHIOE OJWHHUIIL.

3a OKMCHEHHS KHUPIB IUXaTbHUHN KoedimieHT Hyk4mii. Hampukiam, 3a OKHCHEH-
Hs TpunaneMithHy crisignomenns CO, (102) mxo O, (145) cranosuts 0,703. Jlu-
XaJIbHUH KOC(IIIEHT 3a OKUCHEHHsI O1IKIB opiBHIOE 0,8, a 3a TpaauIiiHO 3MiIIIaHOT
ki — 0,85-0,9.

BiamosimHoMy nuxanbHOMY KOE(IlliEHTOBI BIJMOBITAE TIEBHUN KaJIOPUYHUHN
€KBIBaJIEHT KHCHIO.

Kanopn4yHui ekBiBaneHT KUCHIO — Lie KifbKIiCTb TENSIOTU, L0 BUBINbHIOETHCS
B OpraHiami y pesynbsraTti CnoXuBaHHSA 1 1 KACHIO.

Skmo ycepeHeHNH AUXaIbHUN KOe(IIiEHT 32 YMOBH CIIOKUBAHHS TPATUITIITHO
3MimaHoi ki qopiBHIoEe 0,85, TO KaJOPUUYHUI €KBIBaJICHT | J1 KUCHIO Y IbOMY pas3i
nopisaIoe 20,4 kJX.

[ikaBi 3MiHU AMXATBHOTO KOoe(iLli€HTa CIIOCTEPIraloTh 38 IHTEHCUBHOI pOOOTH
ckeneTHUX M’a3iB (puc. 1.5). Ha mouatky poOoTH BiH 30iIbIIYETHCS Maii’ke 10 O~
HUIII, OCKUJIBKH B IIeH TIepioJl BUKOPUCTOBYIOTHCS MEPEBaXKHO ByrieBoaH. [loTim
TPOXH 3MEHIIYETHCS, a MICHsI 3yNUHKHA POOOTH CIIOCTEPIraroTh pi3Ke 301IbIICHHS
IUXaJTBHOTO KoedillieHTa, SKUH 3MIHIOETHCS MIBHAKAM 3MEHIIEHHSM HIDKYE T10-
YaTKOBOTO PiBHS. BiJIHOBJIICHHS IMXaJIbHOTO Koe(]illieHTa JI0 MOYaTKOBOTO PiBHS
tpuBae 30-50 xB.
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Po3gin 1. BIOEHEPTETUKA SK HAYKA

1,00
0,95

0,90 f\
e

>l NG,

OuxanbHuii koedilieHT: CO,/ O,

0,75 K
0,70 ¢
Puc. 1.5. 3miHn amxanbHoro koedilieHTa nig 0.65

Yyac ABOroAMHHOI iIHTEHCMBHOT poboTH
i nicna Hei. Mtm, n = 4 [3a gaHumu:
Babckuit E.B. n gp., 1985] XBUNWHYM Big noyaTky poboTtu

0 20 40 60 80 100 120 140 160 180 200

[linBumieHHs quXanbHOTO KoedilieHTa Bipasy micist poOOTH 3yMOBIICHE iHTECH-
cuikariero AUXaHHs IS JIKBiAaIii KHCHEBOTO OOprYy.

KucHesui 6opr — e gonartkose cnoxmsaHHaA O, nicns isuiHOro HaBaH-
TaXeHHs, sike 3abe3neyye BifHOBMEHHSA BUTPAYeHUX nig 4ac poboTu 3a-
nacis eHeprii.

[Tix yac TpuBanoro Gi3MYHOro HaBaHTAKEHHS Y M’3aX HAIPOMA/IKYETHCS MO-
JIOYHA KUCJIOTA, HA OKMCHEHHS SKOT He BUCTAYMJIO KHCHIO (KHCHeBHil 6opr). Bona
JIUCOLIIFO€ Ha JIAKTAT 1 IPOTOH:

(l)H Cl)H
CH; O CH; O
Mos104HA KHCJI0Ta Jlakrar

[IpoxykTu aucorialiii MOJIOYHOT KUCIIOTH — JIAKTAT 1 IPOTOH MOHOKapOOKCHJIAT-
HUM TPAHCIIOPTEPOM HATXOMAAThH Y KpoB. JIJis 3amo0iraHHs aru1030B1 BUBITbHEHHIA
MIPOTOH pearye 3 TiApoKapOOHATOM IIa3MH KPOBi' 3 YTBOpEHHIM KapOOHOBOI KHCIIO-
TH, sIKa B EPUTPOIIUTAX JTUCOIIIFOE Ha OKCHJT KapOOHY 1 BOAY:

H' + HCO; —» H,CO,. (1.3)
H,CO, - CO, + H,0. (1.4)

3aBISKHA IbOMY KiJTBKICTh BUAUIEHOTO JIETEHSIMH 3 OpraHizMy Co, OunbIIa 3a
KinbkicTs CO,, M0 yTBOPUBCS Ha L€ MOMEHT y TKAHMHAX.

Hani nepepaxkna KinbKicTb jakrary (60 %) okucHioeThes y nedinni no CO, Ta
H,O, nepeTBoproeThest HA TIIKOTEH 1/a00 aMiHOKUCIOTH (35 %), a mpubmmsHo 5 %
BUJIUIETHCS 31 CEUCHO Ta TOTOM. TOMY AMXaIbHUI KOS(II[IEHT NIBUJIKO 3MEHIIIYEThCS.

! Trri 6ygepHi cucTeMH MIa3MH KPOBI TeX 3aTy4aloThest 10 JIKBialii MeTaboIiqHOro anumo3y

17



OCHOBW BIOEHEPTETUKN

Eneprernynmii 0OMiH CKITaJa€ThCs 3 OCHOBHOTO OOMiHY Ta po0O0Y0i HaI0ABKH.

OCHOBHUI 0OMIH — piBEHb €HepreTU4YHoro obmiHy y cTaHi gisMyHoro Ta
NCUXOEMOLINHOro criokoto. Poboya HagbaBka — KinbKicTb eHeprii, LWo
3aTpaYaeTbCsl HAa BUKOHAHHS 30BHIiLLIHBOI POOOTH.

OcHoBHUI 00OMiH BH3HAYalOTh BpaHIl, 32 YMOB TEMIEPaTypHOTO KOMQPOPTY
(18...20 °C), nare, B NOJOKEHHI JIEKa4H 3 PO3CIAOICHUMH M SI3aMH, Yy CTaHi He-
cnanus. I1ix yac cHy BiH Hmxumid Ha 6—10 %, a IPOTATrOM TPUBAJIOTO FOJIOLYBAHHS —
3HKyeThCs Ha 40 %.

OcHOBHMI OOMIiH y YOJIOBIKiB CEpPEIHBOI CTATYypH MPUOIM3HO CTAHOBUTD
7 100 xIx 3a 100y, y kiHOK — npubiau3Ho Ha 10 % HuxK4wMii, aje 3pocTae mijJ yac
BaritHOCTi. PoO04a Haj0aBka CTYEHTIB 1 BUKJIAauiB, sIKi BEIYTh MEPEBAXKHO CH-
Isauit croci0 KuTTs, ctaHoBUTE 2 500 x/[k 3a moOy, a mrogei Baxkkoi (izumaHOL
npaii — 5 000 x/Ix Ha 100y.

Benuki TenyiokpoBHI TBapUHH MArOTh BHUIE aOCOJIOTHE 3HAYEHHS OCHOBHOTO
oOMiny. IIpoTe BigHOMmIEHHS WOTO iHTEHCHUBHOCTI O MacH Tijla y MajuX TBapuH
€ OUTBIITNM, OCKIJTPKY BiTHOMICHHS TLIOIII TOBEPXHI O MaCH y HUX OLIBIIE.

3akoH nosepxHi Tina Makca Py6Hepa (1883 p.): BUTpaTu eHeprii Tennokpos-
HWX TBapVH NPOMNOPLiVHI NIIOLLi MOBEpPXHi Tina.

Onnak 3axoH noBepxHi PyOHepa mae neBHi oomexxenns. Y 1932 p. Maxc Kueid-
Oep BU3HAYMB, [0 B AJIOMETPUUYHUX TBApHH (i3 HEMPOMOPLIIHHUM CITiBBITHOIICHHSIM
IIJIOMII TTOBEPXHI Ta MacH) IHTEHCHBHICTh METa0OI3My 3aleKUTh BiJl Macu Tija
y ctrenieri 0,75 (puc. 1.6).

10°
104k
BuLe 103
BiJHOLLIEHHS

OCHOBHMI 06MiH/Maca
1021

Buwmn
abCcontoTHUI
OCHOBHMI 0OMiH

TennoyTBopeHHs, kkan/goby

1
103 102 10" 0 10 102 10%  10*
c’ Maca Tina, kr

Puc. 1.6. BioxuneHHs Big 3akoHy noBepxHi Tina PybHepa: 3anexHicTb TennoyTBOPEHHS Big Macu Tina
ONMCYIOTb MpsiMoto 3 koedilieHToMm 0,75 (TOBCTa NiHis), @ He 3 NPOrHO30BaHUM KOediLiEHTOM
0,67 (ToHKa MiHisi; BiAHOLUEHHS MOBEPXHi Tina y M? 40 MOro Macu B Kr y i30METPUYHMX TBapWH
cTaHoBUTb 2/3 abo 0,67, a y anomeTpuyHmx Tpoxu mMeHwe — 0,63)
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Po3gin 1. BIOEHEPTETUKA SK HAYKA

VY mporieci iHAWBITYaTbHOTO PO3BUTKY HAWBHIIE BiJIHOIIEHHS OCHOBHOTO 00-
MIHY IO MacH Tijia MPUTAJIA€ Ha AUTSIYUH BiK, 1110 TIOB’S3aHO sIK 3 3aKkOHOM PyOHepa,
TakK 1 3 BUIIOK IHTEHCHBHICTIO METa00Ii3MY.

3pOCTaHHS EHEPreTUIHOTO OOMIHY CITOCTEPITratoTh He JTUIIIE BHACHTIOK i3UdHOT
TIparli, aie | mijg 9ac CroKUBaHHS 1XKi.

3pocTaHHA eHepreTMyHoro obMmiHy Mid Yac CMOXMBAHHSA X HA3MBaKTb
cneynadivyHo-gMHaMIYHO Ai€to DXKi.

[Tin gac BxuBaHHS OLTKOBOI 1Xi eHepreTHYHUN 0OMiH 3pocTtae Ha 30 %, a mif
Yac BKMBaHH 3MilaHoi ixi — Ha 6—15 %. OTxe, TOJIOBHY poJIb y creuniqHO-1HA-

1.3. 3ATAAbHI XAPAKTEPUCTUKU METABOAI3MY

MeTaboniam, abo 0O6MiH peyYoBUH, — Lie CYKYMHICTb XiMIYHUX peakuii, Lo
BiAOyBalOTLCH B XKUBMX OpraHiaMax Ans NigTPMMaHHS XXUTTELIANbHOCTI.

MeTa0oii3M SIK CyKYITHICTh yCiX XIMIYHUX TIEPETBOPEHbD y KIITHHI UM OpraHi3mi
3MIHCHIOETBCA BHACIIAOK Mepediry mociiioBHUX (pepMEHTaTUBHHUX peakuii, 110
00’ €THYIOTBCSI B OKpeMi MeTa0oIiuHI TUIAXU. 3a Tepediry KoKHOI 3 MOCIiTOBHUX
CTaJiif METa0OIIYHOTO IIUIAXY BiI0OYBaEThCS criennpivuHe, He3HaYHE XiMiUHE TepeTBo-
PEHHS MOJIEKY/IM — HalfyacTille BTpaTa, IEpEHECCHHS Y1 PUETHAHHS IIEBHOTO aToOMa
4y (PyHKUIOHATBHOI rpynu. [IpoJyKTH MOCIHiJOBHUX NEPETBOPEHb MOIEPETHIKA
MaroTh Ha3BY NPOMIKHUX METa0ONIYHNX NPOAYKTiB, 200 MeTaboiTiB. OOMiH pe4yOBUH
HEPO3PHUBHO OB’ I3aHMI 3 OOMIHOM €HEepTii.

Po3pizHstoTh 1Ba THITM METaOOIIYHHUX MPOIIECIB — KaTa0oi3M 1 aHa0oTi3M.

Kara6oai3zm — e ¢daza merabomizmy, y sKiii BiIOyBaeTbCs PO3MIETUIEHHS TI0-
KUBHUX OPTaHIYHUX MOJIEKYI (BYTJIEBOIIB, )KUPIB 1 OIKIB) 10 MEHIIHUX 33 PO3MIPOM
1 mpocTimmx 3a 6y10BOKO KiHIEBHX NpoayKTiB (Hanpuknan, O,uu NH,). KaraGomiu-
Hi peakxiii CynmpoBOKYIOThCS BHUBIIPHEHHAM €HEpPTii XiMIYHUX 3B’SI3KiB, IMEBHA
YacTHHA SIKO1 3anacaeTbes y hopmi ATD abo BiTHOBICHUX IEPEHOCHUKIB €JIEKTPOHIB
(HAJTH, HAI®H i ®ATH,), a pemra po3citoeTbes y Bursai temna (puc. 1.7).

AHaboi3M, abo diocuHTe3, — 11 (paza MeTaboIi3MYy, Y SKIH 13 HEBEJIMKHUX 3a
PO3MipOM Ta IMPOCTHX 3a OYTOBOFO TIOTIEPETHHIKIB CHHTE3YIOTHCS O1ITBIII 32 PO3MipOM
1 cKJIa i 3a OyJJOBOIO MOJIEKYJIH, TaKi sSIK )KUPH, BYTJIEBOJM, OUIKH W HYKJIETHOBI
KHUCIOTH. AHA0OJIYHI peakuii noTpeOyIoTh HaIXOMKEHHS eHeprii, [HKepPeIoM Kol
e meperecenus pocdarnoi rpynu ATD abo Bimnosneni dopmu HAJIH, HAJIOH
i ®AJIH, (auB. puc. 1.7).

Binpnricte MeTaboi9HNX TIEpETBOPEHB, SIKI BiIOYBAIOTHCS y *KUBIH KIIITHHI, Ha-
JISKATH JIO OJTHOTO 3 I SITH 3arajbHUX KJIACiB PeaKIliil:

1) OKMCHO-BiTHOBHI peaKiiii;

2) peakiii yrBopeHHs a00 pO3IIEIUIeHHS MIXKKapOOHOBHX 3B’ S3KiB;

19



OCHOBW BIOEHEPTETUKN

3)
JIaJIeHHs (eniMiHaIlio);
TpaHcdepasHi peakrii;
BUTbHOPAIMKAIbHI peaKlii.

4)
5)

KniTuHHI
MaKpOMOJeKynu

[MpoTteinn
Monicaxapuan
Ninign

HykneiHoBi kncnotu

ALl® + B,
HAL
HALI®*
YN

AT®
HALH
HALGOH
®ALH,

AHaboniam k

XimiyHa
eHepriqa

Monekynu-
nonepeaHUKn

AmiHoKMCROTK
Llykpu

KvpHi kncnotm
A30TOBMIiCHi OCHOBU

peakuii, o 3abe3neuyroTh BHYTPILIHI nepeOydoBH, 130MepHU3allio Ta BU-

36arayeHi eHeprieto
MOXUBHI pe4OBUHMU

Byrnesogu
YKvipu
Binkun

|

KiHueBi npoaykTtu,
O He MICTATb eHeprii

Byrnekucnora
Boaa
Awmiak

Puc. 1.7. Ponb XxiMi4HOI eHeprii B iHTErpyBaHHi kataboniyHux i aHabonivyHMX NpoLeciB y opraHiami

e onHi€ero popMoro 3armacaHHs eHeprii y )KUBUX KIIITHHAX € TECHEPYBaHHS €JIeK-
TPOXIMIYHUX I0HHHUX TPAIE€HTIB 1 €MIEKTPUIHIX IMOTSHITIATIB IIa3MaTHYHOT MeMOpa-
HU Ta MeMOpaH KJIITHHHHUX opranoini. Lli rpaaieHTH MOXKYTh CIIyTI'yBaTH PKEPEIOM
eneprii ;ura cuatesy AT® (pynkionyBanas AT®-cuHTa31) YU BTOPHHHO-AKTHBHO-
IO TPAHCIOPTY 10HIB 1 METa0OJIITIB.
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Po3gin 1. BIOEHEPTETUKA SK HAYKA

1.4. KAACUDIKALLSA XXUBUX OPTAHI3MIB
3A C[MTOCOBOM OTPUMAHHS EHEPTII
TA KAPBOHY

JKuBi opranizmu kiaacu@ikyroTh 3a ClIOCOOOM OTpUMaHHS €Heprii Ta KapOoHy.
3aJe:KHO Bif JuUKepesa eHeprii BUAUIIoTh poToTpodu i xemoTpodu (puc. 1.8). doto-
TpOo(H NOMIHHAIOTH 1 BUKOPUCTOBYIOTH COHSYHE CBITIIO, & XeMOTPO(U OTPUMYIOTh
EHEPTII0 Y TIPOIeCi OKUCIICHHS TTOKUBHUX PEIOBHH.

ABToTpo(hr OTPUMYIOTH HEOOXITHUN IS )KUTTENISIBHOCTI KapOoH 13 KapOOH
niokeuny (kapbon (IV) oxcumy, CO,), a rereporpodu — 3 OpPraHiYHUX MOKUBHHX
PEUYOBHH, TaKuX SIK TIIIOK03a. Jlo xeMoreTepoTpo()HUX OpraHi3MiB HajleXaTh BHIIL
TBapWHH Ta OUTBIIICTH MIKPOOPTaHi3MiB.

VY 6ioctepi 3emuti potorpodu Ta XeMOTpO(hH CHIBICHYIOTH SIK YYACHUKH CKIIA/I-
HOTO IIMKIY, B IKOMY BYIVIEKHCIIOTA, KHCEHb 1 BOZIA MOCTIHHO IUPKYITIOIOTH TOMIX
(dhoToTpodHUM Ta XeMOTPOPHUM CBITaMH, a PYIIIHHOIO CHIOKI I[HOTO MPOIECY
€ eHepris COHIYHOrOo CcBiTIa (puc. 1.8).

XKuBi opraHiamun

! !

doToTpodu XemoTtpodcum
(Oxepeno eHeprii — COHsIYHE CBITIO) (axepeno eHeprii — XiMi4Hi cnonykn)
{ | ! { —
®doToaBTOTPOHU ®PoToreTepoTpodu XemoaBToTpohu XemoretepoTpodcu
(axepeno (oxepeno kapboHy — (oxepeno (mxeperno kapboHy —
kap6oHy — CO,) opraHiyHi crnonyku) kapboHy — CO,) opraHiyHi cronyku)
o LliaHoGakTepii o [ypnypHi 6akTepii ¢ MeTtaHoreHu e BinbLicTb NpokapioTis
e Pocnntu o 3eneHi bakTepil e [anodinu e Yci HepOTOTPOHI
« Cipko6akTepii eykaploTu )
(Y T.4. TBAPUHY | NtoanHa)

Puc. 1.8. Knacudikauis opraHiamiB 3a mxepenamu eHeprii Ta kapboHy, Ski BOHW BUKOPUCTOBYIOTb AMS
CBOiX NoTpeb

CaitnoBa eHeprisi CoHIISI € OCHOBHUM JIKepesioM eHeprii Ha 3emui. @oTocun-
TE3y104i OpraHi3MH BJIOBJIIOIOTH COHSYHY €HEPrilo 1 BAKOPUCTOBYIOTH i1 A CUH-
Te3y 30araueHuX Ha CHEPrilo BYTJICBOAIB Ta IHIIMX OPraHiYHUX CIIONYK, K1 3T00M
BUKOPUCTOBYIOTBCSI XEMOT€TepOTPOPHUMH OpraHi3MaMu SIK JDKEpPEJo eHeprii Ta
kapOomny. 3emeHi pociauau (poToaBTOTpOdH) 3eMHOI KYIIi 32 PiK YTBOPIOIOTH OTU3b-
k0 100 MIpA T OpraHiYHUX PEUOBHH, Y SAKUX MICTHThCSA Onu3bko 1,8 x 10" kJ[x
eHeprii. 3a HUX yMOB BOHM MOrIMHAIOTH 6mam3bko 1,7 x 10% T CO, i BupinsAioTh
omuspko 11,5 x 107 1 O,.
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OCHOBW BIOEHEPTETUKN

MertabomnivyHi IpoIecH, SK 1 BCI MPOIIECH MTEPETBOPEHHS €HEPrii, CYIPOBOIKY-
FOTBCSI BTPATOI0 YAaCTHHU KOPHUCHOI eHeprii (BUTBHOI eHeprii XIMIdHHUX 3B’S3KiB)
1 HEMHHYYUM 3pOCTaHHSM KUIBKOCTI €Heprii, sika He Mo)ke OyTH 3acBo€Ha (Teruia).
Tomy, Ha BiMiHY BiZ Kpyroooiry pe4oBuH, 0OMiH eHeprii y Oiocdepi BinOyBaeThCs
JIMIIE B OTHOMY Hampsimi. JKuBi opraHizMu He MOXKYTb pereHepyBaTH KOPUCHY €Hep-
Tit0 3 HEIOCTYITHO1 €Heprii, pO3CisTHOl Y BUTIISAAI TETLIa.

Jaini Mu 30cepenuMocst Ha €HEPreTHYHHX IMPOoIiecax MepPeBaKHO XEMOTreTepo-
TpO(HHUX OPraHi3MiB, 10 SKHX HAJIEXKAaTh YC1 TBAPUHH 1 JIIOAMHA.

Miacymok 1. BIOEHEPTETUKA | 3ATAAbHU OBMIH PEMOBUH

e bioeHepreTrka — 11e 010JI0T1YHA HayKa PO OTPUMAHHS, IIEPETBOPEHHSI Ta
BUKOPUCTAHHSI €HEPTii B META0ONIYHMX MPOLIEcax KUBUX OPraHi3MiB.

e OKuBi opranizmu nocTiiHO BUKOHYIOTH POOOTY, BAKOPHUCTOBYIOUH CHEP-
Tif0 U ATPUMAHHS BICOKOTO PIBHS CBOEI CTPYKTYPHOI OpraHizaii,
CUHTE3y KJIITHHHHUX KOMIIOHEHTIB, TeHEpaIlil eJIeKTPHYHOTO CTPYMY, BU-
KOHAHHS 30BHIIIHBOT poOOTH Ta 0araThOX iHIIKX MPOIIECIB.

e Merabomi3M, a00 0OOMiH PEYOBHH, — LI¢ CYKYIHICTh XIMIYHUAX PEaKIili,
10 BiIOyBArOTHCS B )KUBHUX OpPTaHI3Max JUIsl TiATPUMAHHS KUTTEIISITb-
HOCTI.

e Karabomizm — 11¢ (haza MeTaboii3My, Y sIKii BiJIOYBA€ETHCS PO3LICTLICHHS
OpraHiYHUX MOJIEKYJ i BUBIIbHEHHS €HEPTii.

e Amnabomi3M — 11e aza MeTaboImi3My, y SKii 13 HEBEIUKHX 32 PO3MipOM Ta
MPOCTHX 32 OYI0BOIO MOIMEPETHUKIB CHHTE3YIOThCS OLTBIII 32 PO3MipOM
1 CKJIQJIHIII 32 OYIOBOIO MOJICKYJTH.

e OOmin eneprii y Oiocdepi BinOyBaeTbcs JIMIIE B OJHOMY HampsiMmi,
OCKIJIbKM OpTaHi3MH HE MOXXYTh pEreHepyBaTi KOPHUCHY SHEPTio 3 He-
JIOCTYITHOI ()OPMHU SHEPTii y BUIIISIL TeTlIa.

Q 3ABOAHHA | KOHTPOJIbHI MUTAHHA

1. 3minu quxajabHOro KoedinieHTa 3a iHTeHCMBHOI po00TH. UM 3yMOBIIEHE 3pOCTaHHS
JIUXaIBHOTO Koe(illieHTa Ha MOYaTKy i MiCIIs 3yMHHKN poOOTH M s131B?

2. bioeHeprernka — e Hayka, 10 BUBYAE:
1) mporiecu nmepeTBOPEHHsI CHEpril;
2) MexXaHi3MH 3aracaHHs eHeprii;
3) MexaHi3MHI BUKOPUCTAHHS CHEPTil;
4) BIUTUB PI3HUX BHIIB CHEPTii HA OPTaHI3M.

3. BuOepiTh NpaBUJbHI XapaKTePUCTHKH KaTA00JiYHUX NpoLeciB:
1) BimOyBa€eThCS PO3MICTNICHHS MOKUBHAX OPTaHIYHUX MOJIEKYI IO MEHIINX 33 PO3Mi-
POM 1 IpocCTimuX 3a OyZOBOO KiHIIEBUX MPOIYKTiB;
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Po3gin 1. BIOEHEPTETUKA SK HAYKA

2) BUBUIBHSETHCS CHEPTis, IEBHA YaCTHHA SKOi 3amacaeThest y hopmi ATD abo BimHOB-
JICHUX TIEPEHOCHUKIB €JICKTPOHIB, @ PEIITa PO3CIIOETHCS Yy BUIIISAL TEILIA;

3) moTpeOyroTh HaIXOMKEHHS SHePTil, JPKePEIoM SIKOi € MOTeHITial IIepeHeceHHs Gpocdo-
puibHOi Tpynn AT® a6o signosnumii norennian HAJIH, HAI®H i ®AJIH.;

4) CHUHTE3YIOThCS OpraHiuHI MOJCKYJIH, SKi € OUIBIIMMHU 1 CKIQIHINIUMH 32 [MOYaTKOBI
cybcTparu.

BubepiTs npaBHIbHI XapaKTePpUCTHKU aHAGOTIYHMX MpoLeciB:

1) 3 HEBENMMKHX 1 IPOCTHX MOMEPEAHUKIB CHHTE3YIOThCS OUIBIII Ta CKIIAIHIII MOJICKYJIH;

2) noTpeOyIoTh HaJIXOKEHHST EHEPT1, DKEPEIIOoM SIKOT € MOTeHIia) nepeHeceHHs Gocdo-
puibHOi Tpynn AT® a6o Bignosnuid norentian HAJIH, HAI®H i ®AJIH.;

3) BiOyBa€eThCs PO3LIETIIICHHS OPTaHIYHUX MOJIEKYJT JI0 MEHIIUX 32 PO3MIPOM 1 IpoCTi-
vX 3a OyJJ0BOIO KiHIIEBHX ITPOIYKTIB,;

4) BUBUIBHSETHCS €HEPTisl, IEBHA YacTHHA SIKO1 3anacaeTbes y popmi ATD abo BigHOB-
JICHUX TIEPEHOCHUKIB €JICKTPOHIB, @ PEIITa PO3CIIOETHCS Y BUIVISI TeIlIa.

Y sikomy KaJIOpUMeTpi eHepreTH4YHi MpouecH JIOIMHI BUMIPIOIOTH 32 JOIIOMOI0I0
TepMoMeTpiB?

1) Eryorepa—benenukra;

2) Hyrnaca;

3) LlaTepHuKOBa;

4) dyrnaca—benenuxra.

SAxuii pecnipaTopHHUii anapar Ja€ MOKJIHBICTh HENMPSAIMOI KAJIOPUMETPIl TBapHH 3a
ra3oo0MiHoM opraHi3my i cepenoBuma?

1) Eryorepa—benenukra;

2) Hyrnaca;

3) llarepHikoBa;

4) dyrnaca—beHemukra.

Binnomenns 06’emy Buisienoro CO, 10 00’ emy noriunyTtoro O, 3a OKHCHEHHs pi3-
HHX PEYOBHH — 11€:

1) nuxanbHUN KoedillieHT;

2) muxajdbHAN KOHTPOJIb;

3) ocHOBHHUIT 0OMiH;

4) xucHeBa 3a00PTOBaHICTb.

KinbkicTs Tenuia, mo BUBLILHAETbCS 32 NOITMHAHHSA 1 1 KHCHIO, HA3MBAIOTh:
1) KanOpPUYHKUM EKBiBaJCHTOM KHCHIO;

2) nuxajabHAM KOe(iIliEHTOM;

3) IuXaITbHUM KOHTPOJIEM;

4) KHCHEBOIO 3200PrOBAHICTIO.

Buoepits npaBnibHi xapakrepucTuku pororpodin:

1) BUKOPUCTOBYIOTH aTMOC(hEpHUIT KapOOH JIIOKCH]T SIK €JJMHE JPKEPEIIO IbOTO eJIEMEHTAa,
3 IKOTO BOHU 1 OyIyIOTh yCi BIacHI KapOOHOBMICHI O10MOIEKYIIH;

2) BIIHOCHO CaMOJIOCTaTHI CUCTEMH, SIKi 3/IaTHI 3a0e3MeuuTH ceOe yciM HeOOX 1 THUM ISt
JKUTTS,

3) BUKOPUCTOBYIOTH COHSYHE CBITJIO SIK [PKEPEIIO SHepril;

4) He 3maTHI 3aCBOIOBATH KapOOH MIOKCHI 3 aTMOchepH.
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10. BubepiTh npaBHIIbHI XapaKTePUCTHKU XeMOTPOdiB:
1) He 31aTHI 3aCBOOBATH KapOOH JIOKCH]I 3 aTMOC(EPH i OTPUMYIOTh KapOOH 31 cepelio-
BUIIA Y CKJIaJll OpraHiuHUX MOJIECKYJI;
2) BUKOPUCTOBYIOTh XIMIUHI CIIOJIYKH SIK JUKEPEJIO SHEprii;
3) BUKOPUCTOBYIOTh COHSIYHE CBITJIO SIK JKEPEJIO CHEepril;
4) BUKOPUCTOBYIOTh aTMOC(hEpHHUT KapOOH TIOKCH K €IMHE IKEPEIIo IIHOTO eJIeMEHTA.
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PO3AIA 2

bIOEHEPTETUKA
| TEPMOANHAMIKA

3aKoHH TepMOAMHaMIKM

TepMoAMHaMIYHI MOKa3HUKM 3MiH eHeprii
* BiAbHa eHepris [66ca

* EHTaAbnis

* EnTponis

¢ AAMTMBHICTb 3MiH BiAbHOT €Heprii MOCAIAOBHMX
XiMiYHMX peakuii

OCHOBM TEPMOAMHAMIKM HEOOOPOTHUX NpoLIECiB

[MepeTBOpeHHA GionoriyHOI eHeprii Tak camMo MignaralTb 3akoHaMm
i3nKu, SK i BCI iHWI NpUpoaHi npouecu. Po3rnsaHeMo 3aKoHU TepMoauHaMi-
KW Ta KiNbKiCHi B3aEMO3B’SI3KM MiX BinbHOIO eHeprieto 166ca, eHTanbmieto
i eHTponieto.

2.1. 3AKOHU TEPMOANHAMIKHA

[epmmii 3aKoH TEPMOAMHAMIKH MOCTYIIOE€ HE3MIHHICTb KIJIBKOCTI €Heprii
y Bcecsiri.

Mepwunin 3aKOH TepMOAUHAMIKN: €Hepris He CTBOPKETLCH i HE 3HUKAE,
a NepeTBOPIOETLCA 3 OLHOMO BUAY B iHLLWNA.

Hamnpukinan, enepriro CoHIS 3€TI€HI pOCIWHNA BUKOPHUCTOBYIOTh IS CHHTE3Y
OpraHidYHUX pe4oBHH. EHEprito XiMIUHUX 3B’5I3KiB IMX PEUOBHH XeMOTpO(dHi opra-
HI3MH CIIO)KUBAIOTH IJIsI 3a0€3MEUEHHS CBOET KUTTEMISIBHOCTI. YacTHHY Iriel
eHeprii XxeMoTpo(hu BUKOPUCTOBYIOTH JJIsl i ATPUMAHHSI CBOET CTPYKTYpPHOI opra-
Hi3allii i BAKOHAHHA 30BHINTHBOI pOOOTH, a OiNbIlla YaCTHHA €HEePTii PO3CIFOETHCS
y Burisiai teruia. OnHak 3aralibHa KiJIbKiCTh €Heprii y TepMOIMHAMIYHIHM cucTeMi
HE 3MIHIOETHCSL.
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“H” [pyruii 3akoH TEpMOOMHAMIKH CTBEp-

JUKYE, III0 CTYTIHb HEBIIOPSAIKOBAHOCTI CHUCTE-
//3\ MU 3aBKIH 3pocTae. Mipolo HEBHOPSIKOBaA-
<o

HOCTI cucteMu € eHTpomis (S). YuMm Oinbie
HEBIOPSIKOBAHA CUCTEMa, THM OUIBIIIO
€ eHTpoIis. SIKII0 MPOMYKTH peakilii MeHII
cKiIaiHi 32 OyI0BOIO 1 OIJBIIOKD MIpOKO He-
BIIOPSIIKOBaHI, HIX BHXiJHI Pe4OBHHHU (CyO-
CTpaTH PeaKilii), TO BBAXKAIOTh, [0 TaKa peak-
il CyITPOBOIKYETHCSI 3pOCTAHHSAM EHTPOITi.

Opyrun 3akoH TepMOAWHaMIKK:
OyOob-SIKMIA MPUMPOAHMIA MpoLec Cy-
NMPOBOAXYETbCHA 3POCTAHHAM EHTPO-

“A 3apa3 nozosopumo nit BCGCBiTy.
npo Opyauli 3aKoH mepmModuHamiku...”

’KuBuit opra”izm — 1e CyKymHICTb MOJIEKYJ, sIKI OpraHi3oBaHi y CKIIaJHI Haj-
MOJICKYJISIpHI KOMIUTIEKCH. PiBeHb TXHBOI OpraHi3oBaHOCTI € Habarato BHIIUM, Hixk
PIBEHb OPTaHi30BaHOCTI ITMX MOJIEKYJ 3a MEKaMH XUBOTO opraHizmy. Hampukiazn,
MOJIEKYJIM BOAM Y BOJOWMI MalOTh HIKYUI PiBEHb OPraHi30BaHOCTI, HIK y LUTO-
J1a3Mi, OCKIJIbKY HE B3aEMOJIIFOTh 3 OPTaHIYHUMHE MOJISKYJIaMH KITITHHH.

BriopsiikoBaHiCTh, SIKOi TOCSTa€ OPraHi3M Y CBOEMY PO3BUTKY, 3 HaJ[TMIIKOM
KOMITEHCY€EThCS 30UTBIICHHSM CTYIICHSI HEBITOPSIKOBAHOCTI HABKOJIHUIIHBOTO CEpe-
nmoButa. JKrBi cHCTeMH HIKOJIA HE JOCITAIOTh CTaHy PIBHOBATU 3 OTOUYCHHSIM.

JKuBi opranizmMu — 11e TepMOANHAMIYHO BiIKPUTI CHCTEMH.

BigkpuTta TepmogmMHamivyHa cuctema — Lie CUcTema, aka NnocTiiHO 0OMiHHo-
E€TbCA 3 HAaBKOJULLHIM CcepefoBULLEM MaTEPIEID Ta EHEPrIEtO.

JKuBi opraHizMu 30epiraroTh BHYTPIIIHINA MOPSIOK, 3a0Uparoyd 3 HABKOIUIII-
HBOTO CEPEIOBHUIIA BIIbHY €HEPTiI0 COHSYHOTO CBITJIA UM MOKUBHUX PEUYOBHUH 1 TI0-
BEPTAIOUU B HHOTO TaKy K KUIBbKICTh eHepril y Burmni terma. Lle mosicHroe, sIKuM
YUHOM >KHB1 OPTaHI3MH JOCSITA0Th BHYTPINTHLOI BIIOPSIKOBAHOCTI, HE 3arIepeuyro-
YH JPYrOTo 3aKOHY TEPMOJNHAMIKH.

2.2. TEPMOAUHAMIYHI MOKA3HUKU 3MIH EHEPTII

€ Tpu TepMOJMHAMIYHI IOKA3HUKH, SIKi JIAF0Th 3MOTY KUTbKICHO OITUCATH 3MiHU
eHeprii 3a nepebiry XiMigHOi peakuii: BinbHa eHepris [166ca, eHTanbIIis i EHTPOIis.

BinbHa eHepris [166ca (G) — ue KinbkicTb eHeprii, ska Moxe 6yTu Bu-
KOpucTaHa Ans BUKOHaHHA poboTK 3a NOCTIMHUX 3HAYeHb TeMnepaTtypu
i TUCKY.
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ko peakiriss CynpoBOKYEThCS BUBUIBHEHHSIM €HEpTii, Ta 3MiHa BiJIbHOI
eneprii [i66ca (AG) Mae Big'eMHe 3HAYEHHS, 1 TAKY PEAKIiI0 HA3MBAIOTH €K3ePro-
HiuHO0. Y pa3i enaeproniunoi peakuii AG € nogatHuM uncioM. PosmipnicTio AG
€ JIx/MOob.

EnTanbnia (H) — ue BMIiCT Tenna y peakuinHin cuctemi. Ller nokasHuk
Bigobpaxkae KinbKiCTb i npupoay XiMiYHMX 3B'513KiB y cybcTpaTtax i npoayk-
Tax peakuii.

XiMivHI peakii, sIKi CypOBOIKYIOTHCSI BUBUIPHEHHSIM TeIljla, Ha3UBAIOTh eK-
30TepMiYHMMHU, BMICT TeIIa y MPOAYKTaX TaKol peakilii € HIKYUM, HIXK Y BUX1THUX
criosykax, a AH yMOBHO Ma€ BiJi’€MHe 3HaYeHHs. PeakuiiiHi cuctemMu, siKi OIIrHa-
I0Th TEIUIO 3 HABKOJIMIIHBOI'O CEPEOBUINA, € eHI0TePMiYHUMM 1 XapaKTepU3yIOThb-
cs1 ToaTHUM 3HaueHHsM AH. PosmipHicTio AH Tex € [Ik/MOoJb.

TpeTtiM TepMOIMHAMIYHUM MOKA3HUKOM, SIKHH J1a€ 3MOTY OIHMCATH 3MiHU €HEp-
ril y cuctemi, € eHTPOIis, 1[0 XapaKTepU3ye HE JIHIIE CTYiHb HEBIOPSAKOBAHOCTI
CHCTEMH, ajie i CTymiHb po3citoBaHHA eHeprii. 3MiHa eHTpornii (AS) Mae po3MipHIiCTH
Jx/Momb x K.

CBoto HauBigomiwy MoHorpadito “Ipo piBHoBary
reteporeHHunx peqoBuH” (On the Equilibrium of Hetero-
geneous Substances) [xo3as Binnappa li66¢c Hanu-
caB, Npawoyn Ha HeonavyBaHii nocafi npodeco-
pa €nbcbKkoro yHiBepcuteTy B Hbto-I'enBeH; wrat KoH-
HekTukyT, CLUA. Lo npawyo li66ca chorogHi posrns-
[aloTb SIK OfHe 3 HanbinbLUMX HAyKOBWUX OOCATHEHb
XIX cT. | BBaxatoTb pyHAaMeHTanbHow npaueto B ra-
nysi dianuHoi ximii. F66c BUKOpUCTaB TepMoanHaMiKy
AN MOSACHEHHS Pi3nKO-XiMiYHUX aBML. [lo3a Tuwm, [xo3as B. ['i66c
3HadeHHs npaui l66ca He Bigpasy 6yno oLiHeHe cy- (1839-1903)
YacHVKaMK, B OCHOBHOMY Yepes MatematunyHi doopmu
i CTpOri AeAyKTUBHI METOAM, LLIO YTPYAHIOBANM YMTaHH4A. Tinbku nicnsa nepe-
Knagly Moro ctaTeit Ha HiMeLbKy | dopaHLy3bKy MoBy inei ['i66ca oTpumanm
BM3HaHHSA y €Bponi. [xo3as 66c y nam’'sTi Apy3iB 3aNULLIMBCA CKPOMHUM
i BnaropogHUM DKEHTIIbMEHOM 3i 3[0POBOI MOCTaBOK Ta 340POBUM KO-
NbOPOM 06nMYYs, JOCTYNHMM i 40OPO3VMYNMBUM OO CTYAEHTIB. Y CBOIN
ocTaHHi npaui “OCHOBHI NPUHUMNM CTaTUCTUYHOI MexaHikn” (Elementary
Principles in Statistical Mechanics) I'i66¢c noBepHyBCs 10 TEMM, TICHO NOB’SI-
3aHOT 3 MPEAMETOM MNOro paHHix nybnikauin. Y Hil BiH 3aiMaBcsl pO3BUTKOM
HacnigkiB 3aKOHIB TepMOAMHAaMIKK, LLO BUMMMBAIOTL 3 EKCriepuMEHTarnbHUX
OaHnX.

B3aemo3zanexxHicTh BUIbHOT €HEpTii, HTaNbIIIT Ta eHTPOIII] y peakiisx, mo Bij-
OyBaloThCsI B O10JOTIYHMX CHUCTEMAax 3a CTAJMX TEMIIEPAaTypH 1 THCKY, OMHUCYIOTb
TaKUM PIBHSIHHSIM:
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AG = AH — TAS, (2.1)

ne AG — 3miHa BinbHOT eHeprii [166ca, AH — 3miHa enranbii, 7 — aOCOIIOTHA TeM-
neparypa, AS — 3MiHa eHTpomnii cucTeMH. Y TEpMOAMHAMIYHO BUT1IHHUX MPOLECaXx,
KOJIW SHTPOIIIs 3pOCTaE, a CUCTEMa BUBUIBHSE TEIJIO Y HABKOJHIIHE CEPEIOBHIIIC,
AG crae Big’€MHUM.

3Mminu BibHOT eHeprii [166ca MpUitHATO 00UMCITIOBATH 32 IPUHHATUX YYEHUMHU
crannaptaux ymoB: 7= 25 °C (298 K), pH 7,0, konnenTpariii cyocrparis i mpoIyK-
TiB peakii 1 M, cranmii Tuck 760 MM pT. cT. SIKII0 peakirist BitOyBaeThcs 3a yqacTi
Mg?** (sik 1 y OinbIoCTi peakiiiii, 1e peareHrom € AT®), To CTaHIaPTHOIO BBAXKAIOTh
rioro koHIeHTparito 1 MM. 3MiHn G 3a TaKUX YMOB Ha3WBAIOTh CTAHJIAPTHUMH 1 TI0-
3Ha4aTh AG'.

3mina AG'’ 6e3nocepeaHbO 3aJeKUTh BiJl KOHCTAHTH PIBHOBAaru. XiMi4HUI
CKJIaJ] peaKIiitHol cucTeMu (CyMimri cyOCcTpariB i MPOAYKTIB) MOCTIHHO 3MIHIOETHCA,
JIOKM CHUCTE€Ma He JIOCSTHE CTaHy pIBHOBAarv. Y CTaHi piBHOBaru KOHIIEHTpAIlis Cy0-
CTparTiB 1 IPOJYKTIB peaKilii, a TAKOK MIBUKICTH MPSIMOT Ta 3BOPOTHOI PeaKIliii cra-
FOTh a0COJTIOTHO OJTHAKOBHMMH, 1 [TOJIAJIBIII 3MIHU B CUCTEMI HE BiJI0YBatOTHCS. 3HAIOUU
KOHIIEHTpaIlil0 cyOCTpaTiB i NPOAYKTIB peakuii y CTaHi piBHOBaru, MOKHa po3paxyBa-
TH KOHCTaHTy PiBHOBaru K.

Sxmo y ximMiuHy peakiito BCTynae k Monekyin A i / monekyn B Ta yTBoproeTbes
m monexyn C i n Mornekyn D, To 110 peaxiiito OMUCYIOTh PiBHSIHHIM:

kA + B =mC + nD. (2.2)
KoncranTa piBHOBaru Takoi 3arajibHOI peaKilii CTAHOBUTE:
K, =TT 23)
[A]" x[B]

ne [A], [B], [C] 1 [D] — mounspHi KOHIIEHTpallii cyOCTpaTiB 1 MPOAYKTIB peakiiil
y CTaHi piBHOBAry.

Skmo peakiriiiia cucTeMa HeBPIBHOBaXKEHA, PYIIIIHOIO CHIIOO JIJIST JOCSTHEH-
HSl CTaHy PiBHOBArd € 3MiHa BUIBHOI eHeprii Ximiunoi peakuii AG. 3a nux yMoB
3MiHY BUIBHOT €HEPTii OMHUCYIOTh PIBHIHHIM:
[C1x[D]
[A]x[B]’
ne R —ra3osa koHcTanTa (8,31 Jx/mMons x K); 7T'— abconroTHa TeMiieparypa.

AG=AG" +RT x In (2.4

3MiHa BiNbHOT eHeprii peakLii He 3anexuTb Bif TOro, 9K BiabyBaeTbCA peak-
Lis, a TiNbKW Big NPMPOAM Ta KOHLEHTpaLii cybcTparTiB i KiHLEBMX NPOQYyKTiB
peakuji.

3a cragmaptaEX yMOB AG = 0, Tomy 3 Gopmymu (2.4):

AG" =—RT><lnm. (2.5)
[A]x[B]
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[ligcraBuBIM y piBHAHHSA (2.5) 3HA4YSHHS KOHCTAaHTH piBHOBary 3 popmynu (2.3),
OTPUMAEMO:

AG=-RTxInK', (2.6)

e K’ — KOHCTaHTa PIBHOBATH 33 CTAHAaPTHHX YMOB.

AG" — 11e pi3HUI MIXK BUTBHOIO €HEPTi€l0 KIHIIEBUX MPOIYKTIB PEaKIil Ta Bilib-
HOIO €HEpri€ro cyOCcTpaTiB 3a CTaHAAapTHUX YMOB. Bin’emue 3nauenns AG™ Bkasye
Ha Te, 10 BiJIbHA €HePTid MPOAYKTIB PeaKIiii € HIKIO00, HIXK BIIbHA EHEPTis BUXi-
HUX TIPOIYKTIB, TOMY Taka peakilist Oyme BimOyBaTHCs CIOHTAHHO. YCi XiMITHI peak-
il WayTh y HANpsAMi 3HIKEHHsI BiUTbHOT eHepril cuctemu. JlogatHe 3nadeHdss AG™°
O3Hayae€, 10 BiJbHA €HEPrisl MPOLYKTIB peakuii € BHUIIOI IOPIBHSHO 3 BUIBHOIO
EHepriero cyOCTpaTiB 1 IO Taka peakiiss He 3/AIHCHIOETHCS 3a CTaHJApTHUX YMOB
ciontanHo. AG' = AG nuiie Tofi, KOJIM KOHLEHTpAIlisi CyOCTpariB i MPOAYKTiB
€ OJTHAKOBOIO 1 cTaHOBUTH 1 M.

CuisBignomeHas Mk AG' Ta K'p HaBesIeHo y Taou. 2.1.

Tabnuys 2.1
CniBBigHOLWEHHA MiX K'p, AG'®Ta HANPAMOM XiMiYHUX peakLin
3a cTaHAApPTHUX YMOB
K'p AG® BuxiaHa KoHLEeHTpaLUiss KOMNOoHeHTIB peakuii 1 M
<1,0 Big’emHe Peakuii BioOyBaloTbCsa y HanpsiMi yTBOPEHHSA NPOAYKTY
1,0 0 PiBHOBakHMIA cTaH
>1,0 HopatHe Peakuii BiagbyBatoTbCa y 3BOPOTHOMY Hanpsimi

SIKmo KOHCTaHTa piBHOBAard MEBHOI XiMiuHOI peakuii qopiBHIOE 1, TO 3MiHa
CTaHJapTHOI BUIbHOI eHeprii 1iei peaxii gopiBHioBaTuMe O (OCKUIBKY HATypallbHHIH
norapudm | gopiBHIOE HymO; Tab. 2.1). SIKII0 KOHCTaHTa PIBHOBATW peaxiiii nepe-
BHIIYE OAMHUINO, TO BEIMYMHA 3MIHH CTaHIapTHOI BiNbHOI eHeprii AG'® MaTnme
BiJ’€MHE 3HAYEHHS, a SKIIO KOHCTaHTA PIBHOBArM MEHIIA OJUHHLI, TO BEIUYMHA
AG'’ MaTume 107aTHE 3HAYCHHSI.

Jis mpuKIiiagy MOXKHA po3paxyBaTH 3MiHH CTaHAApPTHOI BUIbHOI €Heprii y peak-
wii, aKy Karanizye ¢pepMeHT GocdormokomyTasa:

CH,OH CH,OPO3H,
(0] (0]
®Docpoenokomymasa
OH OH (3.7)
HO OPOsH, HO OH
OH OH
nrwoko3o-1-poccpart 'mroko3o-6-poccpart

XiMigyHUH aHaIi3 MOKa3ye, M0 HE3aJeKHO BiJ TOTO, Yd Oy/le BHXiHA CyMiml
MICTHTH TITIOK030-1-pocdar y koruenTpanii 20 MM (y pasi, Ko TIoko30-6-doc-
(haty HEemae) un rroK030-6-hocdar y koHneHTparii 20 MM (y pasi, KoJiu IIFK030-
1-bocaty Hemae), ckitaja KIHIIEBOI CyMillli y cTaHi piBHOBaru 3a remmeparypu 25 °C
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ipH 7,0 6yne onHakoBuM — | MM mimrok030-1-docdary i 19 MM nimroko30-6-docdary’.
Buxonsuu 3 nux JaHWX, MOKHA BU3HAYUTH KOHCTAHTY PIBHOBArd peakilii:
K- [rmoko30-6-pocdar] 19 mM 19

p

= = = (2.8)
[rmroko30-1-pochar] 1 mM
3naroun BenuamHy K’ MOXHA pO3paxyBaTH 3MiHy CTaHIapTHOI BITbHOI eHeprii
BiZIOB1IHO 710 hopmyitu (2.6):

AG" =-RT x In K’p= — (8,3 k/x/moib x K) x (298 K) x (In 19) = -7,3 kJ]x/Mob.

Ockinbkn 3MiHa CTaHAAPTHOI BUTHHOI €HEPTii y MbOMY BHUIAJKy € BEIMIHHOIO
BiZl’€MHOIO, TO TIEPETBOPEHHs | Mons mIroKo30-1-ocdary Ha 1 MOIb TITHOKO30-0-
(docdary 3a cranapTHOI TeMrieparypu i pH Ta koyu KOHIIEHTpaIlisi 000X CIONTyK TTiJI-
TPUMYETHCS Ha PiBHI 1 M, CynpOBOIKY€EThCS BTPATOIO (BUBIIHHEHHIM ) BUTHHOI €HEP-
rii. 3HaueHHss AG' i 3BOpOTHOI peakiii (epeTBOpeHHsI MII0K030-6-hocdary Ha
[JTF0K030- 1 -(hocdar) Oy/ie TaKMM CaMUM 3a BEJTMYMHOIO, aJie TIPOTHUIICKHUM 32 3HAKOM.

VY Tabn. 2.2 HaBeleHO BETMYWHHU 3MiHH CTaHAAPTHOI BUTEHOI €HEPTii y MesTKux
XIMIYHHX peakuisx. Sk BUAHO, peakuii rizpomizy npoctux edipis, aMiaiB, NENTUAIB
1 ByIJIEBOJIIB, TaK caMo, SIK 1 peakilii eqiMiHallii abo nepedy0BU CIONYK, Bij0OyBa-
FOTHCS 3 IOPIBHAHO HE3HAYHOIO 3MIHOIO CTaHapTHOI BUTBHOT €HEeprii, TO/i SK TiIpo-
713 aHTIAPUAIB KUCIOT CYNPOBOMXKYETHCS MOPIBHSIHO BEIMKUM 3HMKCHHSIM CTaH-
JnapTHOI BUbHOT eHeprii. [ToBHe OKMCIIEHHS OpraHiYHUX MOJICKYIT, TAKUX SIK TIIIOK03a
abo nanemirar, no CO, i H,O, sixe y kniTuHi BigOyBa€Thes y KilbKa €TariB, Cynpo-
BODKY€ETBCS 3HAUHUM 3HM)KEHHSIM CTaHAApTHOI BinbHOI eHeprii. OaHak 3MiHM CTaH-
JIApTHOI BIJIbHOI eHeprii (K Iie HaBeACHO y Tal. 2.2) € MOKa3HUKOM BUBIJIBHEHOT
y XOJIi peaxilii eHeprii JuIIe 3a CrmaHoapmuux ymog. A ais Toro, 100 BU3HAYHTH,
CKIJIbKM €Heprii BUBIJILHIOETHCS 32 YMOB, 10 BUHUKIIN Y KIIITHHI, HEOOXiIHO BBECTH
MOHSATTSI AilicHOT 3MiHM BiibHOI eHeprii AG.

Tabnuus 2.2
3MiHM cTaHOapTHOI BiNbHOI eHepril AeAkux XimiuyHnx peakuin 3a pH 7,0 i 25 °C
Mpuknagn peakuii | AG'°, k[x/Monb

Manbmitat + 230, - 16CO, + 16H,0 -9770

Mmiokosa + 60, —» 6CO, + 6H,0 -2840

AT® +H,0 - All® + &, -30,5
Jlaktosa + H,O — rniokosa + ranakrosa -15,9
Manbrosa + H,O — 2 rokosa -15,5
Mmytamin + H,O — ryTtamar + NH,* -14,2
Mmiokoso-6-cpocdat + H,0 — rniokosa + @ -13,8
[Moko3o-1-hpocdat — rnoko30-6-coccat -7,3
®pykTo30-6-dhochat + @ — dpykTo3o-1,6-anocdar -1,7
®pykT030-6-hocdar — rnioko3sa-6-cdocdar -1,7
Manat — dpymapar + H,0 3.1

! Tpe6a nmam’sitaty, 1m0 (HEpPMEHTH HE 3MIHIOIOTh TOYKY PIBHOBarM peaxiii, a JIKIIE HPUCKOPIOKOTh
JOCSITHEHHS PIBHOBAXXHOTO CTAHY
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AG" 1a AG BUPa:KAOTh TY MAKCUMAIbHY KiIILKICTb eHeprii, sika meopemuu-
HO MoKe OyTH BUBiLIbHeHA y Xofi miei peakuii, TOOTO Ty KiIBKICTh €HEprii, siKa
Mora Ou OyTH BUKOpHCTaHA JJIsi BUKOHAHHS POOOTH, SIKOW SIKUIICH Ha/3BHYAIHO
e(eKTUBHHI PUCTPii BIOBIIOBAaB a00 TpaHCPOpMyBaB 1o eHeprito. Hacmpasai Ta-
KOTO TIPUCTPOIO HeMae (MeBHA YacTHWHA BIIbHOI €HEprii 3aBKAM BTPAYaEThCA y BH-
DIl eHTporii 3a Oy[b-IKOro MepeTBOPEHHs), TOMY poO0Ta, BUKOHAHA 3a Mepediry
peaxiii 3 NOCTIHHUMH 3HAYSHHSIMH TEMIIEpaTypH 1 THCKY, 3aBXK/IN € MEHIIOI TTOPiB-
HSTHO 3 TEOPETUYHO PO3paxoBaHOI0. Bapro Takox Bim3HauuTH, IO AesiKi TepMoaM-
HaMiYyHO BMTigHi peakuii (TOOTO Ti, IO XapaKTEPU3YIOTHCS BUCOKUM BijJ €MHUM
3HaueHHAM AG'?) BifOyBaOThLCs 3i IIBUAKICTIO, AKY HEMOKIMBO BUMIPSITH.

SIxOm y ®uBHX KIIiTHHaX He Oyno (epMeHTiB, peakiii BinOyBanucsi O HaA3BU-
YaifHO MOBLIbHO. bioXiMi4HI peakilii MPUCKOPIOIOTHCS HE BHACIIIOK TTOCTa4aHHs J10-
MTOMI>KHOI KiITBKOCTI TeIlIa, a 3aBIsSKH TOMY, IO (PepMEHT 3HIKYE SHEPTil0 aKTHBa-
1ii peakiii. 3HUKYIOUU SHEPTir0 akTUBaIlil, hepMeHT 3a0e3neuye nepedir peaxirii 3a
aJBTePHATHBHUM CITOCOOOM, CHEPTisl aKTHBAIII1 IKOTO HUKYa, Hi’K CHEepTis aKTHBAITii
HEeKaTaJiTHYHOTO nepeTBopeHHs. OTxKe, PepMEHTH HE 3MIHIOIOTh KOHCTAHTY PiBHO-
BarW peaxiiii, aje MiABHIIYIOTh weuoKicms Tepebiry peaxiiii y HampsMi, ssIKUil BH-
3HAYAETHCS 3aKOHAMHU TEPMOJUHAMIKH.

2.3. AAMTUBHICTb 3MIH BIAbHOI EHEPTII
MOCAIAOBHUX XIMIMHUX PEAKLLIA

YsaBUMO NBi TOCTiAOBHI XimMidHI peakmii A — B 1 B — C, s KoKHOT 3 SKHX
BiJIOMi PiBHOBaKHI KOHCTAHTH i BEMYMHY 3MiHU CTaHIAPTHOT BiIbHOI eHeprii AG"™,
i AG’Oz. OCKIJIBKY 11l peakIlii MocIiIoBHI, MM MO’KEMO BHKJIFOUMTH KOMIIOHEHT B Ta
3amucaty cymapHy peakuito A — C, sika MaTuMme BJIAacHY PIBHOBa)KHY KOHCTAHTY.
Sxmo i wiel peakuii po3paxyBary 3MiHy CTaHJapTHOI BUTbHOI eHeprii AG’OCyM, TO
BHUABUTHCA, 110 genuuunu AG' nocniooenux ximiunux peaxyii € adumuenumu. Be-
JIU4YMHA AG’OCyM cymapHoi peakuii A — C BU3HaYa€eThCs SIK anredpaiuHa cyma 3MiH
CTaHIapTHOI BIJILHOI €Heprii 3a mepediry ABOX CKIAOBUX peakilii, TOOTO K cyma
semuuuH AG”, Ta AG", AG'OCYM =AG" + AG",.

Leit npuHImMn Oi0OCHEPTETHKNA Ma€ BaXKITUBE 3HAYCHHS, OCKUIBKU Ja€ MOXIIH-
BiCTh 3pO3YyMITH, YOMY HaBiTh TEPMOJMHAMIYHO HEBUTITHA (CHAECPTOHIYHA) PEeaKIlis
MOKe BiIOyBaTHCS 10 KiHIIA, SIKILIO BOHA MO€IHAHA 3 BHCOKO €K3€PrOHIYHOIO PEeaKIli-
€10 Yepe3 CHUTbHUIN TPOMIKHHN MPoayKT. Hanmpukmnan, peakimis yTBopeHHs GpyKTo30-
1,6-nudocdary 3 ppykro30-6-hocdary, mo xaranizyerbes Gpochodpykrokinazoro-1:

®pykro30-6-pochar + D — ppykro30-1,6-pocdar + H,0,
AG" = 16,3 kJ[x/MOIb. (2.9

JHonarHe 3HaueHHs BennunHu AG'° BKasye, 110 3a CTaHJAPTHUX YMOB ISl peak-

LSl HE 3MO’Ke BiJOYBaTHCS CIIOHTAHHO y BKa3aHOMY HarpsiMi. [HIa KIIiTHHHA XiMid-
Ha peakuis, a came riaponiz AT® 1o AJI® Ta @ , € BUCOKO €K3€PrOHIYHOO:

31



OCHOBW BIOEHEPTETUKN

AT® + H,0 — AJI® + D, AG", = - 30,5 kJlx/MOIb. (2.10)

v KX IBOX PEAKLIAX € CIIIBbHI IPOMUKHI IIPOAYKTH — ® ra H,O, Tomy cymap-
HY PEaKLII0 MOXKHA 3alIMUCATU y TAK1H IIOCII1IOBHOCTI:

®pykTo30-6-Ppocdar + ATO — dpykrozo-1,6-pocdar + AJD. (2.11)

CymMapHy 3MiHy CTaHIapTHOI BUIbHOI €HepTii MOJKHA pO3paxyBaTH sIK ajredpa-
Tuny cymy BeianduH AG'® 1BOX OCIITOBHUX PEaKIii:

AG’OCYM =AG" +AG", = 16,3 k[Ix/monb + (-30,5 k[[x/Monb) = -14,2 kJ[K/MOJIb.

OTxe, cymapHa peakIlisl € eK3eproHiYHOI0. Y IbOMY pa3i eHeprisi, Hakomn4yeHa
y 3B’s13kax Molekyu AT®, BUKOPUCTOBY€EThCS s CHHTE3Y (PpyKT030-1,6-pocdary,
X0O4a peakiis yTBOPEHHs Li€i Cronyku 3 ppykro30-1,6-docdary i @ € enneproniy-
How. Ilepenecenns docdarnoi rpynu Bin ATO Ha Qpykrozo-6-docdar BigpizHs-
€THCS BiJI IBOX HaBeIeHUX Bule peakmi (2.9) 1 (2.10), onHak KiHIeBHI pe3yabTar
€ TAaKUM CaMHM, SIK 1 y pa3i MoeqHaHHS WX peakiiid. Sk 6admmo, BU3HAYAILHUM
y TEpMOAMHAMIUYHUX PO3PaxyHKax € CTaH CUCTEMHU Ha IOYaTKy IPOLECY 1 CTaH CHC-
TEMH ITicJIs KOTO 3aBEpIEHHS, i HeMa€e 3HAYeHHsI, TKUM caMe CIIOCOOO0M BiJI0yBa€Th-
Csl IepexiJl 3 MOYaTKOBOIO CTaHy B KiHLEBHH.

3MmiHa BiNbHOI eHeprii peakuii 3anexuTb He Big TOro, SKMM CMOcCoOOoMm
BiAOyBaeTbCA peakLis, a TiNbKK1 Big4 NPUPOAN Ta KOHLEHTpaLii cybcTparis
i KIHLEBMX NPOAYKTIB peakLii.

Sk Bxe Oyno 3a3HaueHo Bulle, AG™ — 1e crocid BUpaKeHHS! KOHCTaHTH PiBHO-
Baru peakuii. ¥ pasi HaBeaeHoi Buie peakuii (2.9):

K = [bpykTO30-1,6-pocar] 1.27x10° M,
" [ppykTo30-6-pochar] [D,]

a KOHCTaHTy piBHOBaru peaxuii rizpomnizy AT® (2.10) Bu3HauaroTh 3i CIiBBiIHO-
LICHHS:

, _ [AID][D,]

= =2x10° M.
[AT®]

KoncTanTa piBHOBaru ABOX CIPSDKEHUX PEAKINH BIATAK JOPIBHIOE:

K = [bpykTo30-1,6-bochar] [AAD][D,] _ (K,l )x (K,z) —2.54x10° M.
P [bpyxT030-6-hochar] [ATD] P :

OTxe, KOHCTaHTH PIBHOBArd € BEJIMYMHAMM MYJIBTUILUTIKATUBHUMH.

Crparerito noeAHAaHHS KiJIbKOX PEaKLil yepe3 CHiIbHUN MPOMIKHUHA MPOAYKT
BHKOPUCTOBYIOTH YCi )KHB1 OpTaHi3MH JIsi CHHTE3y METa0OJITIB Ta iHIMNX KIITHH-
HUX iHrpefieHTiB. OHAK Taka CTpaTeris € BUT1HO TUTBKHU TOJ, KO KIITHHHA 3a-
Oe3mneueHi pxepenaMu eneprii, Hanpukian, ATO.
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BennunHn AG'™® OBox peakuiid, i3 SIKUX CKMagaeTbCs CymapHa peakLis,
€ adUTMBHMMM, NPOTE BENNYUHY K'p CyMapHOI peakLji po3paxoBykTb SK
006yTOK BEMWYMH K'p KOXHOI 3 peakLin.

Jlnst monermeHHs po3B’si3aHHS 3aBAaHb 1 BiJNIOBiIeH HA MUTAHHS Y OMY TTiJI-
PYYHHUKY HaBOIMUMO TaONMUIIO (Pi3MYHUX KOHCTAHT 1 OMUHUIIb, IKi BHKOPHUCTOBYIOTh
y TepPMOIWHAMIII:

Tabnuysi 2.3

®Di3nYHi KOHCTAHTU 1 OAUHMLI, IKi BAKOPUCTOBYIOTb Y TEPMOAMHAMIYHUX pO3paxyHKax

e Yucno Asoragpo N = 6,022 x 10 monb™

e KoHcTaHTa BonbumaHa K=1,382 x 102 Ox / K

e [Qa30Ba KOHCTaAHTa R =8,315 I / monb x K

e KoHcTtaHTa Papapes F =96 485 I / (B x mornb)

e AGTaAH > / monb

o AS Ik / momnb x K

e 1kan=4,184 Ox
e A6contotHa Temnepatypa T — KenbsiH, K
e 25°C=298,15K
e [lo6yTok R x T = 2,479 k[x/monb (25 °C)

2.4. OCHOBUN TEPMOAUHAMIKN HEOBOPOTHUX
MPOLECIB

V 3aranpHOMY BUMAAKY (i3udHi Ta 6i0Qi3nuHi 00’ €KTH HE TIepeOyBaroTh y cTa-
Hi piBHOBaru. [Ipomecu, mo BinOyBalOTHCS y TaKUX CHCTEMax, € HEOOOPOTHHUMH.
TepmoauHamika HEOOOPOTHUX TIPOLIECIB IPYHTYETHCS HA TAaKUX MOJOKEHHSX 1 MMO-
HATTSX SIK JIIHIMHI CITIBBIJIHOIIEHHS, BUPOOHUIITBO SHTPOIIi, CTAI[IOHAPHMIA CTaH,
Teopema [IpuroxxuHa Ta iH.

3aKoH JIHIHHUX CIIBBITHOIICHh BU3HAUAE 3aJICKHICTh MiXK TEPMOTUHAMIUHUMHU
cUcTeMaMH i TOToKaMH (3MiHamM) y HUX. JIiHIHHMI 3aKOH y3arajibHIOE 0arato emii-
PUYHUX MPUHLMUIIB, HAMPHUKIAA, 3aKoH Dika (3aJIe)KHICTh NEPEHECCHHS! pEYOBUHU
BiJI KOHIICHTpAIITHOTO TpajiieHTa) un 3akoH OMa (3aJIeKHICTh IEPEHECEHHS eIIeK-
TPUYHOTO 3apsily BiJl Ipafi€eHTa eIeKTPUYHOTO MOTEeHIIIaNy) Ta iH.

KoxHa okxpemo B35iTa 3MiHa y CHCTeMi MOXKE BUKIMKATU TiJIbKH 3MEHIICHHS ii
BiJIGHOI eHeprii Ta migBHUIeHHs eHTpomii. OMHaK 1HII 3MiHU Y Iii CUCTEMI MOXKYTb
BiJI0yBaTHUCSI TaK, IO IMiJIBUIIICHHS SHTPOTII 3a OJIHI€T 3MiHU KOMITCHCYIOThCSI ii 3MEH-
LICHHSIM 32 iHIIOT 3MiHK. Hanpukiaza, TpaHcnopT 10HIB Kpi3b MIa3MaTnyHy MemOpa-
HY 32 KOHLIEHTpaLiiHUM TPaJieHTOM MPU3BOAMUTH 10 3MEHIICHHS €HTPOIIii CHCTEMH,
sIKe, O/THAK, KOMITCHCY€ThCs T1podtizoM AT®, Koy eHTpOTITisi CHCTEMH 301TbIIY €ThCSI.
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CraH TepMOAMHAMIYHOI CHCTEMH HAa3WBAIOTh CTAIlIOHAPHUM, SIKIO BEJINYMHA
SHTPOIIii He 3MIHIOETHCS Y Yaci Ta He € MakcuMaiabHO. OCHOBHA XapaKTEepUCTHKA
CTaI[lOHAPHOTO CTaHy BU3HAYAETHCS TeOpeMOoro [IpurokuiHa, 3rifiHO 3 SKOI BUPOO-
HUIITBO SHTPOIIii Y CTalliOHAPHOMY CTaHi € MiHIMaIBHUM. TeopeMa MOsICHIOE CTiii-
KIiCTP CTaIliOHAPHUX CTAHIB Y BIIKPUTHX CHCTEMaX. SIKIIIO CUCTeMa BUXOIUTH i3 I[hO-
T'O CTaHy CaMOCTIHO, TO BiIOYBa€ThCs 301IIBIIICHHS €HTPOITI. Y pe3yabTarTi B CUCTe-
Mi BUHUKAIOTh POLIECH, SIKi HAMAararoThCsi HOBEpHYTH ii y cranionapHuii cran. [1pu-
KJIaJJOM TaKoro IMpOILecy MoXKe OyTH TepMOpPETYISIis OpraHi3My, B SKOMy cTaja
TeMIepaTrypa HiATPUMYETHCS 3aBIIKA OalaHCy TEIUIONMPOMYKINI 1 TerutoBimmadgi.
Teopema Ilpuroxuna — TeopeMa TEPMOIMHAMIKH HEPIBHOBAKHUX TPOIECIB, KOJIH
CTaI[lOHAPHOMY CTaHy JIiHIHHOI HEepPIBHOBaXXHOI CHUCTEMH BiIOBiTa€ MiHIMaJIbHA
npoxaykuis enTpomnii. Teopema Oyna noseneHa . [Tpuroxkuaum y 1947 p. 31 cmiBBin-
HomeHHs1 OHcarepa i € CripaBeIITMBOIO, SIKIIO KIHETUYHI KOe(ili€eHTH y IUX CITiBBiJI-
HOIICHHSX 3aJIUIIAIOTHCS CTATHMHU.

Miacymok 2. BIOEHEPTETUKA | TEPMOANHAMIKA

e Tpu OCHOBHUX TEPMOTMHAMIYHUX ITOKA3HUKH (BITbHA CHEPTisl, CHTATb-
mist Ta eHTpomis), siki 00’eqHani y piBHsHHI AG = AH — TAS, naioth
3MOTY KiTBKICHO OTIMCATH 3MiHH €HEpril 3a mepediry XiMiqHO1 peakiii.

e BenuunHa cTaHAApPTHOI 3MiHHU BiJIbHOI eHeprii AG” — ne ¢i3ruuHa KOHC-
TaHTa, SIKa € XapaKTEePHOIO ISl IEBHOI PeaKIIii Ta sIKy MOYKHa po3paxy-
BaTH 32 KOHCTAHTOIO PIBHOBATHW IIi€i peakIlii 3TiTHO 3 PIBHAHHSIM
AG" =-RT xInK'.

e 3wmiHa BiTbHOI eHeprii AG 3a pealbHUX YMOB 3aJICKHUTH BiJl 3HAUCHHS
AG"’, koHIIEHTpalliii cyOCTpaTiB i MPOAYKTIB PeaKiii 3riJiHO 3 PiBHSIH-
M AG = AG" + RT x In ([mponykrtu] / [cybcTparu]).

o Skmio AG € 3HaYHOIO 1 BijI’ €MHOIO, peakilisi Oyae MpsMOK0 1 eK3eproHiy-
HOIO; SIKIIO BenmuunHa AG € 3Ha4HOIO, ajie JI0JaTHOI0, TO peakiis Oymne
3BOPOTHOIO a00 EHIEProHiuHOoI0. SKkmio sk BemuumHa AG HOPIBHIOE
HYJIIO, TO CUCTeMa repedyBae y CTaHi piBHOBArH.

e 3MiHa BUTBHOT €HEPTii He 3aJIeXKHUTH BiJI TOTO, B SIKHIA CIIOCIO BiTOyBa€Th-
cs XIMiuHa peakiris. BoHa 3a1eKUTh JIMIIE BiJl IPUPOIM Ta KOHIIEHTPA-
1ii cyOCTpariB i NPOAYKTIB peaKiiii.

e 3MiHHU BIJIbHOI €HEpTii € aANTUBHI — 3MiHA BUIHHOT €HEPTii CyMapHOi Xi-
MIYHOT peaKilii, 10 Bif0yBa€ThCs Y KiIbKa TOCIIIOBHUX PEAKIIiH 3 YTBO-
PEHHSM IIPOMIKHOTO TPOAYKTY, KUK € CyOCTpaTOM HACTYITHOI PeaKilii,
JIOPIBHIOE cyMi BeTTHYMH AG OKPEMHUX peaKiii.

e YV TepMOIMHAMIYHIM CHCTEMI 3a CTAaJIMX 30BHILIHIX MapaMeTpiB IIBH[I-
KiCTh YTBOPEHHSI EHTPOIIIT y CTalllOHAPHOMY CTaHi € MiHIMAJILHOIO 1 CTa-
OUTHHOIO, @ HECTAI[IOHAPHUI CTaH OyJ1e 3MIHFOBATHCS, JOKHA BUPOOHHUIITBO
EHTPOITi1 He CSTHE HAMEHIIOTO 3HAYEHHS.

34



Po3gin 2. BIOEHEPTETUKA | TEPMOOMHAMIKA

3ABOAHHA | KOHTPOJIbHI MATAHHA

OGuucauTH 3HAYeHHs1 BeJIMYMHH AG' peakmii, 110 Karami3yeTbcsi TEKCOKIHA30H0 32
pH 7,0 ta 25 °C, BUKOPHUCTOBYIOYM KOHCTAHTY PiBHOBArd PiBHSIHHS :

I'moxo3a + AT® <> mmoko30-6-docdar + ALD, K' =728 x 102

OO0YHCIUTH KOHCTAHTY PiBHOBATH 3a BeJHYHHOI0 AG'® peakiii, 110 KaTali3yeThes
B-ranaxrozunoszoro 3a pH 7,0 Ta 25 °C, BuKopuctoBytouu ani Tadi. 2.2.

Jlakto3a + HZO <> TJII0KO3a + TajaKTo3a.

ExcnepumentaibHe BusHaueHHss K i AG' 3a meperBopeHHs TIOK030-1-docdary
(0,1 M) =Ha 1ir0K030-6-pocdart. Y piBHOBaXHOMY CTaHI KOHIICHTPAI[isl KOMITOHEHTIB i€l
peaxiiii, sKa KaTaji3yeThcs (HochOrTIOKOMyTa3010, OyIe TaKoro:

I'mroko30-1-hocdar <> rroko30-6-hocdar.
45x10°M 9,6 x 102 M

BinminnicTh Mixk AG™' Ta AG. Po3misHbTe Taky 000pOTHY TIIKOMITHYHY PEaKIIifo:

®pykT030-6-hochar D miroko30-6-docdar, K =197.

A)Slkoro € AG" ms miei peakuii 3a 25 °C?

b) Sxmo xoHueHTpanis ppykrozo-6-hpocdary = 1,5 M, a nmokozo-6-pocdary — 0,5 M,
TO sikoro Oyne AG?

B)Yomy 3HaueHHss AG' Ta AG Bifpi3HSAIOTHCS?

O0uncauTu aificHy 3Miny BiIbHOI eHeprii AG /11 ek3eproHiuHol peakuii rigpoJizy
kpedTuHpOCchaTy 10 KpeaTUHY, sKa BiOyBa€ThCS y CapKOIUIa3Mi MIOLIUTY IIypa 3a
Takux yMoB: 25 °C, koHIeHTpanis kpeatuadochary 28 MM, kpearuny 1,4 MM, AJ1D —
0,93 MM, AT® — 8,05 MmM.

Bmumus pH Ha riaposiz AT®. AG' 3a rigposizy AT® y cranpaptaux ymosax (pH 7,0)
nopiBHioe -30,5 k/x/Momb. SIk BIUIMHE HA KUIBKICTh BHBUJIBHEHOI €HEprii 3MEHIICHHS
pH 1o 5,5?

Bubepits npaBuiibHe GOpMYTIOBAHHS MEPIIOT0 3aKOHY TEPMOAUHAMIKH:

1) eHepris He CTBOPIOETHCS 1 HE 3HUKAE, a IEPETBOPIOETHCS 3 OAHOTO BUAY B 1HIITHIA;

2) eHepris He CTBOPIOETHCS, a IEPETBOPIOETHCS 3 OHOTO BUIY B iHIIIHA;

3) TerioTa HE MOYKE CaMOBIUTFHO TEPEXOAWTH Bil MEHII HArpPiTOTO Tija A0 OLTBII Ha-
TpiToro;

4) eHepris, OTpUMaHa TiJIOM, BUTPAYa€THCSl HA BUKOHAHHS MEXaHITHOI pOOOTH.

Buodepits npaBuibHi GopMyTI0BaHHS IPYTroro 3aKOHy TepMOIAUHAMIKH:

1) eHepris He CTBOPIOETHCS 1 HE 3HUKAE, a TICPETBOPIOETHCS 3 OMHOTO BU/IY B IHIINMN;
2) eHepris He CTBOPIOETHCS, a IEPETBOPIOETHCS 3 OHOTO BU/IY B iHIIIH;

3) CTymiHb HEBIOPSAKOBAHOCTI CUCTEMH, MIpOIO SIKOT € EHTPOIIIS, 3aBXK/IU 3POCTAE;
4) Oyab-sIKMH TIPUPOAHUI NPOLIEC CYTIPOBOIUKYETHCS 3pOCTaHHIM eHTporii BeecBiry.

2 JIist po3B’si3aHHsI IOTO TA IHIIMX 3aBIaHb MOKHA CKOPUCTATUCS JaHUMH i3 Ta0. 2.3
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9. Entpomis (AS) — ue:
1) KiIbKICHUI MOKA3HUK CTYIEHS HEBIOPSKOBAHOCTI 200 XaOTUYHOCTI CUCTEMH;
2) BMICT Telula y peakuiiHii cucTeMi, 0 Bi0Opakae KUIbKICTh 1 TPUPOAY XIMIYHHX
3B’sI3KIB y cyOcCTparax i mpojiyKrax peaxliii;
3) KiJbKiCTh €Heprii, HeoOXiTHOT JUIsl BUKOHAHHS POOOTH y X0l peakiil Mpu NOCTIHHUX
3HAUEHHSIX TEMIEPATYPH 1 THCKY.

10. SIkmo peakuisi CynpoBOIKY€ThCS BUBIJIbHEHHSIM eHeprii, a BeJIM4MHA 3MiHU BiJIb-
HOI eHeprii AG Mae€ Bil’€MHe 3HAYeHHS, TAKY PeaKUil0 HA3UBAKOTh:
1) ex3eproHivHO0; 2) CHISPrOHIYHO0; 3) QYTIIEHO0; 4) HEHTPAIEHOIO.

11. Bix voro 3aie:kuTh 3MiHa BiJIbHOI eHeprii peakuii?
1) Bix TOrO, IKMM IIJISIXOM BiIOYBA€THCS PEaKIlis;
2) BiJ IpUPOIH Ta KOHIEHTpAIlil CyOCTpariB peaxiiii;
3) Bia NpUPOAM Ta KOHIIEHTpAIlii KIHIIEBUX MPOAYKTIB pPeaKiiii.

12. SIkmo NpoayKTH peakuii MeHII CKJIaJHi 3a Oyl10BOIO i MeHIle BIIOPSAKOBAHI, HikK
cy0cTpaTH, TO BBaXKAKOTh, 1110 TAKA PeaKuUisi CyNPOBOIKYETbCS:
1) 3pocTaHHSAM €HTpPOMIT;
2) 3MEHIIICHHSAM CHTPOIT;
3) HEe3MIHHOIO SHTPOIII€I0;
4) 3MEHIICHHSIM SHTaJIbIIII.

13. BubepiTh NnpaBH/IbHI XapaKTePUCTHKHU eK30TePMIUYHMX peakIiii.
1) CynpOBODKYIOTECSI BUBUILHEHHSIM TeEILIa;
2) BMICT TeIuia y MpoJyKTaxX Takoi peakiiii € HWK4MUM, HIXK y cyOcTparax;
3) xapaKTepU3yIOThHCS Bil’EMHUM 3HAYCHHSIM CHTAJIbIIIT;
4) MOTNIMHAIOTH TETJIO 3 HABKOJIUIITHBOTO CEPEIOBHILA.
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PO3AIA 3

BYAOBA | ®YHKLUIT
MITOXOHAPIN

e Po3noAiA i AOKaAi3aLisi MITOXOHADIN Y KAITHHI

Po3mipu, chopma i yABTPaCTpyKTypa MiTOXOHAPpIH
¢ B3aemo03B’s130K MITOXOHAPIH 3 eHAONAQ3MATUYHMM
peTMKyAymom

MitoxoHapiaabHa AHK

3.1. PO3IMOAIA | AOKAAI3ALLISI MITOXOHAPIN
Y KAITUHI

MiToxonapis (Bi Tpel. (Tog — HUTKa Ta KOLOPLloV — rpaHysia, TOOTO JIaHIIIOT Ha-
MHUCTHH) — IBOMEMOpaHHa opraHesa, HasBHa y OLTbIIOCTI KIITHH eykapioT. Tepmin
“mitoxoHnpis” npuayma y 1898 p. Kapn berna (Carl Benda). bermxamin @. Kinrc-
Oypi (Benjamin F. Kingsbury) y 1912 p. ynepiiie noB’s3aB MiTOXOHPIT 3 KIITHHHAM
JMXaHHAM Ha TijcTaBi MOp(OIOTiYHUX criocTepekeHb, a y 1957 p. @imin CikeBud
(Philip Siekevitz) Ha3BaB iX “‘CHJIOBUMH CTaHIIAMHU KIITHHH .

BinmoBigHO 10 €HI0CUMOIOTHYHOT TIMOTE3H, MITOXOHPIi TTOXO/ATh 3 BiJIbHO-
JKUBYUHX IPOKAPIOT, OMM3BKUX 10 CyYaCHUX IPOTEOOaKTepiil, HampHuKiIad, IO
Rickettsia prowazekii (puc. 3.1). BianosigHo 10 i€l TiNOTe3U, MITOXOHAPIT 3’ IBH-
JIUCh Yy Pe3yAbTaTi TOTO, IO TINOTETHYHA aHaepoOHa MPOKAPIOTHYHA KITITHHA, SKa
HE MOTJIa BUKOPHCTOBYBATH (YU Hee)eKTUBHO BUKOPHUCTOBYBaja) KUCEHb ISl OKHC-
HEHHsI OpPraHiYHUX PEUOBHH 1 OTPUMaHHs eHeprii, haronurtysaia, aje He nepeTpa-
BHJIa apOOHY OAKTEPiT0, STKa MePETBOPHUIIACS HAa MITOXOHIPit0. Y TPOIIECi PO3BUTKY
TaKOTro BHYTPIIIHBOTO cuMOi03y (eHaocumobio3y) aepoOHa OakTepis nepeaana vac-
THHY CBOIX T€HIB SApy HOBOI, TeNep BXKe eyKapioTWYHOI KIiTHHU. ToMy cydacHi
MITOXOH/IPIi HE € CAMOCTIMHUMU OpraHizMaMu. Xoua IXHill TeHOM KOJIy€ JIesiKi Biac-
Hi O1JIKH, TIepeBakKHa KUTBKICTh O1ITKIB, HEOOX1THUX 1151 (QyHKI[IOHYBaHHS MITOXOH]I-
piit, komyrotbes ssaeproro JIHK, cuaTe3yI0ThCs y KITiTHHI, a OTIM TPAHCIIOPTYIOTh-
Cs1 10 OpraHen.
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ro Konbopy) y untonnasmi gpibpobnac-
Ta embpioHa kypyatu (x13 600)

Rickettsia prowazekii — natoreHHi 6akTepii, 30ygHVKM enigemiyHoro Bu-
cunHoro Tudpy. 3a poku lNeploi Ta Opyroi CBiTOBUX BOEH R. prowazekii
iHikyBanm 6nmaeko 30 mMnH ocib [Andersson et al., 1998] i npogoBXyOTb
3anuwartucb HebesneyHumMu Onsi 30opoB’a noavH. Knitnhn R. prowazekii
MICTATb iHTpauuTONna3MaTuYHi BM'AYyBaHHS Mra3mMatu4HOi MeMOpaHwu,
noAibHi 4O KPUCT MITOXOHAPIN. IHBasia R. prowazekii B MOOCLKY KMiTUHY-
xassiiHa (HandvacTiwe daroumTa) BiobyBaeTbCS Yy TPU €Tanun: NpUELHAHHS
(yepe3 OmpA 6inok i peLenTop KMiTUHU-Xa3siHa), MPOHUKHEHHS Y KIITUHY
i 3aBYacHMI BuUXig i3 dparocomu OO Ni3ocoMaribHoro posiwenneHHs [Yu &
Walker, 2005]. R. prowazekii mae gobpe NPOHUKHY NiasmMaTtuyHy Memopa-
Hy. [HTepmeaiaTu rmikonidy i geski Baxnuei meTabonit (Hanpvknag, aue-
Tmn-KoA) HagxoaaTb Big KNiTMHU-xassiHa. NogibHo 4o MiToxoHapin Ui 6ak-
Tepii npoaykytoTe BnacHy AT® 3a gonomoroto chepmeHTy ATd-asm [Yu &
Walker, 2005].

MiToxoHApii, 04EBMAHO, NOXOAATH i3 BiNIbHOXUBYYMX aEPOOHUX NPOKapioT,
AKi BCTYNWUMAM Y TiCHWI cMMBio3 (eHAocuM6Gio3) i3 aHaepoBHOI NpoKapioThy-
HOHO KIMITUHOO, BTPATUBLLM 3HAYHY YacTUHY CBOIX reHiB. Cy4acHi MiTOXOHA-
pii He € caMOCTIIHUMIW OpraHiaMamu.

MiToXoH/Ipii HasiBHI B IIUTOIIA3Mi IPAKTHYHO BCiX a€POOHUX eyKapioTis'. IxHs
KITBKICTB Y KIIITHHI O1TBIII-MEHIII TIOCTiifHA 1 XapaKTepHa JIJIs IEBHOTO THUITY KJIITHH,
OJIHaK MO’KE 3MIHIOBAaTHCSl Ha PI3HUX CTAJIisIX PO3BUTKY KIIITHHU Ta i pyHKIIOHAIb-
HOT akTuBHOCTI. [lomin MiToXOH/pIi BiOyBa€ThCS MICIs 3aBEPIICHHS MOILTY KITi-
TUHU. THIOBaA eyKapioTHYHa KIITHHA MICTHTh OMM3bKO 1—2 THC. MITOXOHApIH, SKi

MiToxoHpiii HeMae y 3piIuX epUTPOLIUTAX CCABIIB, OCHOBHHM JDKEPEIIOM CHEPTl y SIKUX € IJIIKOII3.
Ix HeMae TakoXK y IeSKMX HAHIOPOCTIIINX, 30KpeMa, y HPeICTaBHUKIB Archamoebae (Tpyma ame6 po-
niB Entamoeba i Endolimax) 1 Metamonada (rpymna 6e3MiTOXOHIpia IbHUX JPKIYTHKOBHUX ), CEPE]I SIKIX
€ BHYTpIIIHI Mapa3uTH, KOMEHCAIU Ta BUIbHOKUBYY1
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3aliMaloTh NPUOIN3HO OOHY 1’ ATY ii 00’ emy. Hanpuknaz, y nmedinui Ha 4acTKy MiTo-
XoHApiH npunanae 22 % o0’emy kiIiTHHU. [IpoTe KimbKicTh MITOXOHAPINA Y Pi3HUX
opraHizMax CyTT€BO BiJ[pi3HsA€ThCs. Tak, ONMHOKIIITHHHI 3€JIeHI BOJIOPOCTI (eBIVieHa,
XJIopesia, MoJIiToMeNa) i TPUIaHOCOMH MAOTh JIMIIIE OJTHY FiraHTChKY MITOXOH/PIIO,
Toni K oouutu U ameba Chaos chaos mictate 300 000 i 500 000 miToxoHIpiit
BIAIIOBITHO.

Yacto MITOXOH/IPii YTBOPIOIOTH JIOBOJI PO3TallyKEHY CITKY, sika 3a0e3redye XHio
KOOTIEpaTUBHY POOOTY 1 TPAIUISETHCS SIK B OMHO-, TaK 1 B OaraTOKIITHHHUAX OpraHi3-
Max. OcoOIHMBO CKIIAIHO BOHA OOMNAIITOBaHA y M’s13ax (puc. 3.2), 1e TPYIH MiTOXOH-
TIpiif 3B’s13aHI MK COOOTO 3a JOMTOMOTOI0 MIKMITOXOHAPiaIbHUX KOHTaKTiB. OcTaHHI
YTBOPIOIOTHCS HIUTLHO MPUICTIUMH 30BHILIITHIMA MEMOpaHaMU MITOXOHIPIH.

Puc. 3.2. EnektpoHHi MikpodhoTorpadii miToxoHapii: A — nobpe po3BuHyTa MiToxoHApianbHa citka (M)
HaBKoro cepueBux Miodibpun i T-Tpyboyok (T). x32 000 [Moravec, 1981]; b — isonboBaHi MiTo-
XoHApii neviHkn muwi. x10 000. 1 — 3pini MiToXoHAPIi; 2 — cTapi MiITOXOHAPIT; 3 — 30BHILLHS
MembpaHa MiToXxoHApil; 4 — aBTogharocoma; 5 — acouinoBaHi 3 MiTOXoHAPisiMM MembpaHnu [pe-
HIOX Ta iH., 2015]

MiTtoxoHpii yacTo po3ramioBaHi 6e3MocepeHpo 01 CTPYKTYP, AKi TOTPeOyIOTh
AT®, abo OuIs JKEepesl eHEPreTHYHOro “‘najupa’, B SKOMY BOHM MAarOTh MOTPeOy.
VY KiTHHAX JIITaTbHUX M SI31B KOMaxX MIiTOXOHJpIii PO3MIIIEH] IPaBUILHUMHE PSIaMH
y31n0Bx Miohiopui. Lle ckopouye Biactans st Tpancnopty AT® no m’s30BuX npo-
To(hiOpmit. B emiTeniabHUX CEKpEeTOPHUX KIIITHHAX JIOKAJI3allist MITOXOH/IPIA y3ro-
JDKYETBCS 3 HAIIPSIMKOM PYXY CEKPETY, [UIsl yTBOPEHHS sIKoro HeoOxiaHa AT®: oprane-
JIM 3a3BUYall KOHLIEHTPYIOThCS B MICISIX CHHTE3Y 3MMOTEHIB, a Jaii Y3I0BXK HUISIXIB
TPAHCIIOPTY CEKPETOPHHX IPaHyIl y HAMPSMKY anikaibHOT MeMOpaHu. YacTo MiTOXOH-
Jpii pO3TAIIOBYIOTHCS O1JIs IUTOTLIA3MATHYHIX KUPOBUX Kparesb, 0 MICTSTh KUPHI
KHCJIOTH, SIKI BUKOPHUCTOBYIOTBCSI KJIITHHOIO SIK €HepreTHuHi cyocTparu. MiToxoHApil
MOXXYTb BIIHOCHO BUIBHO MEPEMIlIATUCh y HUTOILIA3MI (SIK, HAPUKIIAMA, Y TICUiHIIi)
abo 3aiiMary (ikcoBaHe MOMOKeHHS (Y M A30BUX KITITHHAX).
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3.2. PO3MIPU, ®OPMA M YABTPACTPYKTYPA
MITOXOHAPIA

Po3mipu Ta ¢dopma MITOXOHIPIH 3MIHIOIOTHCS 3QJIEKHO BiJl THUIY KIITHH.
VY npixkmKiB iXHA popMa cepudHa, y IediHIli — BUAOBKEHA, y HUPKaxX — MUIIHAPHY-
Ha, y ¢iOpobmactax i neHxpuTax HEHpOHIB — HUTKOMOAiOHA. [loBKMHA TUIOBOI
MITOXOHIPii TICUiHKHM CTAHOBUTH 2 MKM, a IupuHA — 1 MKM. Aute ii po3mipu Ta dhop-
Ma MOXXYTh 3MiHIOBATHCH y PI3HUX METa0ONIYHHUX CTaHaX KIITHHH. YacTo MiTOXOH-
Ipii YTBOPIOKOTH IIiJIi arperary, 3’ €AHYIOUHCh Y HUTKOMOAIOHI CTpyKTypu. Tparuis-
FOTHCS TUTACTUHYACTI i 31pYacTi MITOXOH/PII.

MiTOXOHAPIT MICTATb 30BHILUHIO Ta BHYTPILUHIO MEMOpPaHU, MiXXKMeMOpaHHMIA
NPOCTIp i MiTOXOHApPIanNbHUIA MaTpUKC.

3oBHiIIHIO MeMOpaHy MITOXOHAPiii MOXXHa BIJJIUTUTH BiJ BHYTPIIIHBOT
(puc. 3.3). 3okpema, BHACTIIOK 0OPOOKH MITOXOHAPIH cremiaJbHUM AETEPreHTOM
BOHA BiIOKPEMIIIOETHCA BiJl BHYTPILIHBOT MEMOpPaHH 1 MOKe OyTH BU1JICHA LIEHTPHU-
(dyryBaHHSIM y TPaJi€HTI TYCTHHU Caxapo3H y BUINISAI CyCIIeH3ii MOpOXKHIX 000I10-
HOK. 30BHIITHS MeMOpaHa 3aBTOBIIKH 7 HM HE Ma€ CKJIaJOK 1 BUruHiB. Ha Hel npu-
nagae 7 % Bia TUIONII TIOBEPXHI yCiX MEMOpaH BHYTPIIIHbOKIITHHHAX OpTraHell.
OcHoBHIMH (DYHKITiSIMH 30BHIIIHEOT MEMOpaHH € 130JIFOBAaHHS MIiTOXOH/PIT BiJl ITH-
TOIUIa3MU Ta 3a0e31eueHHs] BHOIPKOBOTO MPOHUKHEHHS JACSKUX PEYOBHUH.

Jlo cknany 30BHIIIHBOI MeMOpaHU MiTOXOHAPiH BXoAAThs docdoninian i Oinku
y TaKOMY  CITIBBIJJHOIICHHI, SIK 1 y TUIa3MaTHUYHIA MeMOpaHi eykapioT (puOIn3HO
1:1 3a macoro). OcoOnMBO BaXKJIUBUM IS TJIA3MaTHYHOI MEMOPaHU € KaHaJIO0yTBO-
prorounii 6iok mopuH. Bin gopmye mopy miameTpom 2—3 HM, Kpi3h Ky MOXYTh
BUTFHO TPOHMKATH MOJEKYIW W 10HM MOJEKYIsIpHOI Macoro a0 5 k[a. bimpmri
MOJIEKYJIH MOXYTh IPOHHMKATH KPi3bh 30BHINIHIO MEMOpaHy MITOXOHJIPIN 3aBISKH
AKTHBHOMY TPAHCIIOPTY 3a JOIOMOTOIO 1HIIMX TPaHCHOPTHHX OijIKiB. I1ig yac Takoro
TPaHCIIOPTYBaHHs OITKOBUX MOJIEKYJl BOHU NPUETHYIOThCS CBOIMU N-TepMiHAISIMU
JI0 BEJHMKHX MYJIBTHUMOJICKYISIPHUX MEMOpPaHHUX KOMIUIEKCIB — TpPaHCIIOKa3, SKi
U TPaHCHIOPTYIOTH iX Kpi3b MeMmOpaHy. [lomkomKeHHsT 30BHINIHBOI MeMOpaHHu aae
3MOTYy OiJIKaM MDKKIIITHHHOTO MTPOCTOPY (HAMTPHUKIIA]], IATOXPOMY €) BUTIKATH Y IIH-
TOIUIa3My, IO CIIPHYHMHSE CMEPTh KJIITHHH Yepe3 aromnTo3.

MapkepHuM (pepMeHTOM' 30BHILIHBOT MEMOPAaHH MITOXOHPii € MOHOAMIHOKCH-
naza. XapakrtepHuMmH (epMeHTamH i€l MemOpaHu € Takoxk anui-KoA-cuHTasa
i pocdomninaza A2. 3oBHIIIHI MeMOpaHa MICTUTh TaKOK (DEPMEHTH, 3aTydeHi B M0JI0-
BXKCHHSI JIAHITIOT1B YKUPHUX KUCJIOT, OKUCICHHS aApeHaNiHy 1 OloAerpanallito TpHUIITO-
(dany. Bona Moxe B3a€MOAIATH 3 CHIOIUIA3MAaTHYHUM PETUKYIYMOM, YTBOPIOIOYH

! MapkepHuM (epMEHTOM Ha3UBAIOTH TAKUI (DEPMEHT, SIKUii TPUTAMAHHU# TIEBHIH MeMOpaHi (opramHeti)
1 SIKUIf MO>KHA BUKOPHCTATH IS iIeHTU(IKAIT 1Ti€T MeMOpaHH Yi BU3HAUYCHHSI CTYTICHS YACTOTH/3a0pyI-
HEHHsI TIperapary, OTPIMaHOTO AU(epeHIiTHUM [eHTPpHU(YTYBAHHSM ITiCIIst TOMOTEHI3allii TKAaHHHH
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crienianpHi MeMOpaHHi CTPYKTYPH, SIKi BilirparoTh BaXJIMBY poib y Ca?*-curHamizarii
1 TpaHCHOPTYBaHHI JIIMIIB Mk MeMOpaHaMH €HJIOTUIa3MaTHYHOTO PETHKYIyMY Ta
MITOXOH/IPiii.

MixxkMeMOpaHHUIT MPOCTIP pO3TANIOBAaHWH MK 30BHIIIHBOIO 1 BHYTPITHLOIO
MeMGpanaMu MiToxoHapiit (puc. 3.3). Moro mupnna cranosuts 10-20 M. OcKinbkn
30BHILIHA MEMOpaHa € MPOHUKHOIO JJIs1 HU3bKOMOJIEKYJSIPHUX CHOJIYK (30Kpema, I1y-
KpiB) Ta iOHIB, IXHS KOHILIEHTpalis B MDKMEMOpPaHHOMY TPOCTOPI € TaKoro, K 1 B
uuroria3Mi. HaBrnaku, Benuki O1IKM HE MOXKYTh BUIBHO IPOHUKHYTH 3 MiXKMeMOpaH-
HOTO TIPOCTOPY B IUTOIUIa3My 1 HaBmaku. OgHUM i3 OLTKIB MIXKMEMOpPaHHOTO TIPO-
CTOPY MITOXOHJIPiH € IUTOXPOM € — KOMIIOHEHT JAWXaJIbHOTO JIAHIIIOTA, SIKUH CIIyTye
MapKepoM IIbOTO0 KOMIIAPTMEHTY MiTOXOHAPIH.

30BHiWHA MeMbpaHa
AT®-cuHTa3a

BinbHoMpoHMKHa Ans Manux Mosekyn Ta ioHiB

BHyTpiwHA membpaHa

MpakTUYHO HEMPOHUKHA A1s BINbLIOCTI ManMx Monekyn
BKIOYHO 3 H*

® [lepeHOCHUKN eMNEeKTPOHIB Y AMXarbHOMY MaHLory,
komnnekcu (I-1V)

o A[J®—ATD-TpaHcrokasu

o AT®-cuHTasa (FyF,)

e |HWi MeMBpaHHi TpaHcnopTepu

MaTpumkc

e [lipyBaTAerigporeHasHuin KOMMIeKc

e ®epmeHTH LUmkny Kpebea

o DepMEeHTN OKUCHEHHS XUPHUX KUCIOT
o DepMEeHTN OKMCHEHHSI aMiHOKUCIOT

e [1HK, pnbocomm

e ATO, Al®, ®,, Ca?*, Mg?*, K*

e barato po3ynHHMX MeTaboniTiB

MixxkmeMGpaHHUI NpocCTip

KoHueHTpaLis HeBEnMKMX MOMeKyI Ta ioHIB
He BiOpIi3HSETLCA Bif LMTOMNMNa3Mu

e Lintoxpom ¢

e AfeHinaruuknasa
e HykneosunpaudocdokiHaza

PuGocommn /" "

lMopuHoBI kKaHann

Puc. 3.3. CtpykTypHO-byHKLUiOHanbHa ByaoBa MiToxoHApii
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BuyTpimna memOpaHa MIiTOXOHIPiii yTBOPIOE BEIUKY KiJBKICTh CKJIQJIOK —
Kkpuct (puc. 3.3). Y MITOXOHIPIAX MEUiHKKA KPUCT MEHIIIE, HIK Y MITOXOHAPISX HU-
POK 4H ceplisl, Ie BOHM MaiiKe I[[IJIKOM 3all0OBHIOIOTH BHYTPIIIHIN IPOCBIT OpraHey.
VY neskux HAWMPOCTIIUX (HArpukiam, Paramecium) KpUCTH MatOTh (popMmy maiblie-
MOJIIOHUX BUPOCTIB, a Y IETKMX 1HIINX OPTaHi3MiB yTBOPIOIOTH CKJIaTHY MEMOpaHHY
cucremy. Hanpukian, y mpitamsHOMYy M’ 5131 M’ SICHOT MyXH KPUCTH (POPMYIOTH IIOCH
cxoxe Ha mep(hopOBaHi JUCTOYKH.

OdyHKIiOHATBHE 3HAYEHHS KPUCT TIOJISATa€e y 301IbIICHHI TUTOIII MOBEPXHI BHY-
TPIIHBOT MEMOPaHH, y SIKii pO3TalIOBYIOThCS (DEPMEHTH CUCTEMH TEPEHOCY eleK-
TPOHIB Ta OKUCHOTO (ochopritoBaHHs. Y THIIOBOI MITOXOHJpPIi MEYiHKH TUIONIA
KPHUCT MPHUOIM3HO YIT SATEPO MEPEBHIY€E TUIONLY 30BHINTHKOI MeMOpaHu. MiTOXOH-
IIpil KITITHH, III0 MArOTh OiTBIT BUCOKI MOTpeOn B AT®, Hanpukiaa, M’ sI30Bi KIIITH-
HU, MICTATh OLTbIIIe KPUCT, HIXK MITOXOH/IPil TIEYiHKY.

BuyTtpimns memOpana Mictute Oinbin HiK 100 pi3HHX MONINENTHIIB 1 Mae
crniBBigHOMmEHHs (ocdomimiaiB 1o OinkiB npubnusno 1:3 3a macoro (15 monekyn
dbocdoniniaiB HA oHY MOJIeKyy Oinka). BHyTpimHs MeMOpaHa Oarara Ha CIeIH-
¢hiuamii Gpocdominig — kapaioainin (puc. 3.4). Bin MicTUTh Bifipazy 9OTHPH KHPHI
KHCIIOTH, 1 116 poONUTh MeMOpaHy MPaKTUIHO HEMPOHUKHOIO /71 TIpoToHiB. Kapio-
JimiH, BiAKkpuTuil y 1942 p., € THUIOBUM 1 A MITOXOHIPIH, 1 Ui OaKTepiadbHIX
IUTa3MaTHYHUX MEMOpaH.

Puc. 3.4. Dopmyna kapgioniniHy Ta
110r0 PO3MILLIEHHS Y BHYTPILL-
Hill MembBpaHi MiToXoHApPIN
(komm’toTepHa Mofensb)

42



Po3gin 3. BYOOBA | ®YHKLIII MITOXOHAIA

Ha Binminy Bij 30BHIIIHEOT MEMOpaHU, BHYTPIIIHI MeMOpaHa MITOXOHPIl He
MICTHTh TIOPUHIB. [|JIsI TpaHCTIOPTYBAHHS 10HIB 1 MOJICKYII € CIIeiaibHi MeMOpaHHi
TpaHCHOpPTHI cuctemu. Hanpukmaz, [uis Tpancnopty OinkiB (yHKIIOHYIOTh TpaHC-
JIOKa3Hu, 30KpeMa, TpaHClIOKa3a BHYTpimHboi meMmOpanu (TIM) aGo mopoyTBopio-
BaJbHa TpaHciokasa (Oxa-1). BHyTpinHa MemOpaHa MiCTUTh TaKOXK OUTKH AMXalTb-
HOTO JIAHITIOTA, SIKi TeHEepPYIOTh MEeMOpaHHHWM IMOTeHIian (IPOTOHHUU TPAIieHT),
a Takok AT®-crHTa3HI KOMIUIEKCH. Y KOXKHIM MITOXOHAPIT MEYIHKK HAIIYYIOTh JI0
5000, a B cepui — 1o 20 000 muxanbHUX JAaHIIOTiB. MapkepoM BHYTPIIIHBOT MEMO-
paHu MITOXOH/IPiH € (hepMEHT IIUTOXPOMOKCH Ia3a.

Martpukc MITOXOHIPIH — 11e 0OMEXESHU BHYTPIITHHOI0 MEMOPAHOIO TIPOCTIp
(puc. 3.3). Y marpukci € pepMeHTHI CHCTEMH OKHCHEHHS TPYyBaTy, )KUPHUX KHCIIOT
i Tpu- Ta AUKapOOHOBHX KuCIOT (cyOcTpariB nukny Kpedca). Mapkepaumu dep-
MEHTaMH MaTPHKCYy € MaJlaT/IeriiporeHasa Ta riryramarieriaporenasa. Kpim roro,
TYT po3TamoBaHi MiToxoHapiansHi pudocomu, JTHK, PHK i BmacHuit OimokcHHTE3Y-
BaJILHUH amapar. Marpukc MiCTHTB 2/3 3arajibHOTO O1JTKa Ii€1 OpraHeH.

3.3. B3AEMO3B’130K MITOXOHAPIA
3 EHAOINAA3ZMATUYHHUM PETUKYAYMOM

OcTaHHIM YacoM IHTEHCHUBHO JOCIiIKYIOTh acouiiioBaHi 3 MiTOXOHAPisiMH
MeMOpaHH eHA0IIA3MATHYHOTO PeTUKYIyMY (mitochondria-associated ER mem-
brane, MAM) — CTpyKTypHI €JIEMEHTH, III0 3a0e3MeTYIOTh CTPYKTYPHUH 1 (DyHKITIO-
HAJBHUH 3B’30K MITOXOHJIPil 3 SHIIOIIa3MAaTUYHUM PETHKYIyMoM (puc. 3.5). Taki
CTPYKTYPH BiJirpatoTh BaXJIUBY poOib y (i3i0N0riUHUX MpolLecax KIiTHHH, 30Kpe-
ma — y Ca?*-curnanizauii. Jlocuth IpyHTOBHO cTpyKTypa i GpyHKiii MAM onwucani
lxunaoro Banc [Jean E. Vance, 2014]. Ynepiie BoHu OyiTi BUSBIICHI SIK “3a0pyTHEH-
Hs” BpaKilii eHI0TIIa3MaTHYHOTO PETHUKYIYMY, OTPUMAaHOi METOJIOM Tr(epeHIiiHO-
ro HEHTPUQYTYBaHHS, a 3r0JJOM — Ha eJIEKTPOHHUX 1 (IroopeceHTHUX (OTO.

Pasom i3 eHgonnasmMaTMyHUM peTuKyrnymMoM MITOXOHAPIT MOXYTb YTBOPHO-
BaTW KOMMIIEKC, KM Bifirpae BaXNmMBY POsib y CUHTE3I MeMBpaHHuX ninigis
i Ca?*-curHanisauii y KniTuHi.

Bigcranb MK MeMOPaHOK EHJIOIUIA3MATHYHOIO PETUKYIyMYy 1 30BHINIHBOI
MeMOpaHOI0 MITOXOHPII, sIKi 3B’sA3aHi MixK coboro cienudiuanM (tethering) 6inKOBUM
KoMIUTIeKkcoM, € 10-25 aM. MAM 30aradeni epmeHTamu OiocuHTE3y mimiaiB. 3’sco-
BaHO, 110 /10 20 % 30BHINTHKOT MEMOpPAHN MITOXOH/IPiH MOXKYTb OyTH 3aTydeHi 10 Gop-
MYBaHHSI KOHTaKTiB 3 €H/IOIUIA3MaTHYHUM PETHKYITyMOM, Y TOMY YHCII Ta 3aBISKH
sKipHuM Oinkam pomuHu MFN (mitody3unan). MixkmMeMOpaHHI KOHTaKTH BiZirparoTh
Ba)XJIMBY POJIb y PETyJTIOBaHHI CTPYKTYpH Ta (DYHKIIIT MITOXOH/PIH 1 JKUTTE3MATHOCTI
kiTHH. OCKUTEKA MITOXOHJIPIi TTOCTIHHO 3MIHIOIOTH CBOIO (hopMy (To HaOyXaroTh, TO
3MOPIIYIOTECS), BOHM TIOTPEOYIOTh JI00pE peryaboBaHOI CHCTEMH IMepeMilieHHs (oc-
(oniniaiB Bix eHIOIIIA3MaTHYHOIO PETHKYITyMy 1 Ha3al. Ha nymky JLx. Bance, y kiitu-
HaX CCaBIIiB BJIaCHE KOHTAKTH MK €HIOTIa3MaTHYHNM PETHKYITYMOM i MITOXOHIPISIMHU
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3ajydeHi B iMIopT (pochaTHIICEpHHY 3 €HIOIUIa3MAaTHYHOTO PETHKYIyMy. Takuit
TPaHCHOPT 3aJeXKUTh Biji MAM, sIKi OIIOCEpEIKOBYIOTh TIepeCyBaHHS JITITHUX iHTEP-
MeiatiB Mix opraneiamu. Lle HeoOXiHO He TINBKH TS IeKapOOKCHITFOBaHHS J10 (hoc-
(haTrmuIIeTaHOIAMIHY, aJie i TS TPAHCIIOPTY MPOMIKHUX CITONTYK 1 TPOITYKTIB CHHTE3Y,
a TaKoX JUIsl MATPUMAaHHS KartabomizMy epamiy 1 XxoJaecTepoly i aHabomi3My IITiKo-
coirromminis (puc. 3.5).

depmeHTn
Matpukc  MixkmeMBpaHHi MDM/ERMES- 6iocuHTE3Y
eHgonnasMaTu4yHoro KOHTaKTu KOMMIeKC doconinigis
peTukynymy = PS PC
Mem6pana e i 5% 1
ewsonvaanennos ||| [T VA | | A o |

Mmm1

LlI/ITO:.iOJ'Ib ,\:::i U C%b \
R TN 5 5 VAR 2 W

.
wewcpava |11 T

MITOXOHPIN S66004485E0856485600080066600000600500066000000000EJOSLC0L00600060008¢

N7
y PE MitoxoHapianbHwii Ca?*
AP
Marpukc Ca -yHanpTepcaz+ Na*/Ca?*-
MITOXOHAPIN aHTunopTep

Puc. 3.5. CTpyKTYpHUI i doyHKLiOHaNbHWI 3B’A30K MITOXOHAPIN 3 eHA0NNasMaTUYHUM PEeTUKYITyMOM Ye-
pe3 acouiioBaHi 3 MiToxoHApiAsMK membpanu (MAM): PS — cdocdaTtuauncepuH; PC — cocda-
Tngunxonid; PE — docdatmauneraHonamin; VDAC — noTeHuUiano3anexHuin aHioHHWIA KaHanm;
G_rp75 — PerynboBaHU [ToK0300 _6|n0|<; ®,P - |H03|{|Ton-3-qucq)aTqunMBMM peuenTop; MCU —
MiTOXOHApIanbHU Kanbuiesuit yHinoptep; MFN — MiTodpy3uHu

BaxnuBe 3Ha4eHHS y TPaHCIIOPTYBaHHI JIITiIIB MiXK €HOTJIA3MaTHYHUM PETH-
KyJIyMOM 1 MITOXOHpisIMU Bifirpae nepeckakyBanus quin-duon (flipping) mimigis
13 MPOTHJICKHMUX OilIapiB JMIAHOTO Marpukcy MeMOpanu. lle eneprozarparHuii
Ipoliec, sIKUi, THM HE MeHIe, BiiOyBaeThest 0e3 AT®D 3aBasku MyabTHOUIKOBIH
MPUPOJli KOHTAKTHOI CTPYKTYPHU €HI0MJIA3MATHYHOT0 PETHKYJIYMY i MiTOXOH-
apiii (ER-mitochondria encounter structure, ado ERMES). Tloku 110 HE3p0O3yMiJIio,
YU 1151 CTPYKTypa 0e3M0CepeHbO CIPUI€E TPAHCIIOPTY JIMi/IiB, UM 3aHUKYE eHepre-
THIHUN Oap’ep mis TepeMimeHds mimigiB diin-gmon. MAM Moke BimirpaBatu
POJIb TAKOXK y CEKpewii SIK MPOMiKHA JIaHKa MiX €HIOIUIA3MaTHYHUM PETUKYIYMOM
i anaparom [o1bKi, KOJIM YTBOPIOKOTHLCS JHMONPOTETHH HU3BKOT IILTBHOCTI.

BaxxmmBoro € yuacte MAM y Ca?-curnanizaiii KJIiTHH, OCKUIBKU Y TIPOCTOPI
MDK JBOMa HaOJNMKEHUMH IUISHKAaMH MeMOpaH (€HIOIUIa3MaTHYHOTO PETHUKYIYMY
1 MITOXOH/Ipiii) BAHMKAIOTh MEPEIyMOBH JUIsi BUHUKHEHHs Ca’ -MiKpOJIOMEHiB 13 i/
BHIIICHOIO #0T0 KoHIIeHTpattieo. [le cripusie Tpancnopty Ca®’, BUBUIBHEHOTO 3 €H/I0-
IJIA3MaTHIHOTO PETUKYITYMY, Y MAaTPUKC MITOXOHIPiH. Taka MOKITUBICTE € HACITI IKOM
TOTO, 10 Y MeMOpaHi eH0IIa3MaTHIHOTO peTuKyIymy € 1D -uyrnusi Ca**-kaHanu
(inositol 1,4,5-trisphosphate receptors, IP,Rs), a B 30BHiLIHIN MeMOpaHi MITOXOH]I-
piii — oTeHIIiaI03ae)KHI aHiOHHI KaHau (voltage dependent anion channels, VDAC),
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TSI SIKAX XapaKTepHa BUCOKA IPOHUKHICTB 11st KatioHiB Ca*" (puc. 3.5). Y BHyTpimI-
Hilf MeMOpaHi MITOXOH/piii po3ramoBanuii Ca’’-yHimoprep. JlokaabHe 3pOCTaHHS
koHmeHTpariii Ca** BHACIIIOK aKTHBAIil [ -gyTamBux Ca?"-kaHajiB € JHOCTaTHIM
quist akruBartii Ca?*-yHimoprepa MITOXOHIPIii. 31aTHICTh MITOXOHIPIH aKyMyJTFOBaTH
Ca’" BU3HAYAETHCS MPOTOHHUM €JEKTPOXiMiYHHM IPaTi€HTOM', 10 TeHEPYETHCS
JUXaJIbHAM JIAHLIIOTOM 1 POOUTH TYHENIOBaHHS LIMX KaTIOHIB €K3€PrOHIYHUM IpoLe-
com. VDAC Takox 3armobirae HaqMipHOMY HaBaHTA)KEHHIO MITOXOHJpPil KaTiOHAMH
Ca*", OCKUIBKH MPOBITHICTh 1ILOTO KaHATY 3aJCKHUTh BiJl BEIMIMHH MEMOPAHHOTO
MTOTEHITiaTy MITOXOHAPiH: 32 HU3HKOTO 3HAYEHHS MEMOPaHHOTO ITOTEHITiaTy BiH € He-
MIPOHUKHUM JJIS1 HUX.

3a NpUHLKIIOM 3BOPOTHOTO HETaTMBHOTO 3B’s13ky MAM TakoX KOOPAUHYIOTh
poboty 1d_ -uytnmueux Ca**-kananiB i Ca’>’-mommn eH10MIa3MaTHIHOTO PETHKYITYMY
(sarco(endo)plasmic reticulum Ca*-ATPase, SERCA). Orxe, MAM nomnomarae pe-
rymoBati 0OMiH Ca’" MiXk €HIOIUIa3MaTHYHUM PETHKYIYMOM i MiToXOoHApismu. Le
B&KIIMBO 1Ie i ToMY, 110 B 1mkii Kpebdca dynkuionyrots Ca’*'-3anexHi GepMeHTH.
IMomipse 3poctanns Ca?* y MaTpUKCi MiTOXOH/IPIH CTUMYITIOE 1X, @ BiITaK 1 IMiABUIILYE
MeMOpaHHHI MOTEHIan MiTOXOHIpii. Skio s piBenb Ca’’ 3pocTe BHUIllE IEBHOTO
KPUTUYHOIO 3HAUEHHs, TO 1€, HABIIAKH, iHILiIO€ KOJarc MeMOPaHHOIO MOTEHLialy
MITOXOHJIPiX i PO3BUTOK anonTo3y. BcraHoBieHo, 1110 aHTHanonTo3Hui akrop Bel-2
B3aeMOIE 13 I(D3—‘{}ITJ'H/IBI/IMI/I Ca*'-kaHanamu Ui 3MEHIIEHHS BUBLIbHEHHS Ca’’
3 HAOIIA3MaTHYHOIO PETUKYIYMY, 110 MPUBOJUTH 10 3al00IiraHHs IepeBaHTaKEH-
HIO MiTOXOH/pi# Kationamu Ca?’ i Kosarncy moteHiiany. He TuBHO, 110 MOPYIICHHS
Ca*"-akyMyImior040i (yHKIIi MITOXOHAPIH CIOCTEPIratoTh MiJ] Yac KiTbKoX Heipose-
reHepaTUBHHUX XBOPOO, a KaTaJlor paKOBUX CYNPECOPIB BKIIOYAE JIESKI KOMIIOHEHTH
MAM. VYmxkomxerHs MAM moke OyTH MpUYETHE 0 PO3BUTKY JNEAKHUX BIPYCHHUX
iH(EKIiH, TOPYIIeHHS TOMEOCTasy ITFOKO3U Ta IHCYIIIHOBOT pE3UCTEHTHOCTI.

3.4. MITOXOHAPIAAbHA AHK

Mitoxonmpii maroTh cBoto BiacHy JJHK — mT/IHK i cucremu s cuatesy MPHK
Ta OinkiB. HalOimbmn momiOHMI T€HOM MITOXOHAPIH 0 TEHOMY MiKpOOpTaHi3My
Rickettsia prowazekii. MitoxonnpianbHa JIHK komye Kinbka MiTOXOHpiadbHUX Oij1-
KiB, SIKi OpraHelia BAKOPHUCTOBYE MOPAT i3 OiTkamMu, 110 koxytotees JJHK kimitnaHOTO
sipa (puc. 3.6).

MiToxoHapii MatoTb CBIiVi BIACHUIN FEHETUYHWUIA MaTepian i cuctemu ans o6-
mMexeHoro BupobHuutea PHK Ta 6inkie. MiToxoHApii BAKOPUCTOBYHOTb TaKoX
Binku, WO KoOyHTbLCA reHaMu KINITMHHOTo aapa.

! EnekTpoXiMiuHMii TpalieHT — TpaiieHT eIEKTPOXIMIYHOTO MOTEHIiay i0Ha, IKHI MOXE MPOHUKATH
Kpi3b MeMOpany. EnexTpoxiMiuHuil rpa/lieHT CKIaIa€eThCs 3 TpalicHTa KOHIEHTpALil (Pi3HULST KOHIIEH-
Tpariii pedoBHHH M0 00M1Ba OOKH MEMOpaHH) Ta MEMOPaHHOTO TpaIieHTa MOTEHIlany (TPaliEHT eleK-
TPUYHOTO T10J1 Y MeMOpaHi)
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VY mroguun MTIHK Mae BUria 3aMKHyTOT KilbLIeBOT ABOCTIpaIbHOT MOJICKYIIH,
10 MIicTUTh 16 569 nykneotnauux nap y noxuny. Lle y 105 pazi menmre, HiX 10-
BxuHa aaepHoi JJHK. Oxgna nekoxyroua yactuna MmT/IHK, siky HasuBatots D-netnero,
Mae momaTkoBwi Kopotkuit nanior JIHK 3 koncTanToro cequmenTartii 7S. MiToxoH-
npianpHa JIHK mae nmmre 37 rewis, siki kogytoTh 13 cyOOAMHUIB TUXANBHOTO JIaH-
mrora (cim cybonmauns HAJIH-gerinporenasu, Tpu cyOOMHMIN IIUTOXPOMOKCH/IA-
3", 1Bi cyOonuHuii AT®-cuHTeTa’u i OfHYy CyOOJUHHMINO YOIXiHOJI-IIUTOXPOM-C-
penykrasn), 181 pubocomanshi PHK (pPHK) i 22 tpancnioptai PHK (TPHK). OTixe,
MITOXOHIpii He 3a0€3MeUyI0Th HaBITh ITOJIOBUHU OLTKIB CBOTO JTUXATBLHOTO JTAHITIOTA.

KoHTponbHa ainaHka
abo “d-netns”

12S pPHK Liutoxpom b

Cy6oaunHuui HAOH-

16S pPHK )
ZerigporeHasu

[ 2 renu, wo kopyots pPHK

[] 22 renu, wo kopytots TPHK

[T 1113 reHiB, Lo KomytoTb Binku

Cy6oauHuui HAQH-
aerigporeHasu

Cy6oaununui HAOH-
perigporeHasun

Cy6oanHuus
LIMTOXPOM-OKCHAA3N

CyboanHuus
Cy6oanHuus ATd-cuHTa3m
LIMTOXPOM-OKCHAA3N

Puc. 3.6. CTpykTypHO-byHKLIiOHanNbHa opraHisauis mitoxoHapiansHoi AHK

Mitoxonapiansna JIHK pemikyerbes B inTepdasi KIITHHHOTO IHKITY, 10 YacT-
KOBO CHHXPOHi30BaHo 3 perutikauieto JJHK y sapi. [Tix yac KIiTHHHOTO HUKITY MiTO-
XOH/IPiT AUTATHCS HABIL MEPETHKKOIO, KA 3aII0YaTKOBYETHCS KiTBIIEBOIO OOPO3EH-
KOIO Ha BHYTPIIIHIM MeMOpaHi MiTOXOHPIH.

Y JHK miToxoHpiit TBapuH i TpUOIB HEPIKO CIIOCTEPITatOTh BiIXHICHHS Bif
yHIBepCaJbHOTO TeHEeTHYHOTOo Koay. Tak, y MiToxoHnapisx jromuHu komoH TAT 3a-
MICTbh 130JICHIIMHY B CTAHAAPTHOMY KOJi KOJIY€ aMiHOKHCIIOTY METIOHIH, a KOZOHH
TCT i TCC, sixi 3a3BU4ail KOMYIOTh apriHiH, € CTon-KogoHaMmu. OKpiM BIIACHOTO Te-
HETHYHOTO anapary, MiTOXOHJpIii MaloTh i CBOIO OUJIOKCHUHTE3yI01y cucteMy. Pubo-
COMH MITOXOHIPill € MEHIIIMMH (KOHCTaHTa CeAMMEHTAIlil 55 S) 3a 1uromnia3MaTnd-
Hi (80 S 1151 eykapior).
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BcraHoBneHo, wo mTOHK y ntogen ycnagkoByeTbCA HE3MIHHOK Bif, MOKO-
NiHHS B NOKOMIHHS NO MaTepUHCHKIN NiHil, TOAi SK MITOXOHAPII cnepmMaTo30-
Ioa pynHytoTbea nicng 3annigHeHHs. MTOHK He € BUCOKOKOHCEPBaTUBHOK
i Mae BMLLY LWBMAKICTb MyTaLlii, TOMY € XOpOLUMM 00’€KTOM ONs OOCHiAXKEH-
HA binoreHii (€BOMOLIMHOI CNOPIAHEHOCTI) XMBUX OpraHiamMi. Ons uboro
BM3HayatoTb nocnigosHocTi MTOHK y pisHnx BUAiB i 32 4OMOMOrot KoMm'to-
TEPHMX NpOorpam OTPUMYHOTh dDifloreHeTnYHe (eBontoLiiHe) oepeo. ocni-
okeHHs MTOHK y nonynsuigx nioguHu gano 3Mory BUYUCIIUTI CBOEPIAHY
“MiTOXoHApianbHy €BY”, riNOTETUYHY MPAPOAMTENbLKY BCiX JIOAEN, SKi Xu-
BYTb Ha 3emni. ¥ 1987 p. Pebekka KanH (Rebecca Cann) 3 koneramu pos-
paxyBanu, Lo “MiToxoHgpianbHa €Ba” morna Xutu gecb Mix 140 Tumc.
i 280 Tuc. pokiB Tomy y CxigHii Adpui (puc. 3.7). 3a HagpPEBHILLOro pos-
noainy npegkoBol Nonynauil nogen yTBOPUIocs YOTUPKU FONIOBHUX ransio-
rpynm — LO, L1, L2 i L3. I3 HMX neplia nepeBaxae y OyluMmeHiB, gpyra —
y nirmeiB. [1Bi OCTaHHi TakoX iCHYIOTb Y appuKaHCbLKUX HaponiB, ane Tinbku
Big ranmnorpynu L3 noxogate makporpynu M i N, Hocii gkux mirpysanu
3 Adpukn oo €pasii.

TUXUM OKEAH

/ ‘l’
“MiToxoHapianbHa €sa’ \ ‘K - i
150 000 pokis Tomy - S,

' . IHOINCLKUIA OKEAH

Puc. 3.7. Mirpauii noguHun i MiToxoHApianbHi ranorpynu

Miacymok 3. BYAOBA | ®YHKLIIT MITOXOHAPIN

e  MiTOXOH/pIi BiIrparOTh BaXIIMBY POJIb B EHEPreTUYHOMY 3a0e3IeueH-
Hi OUIBIIOCTI KIIITHH.

e 3TiJHO 3 €HJO0CHUMOIOTUYHOIO TEOPi€I0, MITOXOHAPIT TIOXOSTH 3 BITBHO-
JKUBYYHMX KITITHH TPOKapioT. I3 HUHI KUBY4YMX OaKTepidi MiTOXOHAPIT
(inoreHeTHYHO HaOMmK4l 10 Rickettsia prowazekii. CydacHi miTo-
XOH/Ipii HE € CAMOCTIHHUMH OpraHi3MaMH.
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e MiTOXOH/pIii YacTO PO3TAIIOBYIOTHCS O€3MocepeIHbO Ol CTPYKTYP,
gkl norpedytors AT®D, abo Oinst mkepen eHepreTHYHOoro “‘nanusa’,
B SIKOMY BOHH MalOTh IOTpeOy.

e CTpyKTypy MITOXOHpPii MOAUIAIOTH HA 30BHIMIHIO Ta BHYTPIIIHIO MEMO-
paHu, MDKMEMOpaHHHWA TPOCTIp i Marpukc. KokHWIA KOMITApTMEHT
MITOXOH/Ipii Ma€e CBill HaOip MapKepHUX (HEPMEHTIB.

e Pa3om i3 eHI0IIa3MaTHYHIM PETUKYITYMOM MITOXOH/Pil MOXKYTh yTBO-
PIOBAaTH KOMILIEKC, SKHH BiJirpae BaXKIIMBY POJIb Y CHHTE31 MEMOpaHHHX
mimigiB i Ca?-curHamizamii y kiitiHi. BaxiauBy poib y GopmyBaHHI
[LOTO 3B’SI3Ky BIIrPAlOTh ACOLIMOBAaHI 3 MITOXOHAPIAMU MEMOpaHU
SHJIOIJIa3MAaTUIHOTO PETHKYIYMY.

e  MiTOXOH/pIii MArOTh BIIACHWUH T€HETUYHNN MaTepiai i CHCTEeMH /ISl CHH-
te3y PHK Ta GinkiB. Y nroquau MT/IHK Mae BUTIISIT 3aMKHYTOT KijIbIle-
BOI JIBOCHIPAIbHOT MOJIEKYJIH 1 KOAYE HE3HAYHY YaCTHHY MITOXOHpi-
ajpHUX OUIKIB. MitoxoHapianeHy JIHK ycnaakoByroTh HE3MIHHOKO Bij
MOKOJIIHHS /10 TMTOKOJIIHHS [0 MaTepUHCHKIN JiHii.

3ABOAHHA | KOHTPOJIbHI MATAHHA

1. BianoBigHo 10 engocuM0ioTHYHOI Teopil MiTOXOHAPII NOXOAATH:
1) i3 BUIBHOXKMBYYHX KJITHH IPOKAPIOT, POJMYIB Cy4aCHHUX MPOTE00AKTEPii;
2) i3 €HJI0IUIa3MaTHYHOTO PETHKYIYMY;
3) i3 Rickettsia prowazekii;
4) i3 E.coli.

2. BuOparu KJIITHHH, y IKHX HeMAa€ MiTOXOH/pIi:
1) epurporury;
2) OOIUTH;
3) ame6a Chao chaos;
4) nuzentepiitna ameba (Entamoeba histolytica).

3. Bubepith pepMeHTH-MapKepPU MATPUKCY MITOXOHIPIii:
1) MOHOaMiHOOKCH1a3a;
2) IATOXPOMOKCHIA3a;
3) ManataeriaporeHasa;
4) mmyTamataeriiporeHasa.

4. CyG6onunuui sikux ¢epmeHTIB i nepeHOoCHHKIB eJleKTPOHiB Koaye MTIHK?
1) muToxpom b;
2) HAIH-nerinporenasa;
3) TUTOXPOMOKCHIA3a;
4) cyKIMHATACT1IporeHasa.
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5. Bubepits pepMenT-MapKep 30BHIIHLOI MeMOpPaHU MITOXOHPIii:
1) MOHOamMiHOOKCH 134,
2) IATOXPOMOKCHIA3a;
3) manarzerigporeHasa;
4) miyTaMaraeriaporeHasa.

6. Sxwmii 6inox po3TamoBaHmii y MizkMeMOpaHHOMY NPOCTOPi MiTOXOHAPIH i € onHUM
i3 KOMIIOHEHTIB AMXAJbLHOIO JIAHIIOra?
1) ameHinaTnUKIA3a;
2) nykneosuaudocdokinaza;
3) yOixiHOH;
4) IATOXPOM C.

7. Ha3piTh npaBWIbHI XapakTepucTHKH (pocdoininy kapaiomininy:
1) po3MimieHn#t y 30BHINTHIA MeMOpaHi MITOXOHAPIH;
2) MICTUTb YOTHPH KUPHI KHCIIOTH;
3) pobuTs MeMOpaHy MPAKTUIHO HEMTPOHUKHOIO JJIS IPOTOHIB;
4) TATIOBHH IJIS TIA3MAaTHYHOT MEMOPaHU CyKapioTiB.

8. Yomy mTIHK € 3pyuHum 006’ €KTOM AJIs JOCTiTKeHHS eBOTIONiiiHOI ciopinHeHoCTi
JKMBHX Opra”izmis?
1) ycramkoBy€eThCsl HE3MIHHOO Bifl TOKOJIIHHS B ITOKOJIIHHSI IT0 MATEPUHCHKIN JIiHIT;
2) MITOXOHJIpii criepMaTo30ifa pyHHYIOTHCS MICIIS 3aTUTi THCHHS;
3) Ma€e BHCOKY IIBHJKICTb MyTallii;
4) yci BiAmOBiAi IPaBUIIBHI.
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PO3AIA 4

ATO 9K AXKEPEAO EHEPTIT

o CkiAbku AT® yTBOPIOETbCS B OPraHi3mi?

e 3MiHa CTaHAApPTHOI BiAbHOT eHeprii y peakuii
riapoaizy AT®

¢ [MocrauyaHHs eHeprii BiA AT® cnoco6om
nepeHeceHHs rpynu

o EHepreTuyHa Ta peryAsiTopHa poAb aAeHiAaTKiHa3m
1 AM®D-3aAe)XHOT KiHa3u

o IHWi MakpoeprivHi CMoAyku

BusHayanbHi gocnigxeHHs, Wo nocTynosanu
porb AT® sk OCHOBHOTO mxeperna eHeprii, 6ynv npo-
BeAeHi y 30—-40-x pp. XX cT1. Bigomuin Gioximik ®piy
JlinmaH BMCNOBMB rinoTesy, WO pi3Hi peakuil BMBInb-
HEeHHS eHepril cnpsXeHi 3i cuHTesom AT® i3 noro no-
nepeaHvikie — ALl® i HeopraHiyHoro docdary (P , abo
HPOZ). 3 iHworo 6oky, peakuii poswenneHHs (rigpo-
nigy) AT® go ALl® i @ cnpsxeHi, 3a JlinmaHowm, 3i
30IMCHEHHSAM PI3HMX TUMIB KOPUCHOI poBOoTU. IHWMMK
cnosamu, yTBopeHHs AT® € yHiBepcanbHUM MeXaHi3-
MOM HaKoMuYeHHs eHeprii, a po3wenneHHs AT® — yHi- ®. MinmaH
BepCanbHUM MeXaHi3MOM MoCTayYaHHsi eHeprii. (1899-1986)

e po ny6nikauii rinotean ®. JlinmaHa akagemik
AH CPCP Bonogunmup EHrensrapar i BigoMum ykpain-
cbkun Bioximik akagemik AH YPCP Bonogumup Beni-
Luep BCTAHOBUNU, L0 BHYTPILWHLOKMAITUHHE OUXaHHS,
TOBTO OKUCHEHHS rigporeHy KapOoHOBUX KUCMOT KUC-
HeM, cnpskeHe 3i cuHTe3om AT®. YTBOpeHHa ATO
BiAOyBaETbCS TakoX 3a aHaepoBHOro rnikonisy (pos-
LLIenneHHs BYrneBoaiB 40 MOMOYHOT KUCMOTK 3a aHae-
pPOBHMX YMOB).

Y TOI camuin yac Byrno onMcaHoO YNCNEHHI BUNAOKM |
eHepro3abesneyveHHst poboTu KNiITMHW 3aBOSAKM rigponi- B.O. Beriuep
3y AT®. Busasunocs, wo cuHtes Binkis, Xupis, Byrne- (1906-1988)
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BOAIB i HYKMNEIHOBMX KUCIOT i3 BigNoBigHNX MOHOME-
piB “onnayyeTtbcs” eHeprieto AT®. Bonogumump
Enrenbrapat i Miniua Jlto6imoBa BuaBMNu posue-
nneHHs AT® ckopoyyBanbHUM M'si30BUM Binikom Mio-
3nHoM. Lle BigKkpuTTa gano 3mory 3po3yMmiTu, AKuM
YMHOM poboTa M’A3a 3abe3nevyyeTbCa eHeprieto.
Anbbept CeHT-Obropgi (Albert Szent-Gyorgyi) BcTa-
HOBMB, LLIO 32 B3aeMOfji akTUHY 3 MiO3MHOM YTBOpPHO-
€TbCS KOMMIMEKC — aKTOMIO3UH, (bepMeHTHa akTuB-
HicTb sikoro mamke y 10 pasiB BuLA Big aKTUBHOCTI
Mio3mHy. Ha cborogHi 6€3CyMHIBHOK € NPUYETHICTb
B.O. EHrenbrapar AT® TakoX i 40 iHLLIMX NPOLIECIB, O BUKOPUCTOBYIOTb
(1894-1984) eHeprito. Caiipec ®icke (Cyrus Fiske) Ta Enanpara-
na Cy66apoy (Yellapragada Subbarow) po3pobunu metoa BU3Ha4YeHHS
BMICTy cbocdopy B BionoriyHnx pignHax i TKaHMHax opraHiamy.

4.1. CKIAbBKAN ATO® YTBOPIOETbLCA B OPTAHI3MI?

AT® Binirpae ocoOnuBy poiib B 00MiH1 €Heprii, y O€IHaHHI peakiii karabo-
Ji3My i aHaOoIi3My Ta y BUKOHaHHI 30BHIITHBOI poOOTH. XemoreTepoTpodHi opra-
Hi3MH OTPUMYIOTH €HEpPTil0, PO3LICIUIIOI0YH OKUBHI pEYOBUHH — BYTJICBOIH, O17IKH
1 )KMPH 10 MOHOMEPIB Ta OKMCHIOIOUH iX. LIf0 eHepriio BOHM BUKOPUCTOBYIOTb JUIS
cuntesy AT® 3 AII® 1 @ . Y cBOKO uYepry, BUBUIbHEHA CHEPrish BHACIIIOK pO3IIe-
minenHs AT® no AJI® i @, BUKOPUCTOBYEThCS y KIITHHI 1/ 301HCHEHHS TaKHMX
EHJICPTOHIYHHUX IPOIIECIB, IK CHHTE3 MPOMIKHUX METabOIITIB 1 MaKPOMOJIEKYIT,
TPaHCIOPTYBaHHsI PEUOBUH KPi3b MEMOpaHU MPOTH IXHBOTO ENEKTPOXIMIYHOTO YH
KOHIICHTPAIITHOTO T'PaJli€eHTa, MEXaHIYHUIA PyX CEKPETOPHHX BE3UKYI, MPoTodio-
puII, JUKTYTHKIB, BIHOK, IICEBAOMOAIN Ta
IHIINX KIITUHHKUX opraHen (puc. 4.1). Sk
npaBuiio, AT® BUKOHYE poJib JIOHOpA
EHeprii, BCTyNalouu y peakiito, aKy Tpeda
AKTHUBYBATH, Ta PO3LICILIIOIOYNCH Y XOJ1
Takoi peakuii Ha AJI® ta @ abo, y nes-
KUX BUNajkax, Ha AM® ta <DCDH.

AL® AT® Bapro 3a3naunth, mo AT® Bukopwuc-

\/ TOBYETBCSI Y KIIITHHI HE JIUIIE SIK JPKEPEIIO

eHeprii, aje i sIK cyOcTpar IesKuX peakiiil.

Pyx . .
N ipchnopT 3o0kpema, BiH € 1oHOpoM (ocdaTHoi rpynu
BiocuHTes y KiHa3HOMY IIIISIXY TPaHCIYKIi CUTHAITY
MincunenHs metaboniyHoro (peakii ¢ochopuaroBaHHs OUIKIB 1 JTirmi-
curHany

IiB), a TAKOXK CyOCTpaToM ajeHiIaTIHKIIA-

Puc. 4.1. Ponb AT® B 06MiHi eHeprii Ta y noea- 3n (peaKHIH CHHTC3Y HAM(D)’ HHK-HOJH-
HaHHI peakLiit kaTaboniamy it anabo- MCEPa3Hh (mpouecn perunikauii JHK) i PHK-
niamy noniMepasu (poLecy TPaHCKPUIILIi).
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Jopocna 3n0poBa sronuHa Macoro 70 Kr, 3aiiMalounch CHISY00 POOOTOI0, Ma€e
CIIOKMBATH TIPOTATOM JHS 1Ki €HepreTHYHOI0 HiHHICTIO mpuomu3Ho 9 600 x/Ix.
Bepyun no yBarm, mo koedinieHT e(eKTHBHOCTI NEPETBOPEHHS €HEeprii XapyoBuX
MIPOAYKTIB HA €HEepriro MakpoeprigHoro 3B’ 53Ky AT® cranoBuTh mpubmuzHo 50 %,
a 3a rigpounizy AT® no AJI® y ¢izionoriuanx ymoBax BUBUIbHSIEThCS SO kJ[K/MOIb
eHeprii', BU3HAYMIIH, 10 32 J00y yTHIi3yeThes npuoan3Ho 120 monb (a6o 60 kr)
AT®. s kinbkicte AT® xapakrepusye He HOTo 3araibHy KUIBKICTh B OpraHi3mi, sika
CTaHOBHUTH JuIIe IpuOIN3HO 50 T, a BUAKICTH 000poTy nepeTBopeHHst ATO <> AL[D.
Koxna monekyna AT® posnagaersest 1 3HOBy pecuHTesyeThes 1,2-2,5 Trcsaui pasiB
3a 100y, TOMY CepeHsl TPUBAJICTS 11 KUTTA MEHIIa 3a 1 XB.

Cunre3 AT® i3 AII® ta @, 311lCHIOETBCA IBOMA CIIOCOOAMH — OKHCHHUM 1 Cy0-
cTpatHuM QochoprintoBaHHsIM. Y OUIBIIOCTI KIITHH MepeBakae okucHe Gochopu-
moBaHHs. [linTpumanHs noctidHol koHIeHTpamii AT® y M’s30BUX 1 HEPBOBUX KITi-
TUHAX 3J1HCHIOETHCS TAKOXK 3aBJISIKK KpearnHpocdary.

Konnenrpauito ageHiHOBUX HYKJICOTHAIB, HeopraniuHoro gocdary i kpeaTus-
(hocdary B pi3HUX TKAaHWHAX HaBEACHO y Tao. 4.1.

Tabnuus 4.1
KoHueHTpauisa ageHiHOBMUX HyKneoTuaiB, HeopraHiyHoro ¢ocdparty
i kpeaTuHdocdaty (MM) B gesakmx kniTuHax

KnitnHm ATO AP AM® 0} KpeatuHdocgar
Miountn Wwypa 8,1 0,93 0,04 8,1 28
Escherichia coli 7,9 1,0 0,82 7,9 0
lenaTounTn Wypa 3,4 1,3 0,29 4.8 0
HelipoHu wypa 2,6 0,73 0,06 2,7 4,7
EpuTtpouuntu niogmHn 2,3 0,25 0,02 1,7 0

Jlst 61TBIIOCT] THTIB KIITHH HABEACHO KOHIIEHTPALIIO CHOIYK Y BChOMY BHY-
TPIIIHBOKIITUHHOMY MPOCTOPi, X04a KOHLEHTPALis B IIUTO30J1 Ta MiTOXOHAPIsIX
aJCHIHOBUX HYKJICOTHIIB € pi3HOI0. /(71 epuUTpOINTIB HABEICHO KOHIICHTpPAIlIIO
CHOJIYK Y IIUTO30J11 (EpUTPOIUTH CCABIIIB HE MAIOTh sJ[pa Ta MITOXOH/pi). Sk BU-
IHO, HaiiBuIa KoHIeHTpatis AT® e y mionunrax, 6akrepii Escherichia coli i rema-
TOLUTAaX. Y MIOIUTAX TAKOXK € BUCOKA KOHIICHTpaIlisl KpearuHpocdary.

! Is BenmuMHA 3MiHU AificHOT BinbHOT eHeprii riapomizy AT® (AG) Biapi3HAETHCS Bil 3MiHU CTaHAApT-
HOT BUIbHOT eHeprii (AG™ = -30,5 kJx/Moib), ockinbku AG'® po3paxoBaHa Juisi CTaHIAPTHHX YMOB
(Y T.4. cTaHAAPTHUX KOHLEHTpALil cyOCTpaTiB 1 MPOAYKTIB peakiii), sSiKi BipI3HSIOTHCS BiJl yMOB
Y JKUBIH KIITHHI
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4.2. 3MIHA CTAHAAPTHOI BIAbHOI EHEPTII
Y PEAKUIT TTAPOAI3Y ATO

Huzka ynHHUKIB pOOUTH CBiif BHECOK Y MTPOIIEC BUBLIBHEHHS BEITUKOI KUTBKOCT1
eHepril 3a riJpoizy MaKpOepridHuX CIOTYK.

EnekTpocTatuyHe BigWTOBXYBaHHS, (0akTop KOHKYPEHTHOrO pe30HaHCy Ta
BUAINEHHSI NMPOTOHIB — OCHOBHi YMHHUKM, SIKi 320€3ne4yoTb BUBINTbHEHHS
BENUKOT KiNbKOCTI eHepril 3a rigponizy ATO.

1. Eaexkrpocraruyne BimmroBxyBanns. 3a pH 7,0 monekyna AT® nucouitoe
Ha AT®* i yotupu npotoru (puc. 4.2). BiAmITroBXyBaHHS BHY TPIlIIHEOMOJIE-
KYJISIPHHX OJJHOMMEHHHX (BiJI’€MHHUX) 3apsiiiB PU3BOAUTH 1O BUHUKHEHHS
CJIEKTPOCTATUYHOTO HanpyskeHHs B Monekyni AT®, ocobnuBo B minsHIi
tdhocdoanrimpumaoro 38’53y (P-O-P). Komu 3B’ 130K pO3pHUBAETHCS, €IIEKTPO-
CTaTHMYHE HAIPY>KeHHS 3HUKAE 3aBISKM TIPOCTOPOBOMY PO3BEICHHIO Bil €M-
HO 3aps/DKCHUX OPOIYKTiB rimpomnizy AJIdD* i HPO?.

o (0] O
HO—p—0—F—0—P—0

OH OH OH

ol

(e}
I
0—P-0—p-0-F-0 car

O O O

ATO®

ATO*+
Pwuc. 4.2. ucouiauis monekynn AT®

2. ®aKTOp KOHKYPEHTHOIo pe3oHaHcy. /[Ba npoayktu rigapomnizy — AJID*
1 HPO? € pe3oHaHCHUMU riOpuiamMu, TOOTO TAKUMH CTPYKTYpHUMHU (hopma-
MU, [0 MAIOTh IIJIBHIIEHY CTIHKICTh, 00 YacTHWHA IXHIX EJIEKTPOHIB Tepe-
OyBae B KOH(ITypaIlisx i3 HIKINMHU €eHEPreTHYHIMHI PiBHAMHE, HixK B ATD*.

3. Bupinenns nporoniB. CymapHe piBHsHHS rifponizy AT® mae Takuii BU-
TSI

AT®* + H,O — AJ1®* + HPO; + HY, AG" = -30,5 xJ]x/MOIIb. 4.1)
3B’s13yBaHHS MPOTOHA 3 KOMIIOHEHTaMu OydepHoro cepesosuia (3a pH 7,0)
3CyBae€ If0 PEaKIIito BIPaBO, 110 POOUTH OAATKOBUI BHECOK y 3MiHY BUIbHOI €HEpTii.

OCKUIBKH KOHIICHTpAIlisl TPOAYKTIB Tifiponizy AT® y KIiTHHI € 3HaUHO HIK-
4010, HI’K PIBHOBaXXHI1 KOHLEHTpaLii, 3¢i0H0 3 3akoHOM Oitouux mac, piBHOBara
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rigpomnizy AT® y KIiTHHI 3HAUHO 3MIIIYETHCSA y HANPSIMKY 3aBEPIICHHS PEaKIIii.
Etanu rigpomnizy AT® i xiMidyHa OCHOBA 3MiHM BUTBHOI €HEprii 3a X yMOB HaBe-
JeHi Ha puc. 4.3.

) o) 0]
‘O—Il'—l’DO—I!’—O—I!’—O—| Pn6osa |—| AneniH |
H— OZJ Cl)‘ (l)‘ (lT ATO*
!
eidponi3

3i 3MIiHHOIO peakujiero

l [ l
‘O—I|3—OH + HO—F|>—O—I|3—O—|P|/|6o3a|—| ApeniH |

q)H 07 07 07 AT¢2-
Pe30HaHCcHa o

I cmabinisayis ﬂ IOHI3aujs
& 3
Q

g N I I .

0 o—TFl)T-Oa H* H™ + "O—||3—O—F|’—O—| Pu6osal— Azeni |
Ly 07 07 An¢3.

5

ATO* + H,0 ——> A®> + &2 + H*
AG" =-30,5 kx/Monb

Puc. 4.3. Tigponis AT®

MiticHa BinbHa eHepris Tigponizy AT® y KuBiil KIITHHI — BeJIMYMHA 3MIHHA,
OCKiIbKM KoHIEHTpalii AT®, AJI® i @ Biapi3HAOTHC MK COOOKO 1 € 3HAYHO HUK-
quMu (Ta01. 4.1), HK cTaHIApTHA OTHOMOJISIpHA KOHIICHTpaIIis. binbIe Toro, Mose-
Kynmu AT® i AJI® yTBOPIOIOTH y IIMTO30J11 KOMIUIEKCH 3 KarioHamu Mg” i BnacHe
Mg-AT®* € cipaBkHIM CyOCTparoM y OLTBIIOCTI (DepPMEHTATHBHHUX PEaKIliid, sKi
3IiHCHIOIOThCS 3a yuacTi AT® sk moHopa docdarnoi rpynu. ToMy Hacmpas/i BApTO
pospaxoByBatu AG" ringpomizy Mg-AT®*. Benunuuny AG rigponizy AT® B iHTak-
THUX KJIITHHAX HA3WBAIOTHh MOTCHITIAIOM (pochopuiitoBaHHS 1 TO3HAYAIOTH AGP;
BOHA € HA0araro Bij’eMHIIIOK MOPIBHAHO 3 AG™ 1 TeXuTh y Mekax Bix -50 10
-65 kJI>x/MOITb.

VY Tabn. 4.2 HaBEJICHO BEJIUYMHU 3MiH CTAHJAPTHOI BIJILHOI €HEpril Tipoizy
JesKuX iHIMX (HochopruIbOBaHUX CIIONYK. 3a TiAPOTi3y AeIKUX (POCcOPIITILOBAHUX
cnionyk (pocdoenonmipysary, 1,3-mudocdorminepary i kpearunpocdary) AG"™
€ HaBiTh OUIBINIOFO, HiX 3a Tigponizy AT®. OxHak 11i CroNTyKH epeaaroTh cBoi (oc-
(hatHi Tpymm came Ha Motekyiry AJI® 3a pecunresy ATD.
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Tabnuysi 4.2

CtaHpapTHa BinbHa eHepris rigponisy ¢ocdopunboBaHUX CNonyk

[Frey P.A., Arabshahi A., 1995]

Peakuii AG'° k[Ix/Monb

docdroeHonmipysaT — nipysar + @, -61,9
1,3-andpocpornivepar — 3-gocporniyepar + @, -49.3
KpeatuHdocdar — kpeatuH + & -43,0
AL® — AMO + O -32,8
ATO — AP + O -30,5
ATO - AMO® + OO -45,6
AM® — aneHosnH + @ -14,2
PP — 20 -19

miokoso-1-cpocdpar — rniokosa + @ * -20,9
Imioko3o-6-pocdpar — rniokosa + d ** -13,8
Miuepon-1-cocdar — rniuepon + ® *** -9,2

Mpumitkn: * — peakuis BinOyBaeTbCs y NeviHLi (ane He y M'si3ax) onocepeaKkoBaHO Yepes NEPETBOPEH-
HS INoko30-1-docpaTy Ha rmoko30-6-hocdat 3a ydacTi hocdornokomMyTasu;
** — peakuis BiobyBaeTbCs 3a yyacTio rMoko30-6-ocdaTtasun nue y TKaHWHI NediHkm

N HUPOK;

*** — peakuisi onocepegkoByeTbCs rmilepon-1-gocdarasoro

4.3. MOCTAYAHHS EHEPTII BIA ATD
CMOCOBOM MEPEHECEHHS IPYIMU

Yyaacte AT® y peaxiisix 300paxyIoTh, K IPaBUIIO, CXeMaTHYHO, 33 JIOTIOMOTOI0
CTpiiKky, sika BKasye, mo AT® nepersoproethes Ha AIID 1 @ ab6o na AMD i OD
(mipogocdar). Y Takomy paszi MokHA OAyMaTH, o akTuBais ATd-3anexHoi peak-
ii BigOyBaeTbes BHACHAOK Tigponizy AT®, y mpomeci sikoro monekyna ATD 3a3nae
HPOCTOrO PO3LIETLIEHHA 13 3amimeHnsaM @ abo Oy ii cknani Ha mporon. Hacripas-

i rigponiz AT® y OiibLIOCTI BUIIAJIKIB BiI0YBA€THCSI y JIBA €TAIIH.

3asBuyal crnpshkKeHHs MPOLECIB BMBINbHEHHST eHeprii AT® Ta ii Bukopuc-
TaHHSA O eHOEeProHIYHOro NepeTBOPEHHS CyOCcTpaTiB BiobOyBaeTbLCA BHa-
Cnigok TpaHcdepasHoro nepeHeceHHs1 dpocdartHol, nipodocdatHoi abdo
ageHinbHoi rpynu Big AT® Ha cybeTpat abo Monekyny hepMeHTY.

[Mpuknamom gBoeTamHoCTi rifpoizy AT® Moxke CyryBaTy peakiiist yTBOPSHHS
acmapariny 3 acmaprary, sika Kartamidyerbcs ATd-3amexHor0 acmapariHCHHTa3010
(puc. 4.4). Criouarky, Ha nepuiomMy eramni yactuHa MoJekynu AT®, a came AMO,
KOBAJIEHTHO 3B’SI3Y€THCS 3 MOJICKYJIOIO acrapTary 3 YTBOPEHHSIM IPOMIXKHOTO IIPO-
IykTy B-acmaptun-AM®, 1o TpUBOIUTE IO TiABUIICHHS BUTHBHOI €HEPTIi TiIPOITizy.
Ha apyromy eramni nepereceHa ¢ocdarBmicHa rpyna MOJEKyId acnapTui-AMOD
3amiuyerbes Ha aminorpymy NH,, ska HaaXxoauTh MiC/s TiAPOM3y DIyTaMiHy 10
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nryramary. HoBoyTBopeHa MoJieKyiia aciapariny Mae HIK4Y BUIbHY €HEpTio Tiapo-
mizy. Orxe, eHepriss AT® nacnpasai 3arpadacTbcs Ha YTBOPEHHS KOBaJCHTHOTO
3B 13Ky MIXK aclIapTHIIOM 1 aMiHOTPYIIOIO.

A AcnapaziHcuHma3sa
AM® + O,
ATO
T \\ I
H3Itl—C|:H—C—O* > H3III—C|)H—C—O*
T e, i
?=o ?=O
o NH,
Acnaprar AcnapariH
b
Acnaprtat AcnapariH

AM®

Acnaptun-AM®

H ﬁj/\n/ O—I|3—O— g Pn6osa-A
° (o)

AcnapariHcuHTasa

Puc. 4.4. [1Ba etanu rigponizy AT® y peakuii, wo katanizyetbca AT®-3anexHot acnapariHCMHTasoto:
A — ogHoeTanHa cxema peakuii; 5 — AgiicHa ABoxeTanHa peakuisi. IHLWi NOSACHEHHS B TEKCTi

[Ipote meski mporiecH y KIITHHI CIIpaBAi CYTPOBOKYIOTHCS BUKOPUCTAHHIM
eneprii rizpomnizy AT® GesnocepeiHb0 Ha BUKOHAHHS 30BHIIIHBOT poboTH. Hanpuk-
JIaJ1, IpoLec riipomizy Monekyiau AT®, HeKoBaJIeHTHO 3B’513aHOT 3 HYKJICOTH/I3B sI-
3yBaJIbHUM CaWTOM IOJIOBKM Mio3uHy, 10 AJI® 1 @ 3abe3nedye eHEPri€r0 Mepexia
TOJIOBKH 3 OHOTO KOH(OPMALIIIIHOTO CTaHy B iHILUH, 110 JICKUTh B OCHOBI CKOPO-
yeHHst M’ s3iB. Hi AT®, Hi npoayKTH Tiposizy B IOMY pa3i HE YyTBOPIOIOTH KOBa-
JIGHTHOTO 3B’ 53Ky 3 MOJIEKYJI010 Mio3uHy. TakuM camMmum anHOM eHeprist AT® Buko-
pHUCTOBY€EThCS i yac nepeMimeHHs GepmenTiB y3nosx HuTkr JJHK un pubocom
y3nosx MPHK.
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Tpoxu iHIIKK MeXaHi3M mepenadi eHeprii XapakTepHUN Ui TPaAaHCIOPTHHUX
AT®-a3 P-knacy, siki 3a0€31e4y0Th TPAHCIIOPT 10HIB Kpi3b 010J0TIUHI MeMOpaHH
MIPOTH IXHBOTO ENEKTPOXiMiuHOrO rpajgienTa. [licis HeKOBaJIeHTHOTO 3B’ SI3yBaHHS
ATO® i3 HyKIICOTH/I3B I3yBATBHIM CalTOM MOJICKyITH (hepMeHTY BimOyBaeThes (oc-
(oprITIOBaHHST aMIHOKMCIIOTHOTO 3JIMIIKY acrapTary BiIIOBIAHOTO caity (ToOTO
YTBOPEHHS KOBAJIEHTHOTO 3B’3Ky). EHEprist rigpomnizy yTBopeHoro acnapTuidoc-
(ary BUKOPHCTOBYEThCS JUIsl KOH(POPMAIIHAX 3MiH 1 TPAaHCIIOPTYBaHHS 10HIB MPO-
TH €JIEKTPOXIMIYHOTO TPaJliEHTA.

Tepmin “BucokoenepreTnuHuil PpocdarHuil 3B°5130K™ IS TO3HAYEHHS PO3IIIEe-
IUTIOBAHOTO Y TIIPONITHYHUX PeakUisix 3B’ 13Ky P~O HaBOIUTH Ha AYMKY, IO €Hep-
Tist MICTHTBCA y caMoMy 3B’s3Ky. HacmipaBai po3imeruieHHs OyIb-sIKOro XiMigHOTO
3B’SI3KY CTa€ MOKIIMBHM JIMIIIE 32 YMOBH HaJIXO/PKEHHS eHeprii. Takoi 3Ha4HOT KiJlb-
KOCTI €Heprii, [0 BUBLIBHIETHCS 32 TAPOTITHYHOTO PO3IICTIICHHS AesIKUX docdar-
HUX CIIOJIYK, HACTIPABIi HEMAa€ y PO3IIETUTIOBAHOMY 3B’ sI3KY. Peaxitis rimposisy cy-
MIPOBOIKY€ETHCSI 3HAUHUM 3HM)KEHHSIM BUTBHOI €HEprii TiINbKH TOMY, IO MPOAYKTH
peaxIIii MiCTATh MEHIIIe BUTHHOI €HEprii, HiXK BUXITHI CITONyKHA. ToMy B TUX BUIIAI-
Kax, kojau MoBa Wtume mpo AT® abo i ¢ochopunboBaHi CIOMYKH, IS SIKUX
XapakTepHe BHCOKE BiJI’€MHE 3HAUCHHs CTaHAApTHOI BIIBHOI €Heprii Tigpodisy,
JIOpEYHIlIe BUKOPUCTOBYBATH TEPMiH “BHCOKOCHEpreTH4Ha QocdarHa crionyka”.

dochopuboBaHi CHOIYKH, BUSBICHI Y CKJIall XKUBUX OpPTraHi3MiB, MOXXHA J0-
CUTHh YMOBHO IMOJUTATH Ha JBi TPYTIH, 3aJISKHO BiJl BEJIMYMHHA CTaHAAPTHOI BUTEHOT
eHepril ixaporo rigpomnisy (puc. 4.5). Ti cnonyku, Benmuuuna AG'™ Tigponizy skux
riepeBuIrye -25 kJ>x/MoJb, Ha3UBAIOTh “‘BUCOKOeHepreTHYHNME . [lo “HU3bKOEHEp-
TeTHYHUX " HAJISKATh CIIONYKH 3 HIKIUM 3HaueHHAM AG'®. 3riIHO 3 IIUM KpUTEpieMm,
taka cronyka sk AT®, Benuunna AG' rigpomnisy sikoi craHoBuUTb -30,5 k/[x/MoJb,
HAJIE)KHUTH 0 BUCOKOEHEPTETHYHMX CITOJIYK, a TIIf0K030-6-(ocdar, Bemuunna AG'
TipoIti3y SIKOTO CTaHOBHTS -13,8 k[ k/MOJb, — 10 HU3bKOCHEPTeTUUHUX. 3a MOTEH-
miayiom nepeHecenns gocdarnoi rpynu mojiekyina AT 3aiiMae MPOMiKHE TTOTO-
YKEHHS Ha mIKaJi (HocPOpHILOBAaHUX CIIONIYK, @ 3HAYUTh, MOXKE TIEPEHOCUTH EHEPTII0
BiJl BUCOKOCHEPTETHYHHUX (OCHOPHITbOBAHIX CIIONYK, YTBOPEHHUX Y XOJIi KaTa0oid-
HHUX PEaKIlii, 0 TaKUX CIIONYK SIK TIIF0K03a, MIEPETBOPIOIOUH 1X Ha OLIbII peakIliii-
HO3JIATHi.

AT® BUKOHYE DYHKLIiHO YHIBEPCAnbHOrO NEPEeHOCHUKA EHEPTIl B YCiX XUBUX
KniTuHax. Lle eHepreTnyHa BanoTa XXUBOI KITITUHM.

Bmsnagansna poias AT® y meTaboizMi 3yMOBIIeHA ITI€ OHIE€I0 BAKITUBOO XiMid-
HOI0 0COONUBICTIO Li€T MOJIEKY/IH. X0o4ya y BOJHUX po3uuHax Monekyna ATD mepmo-
Ounamiuno HecTablIbHA 1 TOMY JIETKO Bimmae (ocdaTHy TpyIy, 3 KinemuuHoi TOIKA
30py AT® € noBoJi cTabiIbHOK MOJIEKYITOF0. Le MoB’s13aH0 3 THUM, IO JJIsl HEKaTali-
TUYHOTO PO3IIerUieHHs (POCPOaHTIAPUIHUX 3B’ SI3KIB Y ii CKITazi HEOOX1THO MpUKIIac-
TH Jy’Ke 3Ha4Hy eHepriro aktusaiii (200400 x{x/Moib). OTiKe, CIOHTAHHOTO TIepe-
HeceHHs (¢ocdarHoi rpynu Bix AT® Ha cOTHI MOTEHUIMHUX MOJEKYNI-aKIENTOPIB
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yCepearHi KIITHHYU He BigOyBaeThcs. Take NMEepeHECEHHs MOXIIMBE JIAIIE 32 HasB-
HOCTI cienniuanx PpepMeHTIB, sIKi 3HWKYIOTH €Heprito akTuBaii peaxiii. Tomy
KIIITHHA MOYKE KOHTPOJIIOBATH MEpepo3MOaia eHeprii, ska mictutbes B AT, pery-
JIIOFOYH aKTUBHICTH Pi3HOMaHITHUX (DEpMEHTIB, IO JIIOTH Ha ITF0 MOJICKYITY.

AG'® rigponisy, kx/Morb

-70
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Puc. 4.5. Po3nogin 6ionoriyHnx chocgaTHMX Cnonyk 3a BENUYNHOK CTaHAAPHOI BiNlbHOT eHeprii rigponiay:

rnokasaHo nepeHeceHHsi docdaTHux rpyn (P) Big BUcokoeHepreTnyHnx pocopunboBaHmx Jo-
HopiB Yepe3 AT® Ha akuenTopHi Monekynu (rnioko3a Ta rniuepon), siki NepeTBOpPITLCS Ha
HU3bKOeHepreTu4Hi hocopunboBaHi NoxiaHi. Take nepeHeceHHs pocdaTHUX rpyn ycepeamnHi
KNiTUHW KaTanisyeTbcst hepMeHTamu KiHazaMu | 3aBXau CyNpOBOAXYETHCS 3aranbHOK BTPaTo
BiNbHOI eHeprii. 3a rigponidy HU3bKOMOMNEKYNSPHUX hOCOPUNBOBAHNX CMOSYK BUBINbHIOETHCS
HeopraHiYHui doocdat @, Ans AKoro BRacTMBUI e HKYMIA NOTeHLian nepeHeceHHs docdar-

HUX rpyn

BiontomiHecueHUifA: AsckpaBa ponb AT®

BiontomiHecLeHU s AoCUTb NoLMpeHa y NPUPOAi Ta BUKOHYE Taki BionorivHi
dYHKLUIT, 9k npuBabneHHs 3406uyi abo NapTHepiB, KOMYHiKaLisd, nonepe-
I>KeHHs1 abo norposa, BiansikyBaHHS abo BigBonikaHHS Towo. CBiTiHHS ba-
raTbOX OpraHiamMiB, 30Kpema, MOpCbknx 6e3xpebeTHumx i pub, 3yMOBHOETLCH
HasiBHiCTIO doTobakTepin. Ha YopHomy MoOpi BRiTKy AeKONM MOXHa Cro-
cTepiraTu CBITIHHA BOAM BHOMI, Ske 3ymMOBreHe 6iontoMiHECLEHLLIED OOHO-
KNiTMHHOTO opraHi3amy — HodecBiTku (Noctiluca miliaris). CBITiHHS TPyXnsiBOi
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OEPEBMHUN — Lie nposiB GiontoMiHeCLEHLiT rPUOHNLI OMEHbKIB YK iHLINX rpu-
6iB. MpoTe HanbINbLW BiAOMUM NPUKIALOM GiomtoMiHECLEHLT € CBITiHHS
KOMax-CBIiTNSIKiB.

PoanHa komax CeitnsakoBi (Lampyridae) o6’ea-
Hye npmnbnunsHo 2 000 Buaie. OpraHu, Wo Bu-
NPOMIHIOIOTb CBITO, 3a3BMYal po3TalloBaHi
B 3a4Hi YacTuHi YepeBLs. KoxxeH Takun opraH
YTBOPEHMWI TPYMOK KMNiTUH-hOTOLUTIB, obne-
TEHUX TpaxesMn Ta HepBamu. EHepria XiMi4HO-
r0 OKUCIIEHHS B LibOMY OpraHi BMBISIbHAETHCS
y BUMMsAi ceitna. XBuUmbOBUK Aiana3oH SOBOSI
LUMPOKUNA | 3anexuTb Big Buay komaxu. Ceitns-
KM MOXYTb BUMPOMIHIOBaTW XXOBTE, 3eNleHe, OBnakuTHe Ta YEPBOHE CBITIO.
Peakuii 6iontomiHecuLeHLiT BiabyBalTbCcA 3a y4yacTi kKucH 1 ATO. Binbsam
Mak Enpon Ta iH. 3 yHiBepcuTeTy [xoHa lonkiHca B BanTimopi (CLUA) Bu-
HO S 3 [OinvB 3i CBITNSAKIB ABA OCHOBHUX BiOXiMi4YHMX
\(:[ />_<\ KOMMOHEHTW GiontomiHecLeHLiT: kapboHoBY
N OH  kucnoty nroundbepuH i pepmeHT noumdepa-
3y. [Ins reHepauii CBiTNoOBUX cnanaxis Heob-
XigHo, Wwob ntoundeprH cnovaTtky 6yB akTu-
BOBaHuM y peakuii 3 AT®. Ha uin ctagil nipodocdar BigLenoeTbCs Big,
AT® i yTBOproETbCA NioumdepunageHinar (nouyndepun-AM®). MNoTim 3a
HasABHOCTI KMCHIO Ta noundepasun noumdepnH aekapboKCcunoeTbes
3 BUBIiNbHEHHSIM AM® | yTBOpEeHHAM okcunoumndepuHy. Came us peakuis,
sika NPOXoauTb Yepes Kinbka NPOMPKHUX NPOAYKTIB, CYyNPOBOAXKYETLCS CBIT-
noBumMu cnanaxamu. CnekTp NOMIHECLLEHTHOIO CBIiTNa CBITNSAKIB Pi3HUX
BUAIB PO3PI3HAETLCS | 3anNeXnTb Bifd CTPYKTypu noumndepasun. 3aBepLuy-
E€TbCS LMK HU3KOIO PeakKLin, y SKUX i3 OKCUMoLMdEPUHY 3HOBY YTBOPHOETb-
ca nroundepuH.
OuunLueHi noundepuH i noumdepasy CBITNAKIB BUKOPUCTOBYHOTL y nabopa-
TOPHMX YMOBaX A5 BU3HAYEeHHS gy>Ke Manux Kinbkocten AT® 3a iHTeHCcKB-
HIiCTIO MtOMiIHECLeHUii. Y Takuii cnocid BAAETbLCA BUMIPATA NMiKOMOJSAPHI
(1072 M) koHueHTpauii ATS.

Moundrepun O

4.4. EHEPTETUYHA TA PETYAITOPHA POAb
AAEHIAATKIHA3ZU 1 AM®D-3AAEXXHOI KIHA3U

Y M’s13ax (CKeJIeTHHUX 1 CepIIeBOMY) € ITIe OIMH MEXaHi3M, KW 3a0e3redye OiTbIn
MOBHE BUKOpUCTaHHsI eHeprii AT®D — 3a 10MoMOror ajgeHiJIaTKiHA3HOT peaKitii:

2 ADP <> ATP + AMP. (4.2)

Karamizye 1o peakmiro pepMeHT MITOXOHAPIN aJeHIIaTKiHA3a, Ky TaKOX Ha-
3WBAIOTh MIOKiHA30}0.
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KoncranTa piBHOBaru ajieHiliaTKiHa3HOI peakilii CTaHOBUTH MPUONH3HO 1,
a AG"’ peakii 6muspka 10 Hyims. OTke, 11T peakilis € Maike piBHOBa)KHOIO 1 i Ha-
MPSIM 3aJIEKHUTH Bijl QYHKIIOHATBHOTO CTaHy KIITHHH.

AneHinaTkiHa3Ha peakIiss MoXke MiaBHIMUTH piBeHb AT® y capkoriasMi. 3 iH-
moro OOKy, MIBHIKICTH OKUCHOTO (pocopuitoBaHHs BU3HA4Ya€eThes piBHeM AJ[D.
OTxe, MITOXOH/IPIi 371aTHI MATPUMYBaTH BUCOKUH piBeHb AT® y pesynbraTi iHTEH-
cudikanii okucHOro hochopriroBaHHS i ajeHinarkinazHoi peakmii. Konm norpebda
B AT® 3MmeHuIyeThCS, aJleHIIaTKiHa3a KaTali3ye 3BOPOTHUN MPOLEC — YTBOPEHHS
AJlD 3 ATD i AM®D. Ane ocHOBHE 3HAYCHHS ITLOTO (PEPMEHTY € PEeTyIATOPHE 1 TT0-
JsiTae B MiBUIICHHI KOHIIEHTpanii AM® y nurto3omi.

Y M’s3ax pi3HUX BUAIB XpeOeTHUX 1 0e3xpedeTHnX KoHmeHTtpamis AT® e 3a-
3Buuail y 7-10 pasis Buiioro, Hixk AJ1D, 1 6utem Hixk y 100 pasis Buiorw, Hixk AM®D
(muB. Tabm. 4.1). Tomy koHneHTpanis AM® y muToruIa3mi € TOYHIIIM TOKa3HUKOM
eHepreTHYHoro 0oMiny, Hixk ATO.

VY nporeci ckopoueHHst M’s13a, konu [AT®] 3menmyethes, a [AJlD] 3pocTae Ha
10 %, 3aBnskyu anmeHinarkinasHii peakmii [AM®] moxe 3poctr Ha 5 %. OCKiTBKH
BUXiHMI piBeHb AM® € Ha ABa MOPSAKN HIDKYUH, TO HABITh TaKe 3pOCTAHHS € 3Ha-
YHO CyTTeBimmMM, Hix 3MeHIIeHHS [AT®]. Tomy 6arato peryiasTOpHUX MpOIECiB
3aleKUTh, HacamIiepe, BiJ 3miH piBas AM® y capkoruiasmi. Bigomo, mjo AM®
€ Mo3UTHBHUM edekropoMm dochodpyKkToKiHazu-1, a BiATak 3a MiABUILIEHHS HOTO
KOHIICHTpAIIi] MBUIKICTH TITIKOJI3Y 3pOCTAE.

[Ile onHUM BaXXJIMBUM MTOCEPEAHUKOM peryasTopHoro BIuinsy AM® € 5'-AM®-
3anexkHa nporeinkiHaza (AM®K), sxa y BinmoBias Ha 30inbIIeHHS piBHI AM®
bochopritroe KiIo40Bi MeTaboIuH1 (PepMEHTH, PETYIIOI0UN IXHIO aKTHBHICTB. T00-
To AM®K — 11¢ KIIiTHHHA KiHa3a, SKa KOHTPOIIOE EHePreTHUHUHN OaaHC KITITHHHU.
Bona BusiBieHa B yCiX €yKapioT 1 akTUBYETHCS 3a CYTTEBUX eHeproButpar. Ilicis
aktuBaii AM®K kiiTHHA epexoquTh B €HEpro3oepiralouuii cTaH.

AMOK € rerepoauMepHIM KOMITIIEKCOM, IO YTBOPEHHH 13 TPHOX CYOOIUHUITE:
o.-cyOOMHUI, sIKa € BIacHE KiHa3010, 1 ABOX PEryISTOPHUX CyOOmMHHID — 31 7.
Onmucani saepHa Ta uToruiazmaruana popmu AM®K. Ilepmia 3 HuX 3maTHa Hanpsi-
MYy pETYyJIOBaTH EKCIPECiio TeHiB, TOAl K Apyra peryitoe QyHKIIi MUTO30JIbHUX
i meMOpannux 6inkiB. Konu pisens AT® 3menmyerscs, a AM®, BiamnosinHo, 3poc-
Tae, AM® npueaHy€eThCS A0 PETryasTopHOi y-cybomunnmi AM®K, mo akTuBye Ka-
TaNITUYHY OL.-CyOOAMHUIIIO.

B axtuBoBanomy crani AM®K crumynroe karabomivyai nporecu. Hampukiar,
y Ceplli Ta CKEJIETHUX M’513aX BOHA aKTUBYE OKUCHEHHS JKUPHUX KUCIIOT, MOTITMHAH-
HSI TITFOKO3H, TJIIKOMI3 1 OKHUCHO-BITHOBHI MIPOIECH Y MITOXOHAPIsX (puc. 4.6). AKTH-
Baris AMOK y rinoranaMmyci y BiAIIOBiIb HA HU3bKUN PIBEHD ITTIOKO3H YH JIETITUHY
CTIIPUYMHSIE aKTUBALIIO CTIOKUBAHHS 1K1 OpraHi3MOM.

3 iamoro 6oky, AM®K inribye cMHTeTHYHI TIpoliecH, o MoTpedyoTh ATO.
Hanpuxnaz, y nediHmi 3HHKYETbCSI CHHTE3 TIIOKO3H, XOJIECTEPOITy Ta JKUPHUX KHC-
JIOT, ¥ ’KUPOBil TKAaHWHI — CHHTE3 KHPHHUX KHCIIOT, a Y MiANUTYHKOBi# 3a103i —
cekpellist iHcymiHy (puc. 4.6).
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mikoni3
OKMCHEHHS! KMPHIX KNCTIOT OKUCHEHHSI KUPHUX KACMOT

3aCBOEHHS TMHOKO3K
Ekcnpecia GLUT4
MitoxoHngpis

Cekpeuisi iHCyniHy
CUVHTE3 XUPHUX KUCTOT

MiawnyHkoBa 3anosa Ninonis

YXupoBa TkaHuHa

~ 5 CVIHTE3 XUPHMX KUCNOT
CwuHTe3 xonectepony
| [TIOKOHEoreHes
MeyiHka

Puc. 4.6. Ponb AM®-akTBoBaHoi npoteiHkiHa3n (AM®K) y perynsauii eHepreTudHoro 6anaHcy Ha
piBHi opraHi3amy: CTpinku Bka3ylTb Ha akTUBYHOUI, a NiHii 3 NNaHko — Ha iHribyro4i edekTn
[Hardie, 2004]

V pakoBHX KIITHHAX YMHHUKH, SIKI 3HIXKYIOTh PIBEHb BHYTPIIIHBOKIIITHHHOTO
AT® i cipruuHSI0TH 301bIIeHHS criiBBiqHOIICHHS AM®D/AT®, aktiByrorh AM®K
3a y4acTi myxauHHoro cynpecopa LKB1 (liver kinase B1; puc. 4.7). [Hmi ynHHAKH,
SIKi BUBUIBHSIIOTB i3 BHYTPILIHBOKITITHHHUX Jerno ioHu Ca?*, MOXKYTh aKTHBYBaTH
CAMKKZJ (Ca*/CaM-dependent protein kinase kinase ), a Ta, y cBOI uepry, —
AMO®K.

AxtuBanis AM®K y pakoBuX KIiTHHAX NPU3BOJUTH 0 3yNMUHKU KIITHHHOTO
UKy yepes reH-cynpecop TSC2 (tuberous sclerosis protein 2), cripusie BiTHOBIEH-
Hio piBHs1 AT® i Giiokye IIrOKOHEOreHe3 onocepeakoBano yepe3 IRS-1 (insulin
receptor substrate 1), skuii mepegae CUrHa BiJl perienTopa iHCyaiHonoaAiOHoTOo (hak-
topa pocty (IGF-1) na perynsropuuit nusx PLK / AKT [Shawa, 2006]. Otxe,
AMO®K QyHKITIOHYE SIK CBOEPITHUI €HEPTeTHYHUN CEHCOp, 110 KOHTPOIOE MeTa-
0O0JTYHI TIPOIIECH, TPUCTOCOBYIOUH iX JI0 MOTPEO OpraHizmy.
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A AM®/[AT®]
~
lwemis LKB1
N @@ AMOK
¢ AHaboniam KaTtaboniam T
i \ /
BV\9°6HVMTBO AT
ATO CnoxwuBaHHs AT® Bupo6HuuTeo ATO

Puc. 4.7. AM®K sk eHepreTuuHuii ceHcop. LKB1 — npoteinkiHaza poanHn CAMKL, pakoBuii cynpecop,
LLI0 JonoMarae KOHTPOMoBaTU KIMITUHHWIA LMKIT, anonTo3 i eHepreTU4HUiA romeocTas

4.5. IHWI MAKPOEPTITYHI CIMOAYKHA

lpponi3z nesikux hocHoprIbOBaHUX CHONYK 1 Tioe(ipiB CyNpOBOIKYETHCS
BHUBUIBHEHHSIM O1JIBIIOT KiTBKOCTI eHeprii, Hixk 3a rigponizy AT®. Lle crocyeTncs,
30kpema, pochoenonmipysary, 1,3-nudocdoraiuepary, kpearunpochary i are-
tnin-KoA.

Y kniTuHax € metabonitn, SKki MalTb BULLE Big’€éMHE 3HAYEHHS BEMUYUNHU
BiNTbHOI eHeprii riaponiay, Hixx ATO.

VY cxnani pochoenonmipysary (puc. 4.8, 4) € hochoedipuuii 38’ 430K, AKUit
MOXKE 3a3HaBaTU TiIPOJITHYHOTO PO3LICIIICHHS 3 YTBOPEHHSAM €HOJIbHOI (hOpMH ITi-
pyBary. Lle#t Ge3mocepenHiii MPOaYKT TiAPOIi3y Bifpa3y 3a3HAa€ TayTOMEpHU3aIlii
1 TIEpETBOPIOETHCS Ha OUTBII CTIHKY KeTodopmy mipyBary. OCKUIbKHM BHXi/JHA CIIO-
ayka ((pocdoenonmipyBar) Moxke icHyBaTH JHIIe B OHii (opmi (eHoITy), a yTBOpe-
HHU TPORYKT (TipyBar) — y ABOX (hopMax, MPOAYKT peakilii € CTIHKIMNM, HiXK Cy0-
crpar. L{s ocoOmuBIiCTb 1 3yMOBIIOE BUCOKE 3HAYCHHS CTAaHIAPTHOI BiJIbHOT eHeprii
rigpodizy pochoenonmipysary — AG'’ = -61,9 kJx/MOJIb.

SIx BUIIMBAE 3 MPUHIMITY aIMTUBHOCTI 3MiH BUILHOI €HEprii y MOCIHiJJOBHUX
peaxuisix (auB. migpo3ain 2.3), cunre3 GochopuIboBaHOl CIIONYKH Ma€e OyTH crpsi-
JKEHUHU 13 pO3MICTUICHHSIM iHIIO01 ochopmIboBaHOI CIIONYKH, CTaHIapTHA BUTbHA
EHepris rigpomisy sxkoi € 6inbmoro. Ockinbku 3a Biamenienns @ Bin pochoenon-
MipyBaTy BUBUIBHSAETHCS OUTBINE €HEpTii, HixK MOTpiOHO s cuHTe3y ATD, Tepmo-
JMHAMIYHO BIPOTiTHHUM € TIpsMe repeHeceHHs ¢pocdarHoi rpynu Big pocdoeHoni-
pyBary Ha AJ1D:

AG"
(1) ®ocdoenommipysar + H,O — mipysar + ® ,  -61,9 kJ[/Moib. 4.3)
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2)AdD + D — ATD + H 0, +30,5 x/[x/Monb.  (4.4)
(3) ®ochoenonmipysar + AJI® — mipysar + AT®, -31,4 xJlx/Monb.  (4.5)

[Hma tpukapbonosa cronyka — 1,3-audocdorainepar (puc. 4.8, 5) MicTuTh
AHTIIPUIHUH 3B’ 30K MK KapOOKCHIILHOKO TPYIIO0 Ta 3aauiikoM (HochopHOT Kuc-
notu. s Tigpomizy mporo anuidocdary Takok € XapaKTepHUM BHUCOKE BiJl €MHE
3HAUEHHS 3MIiHM CTaHIapTHOI BibHOT eHepril (AG' = -49,3 xJ[/MOJB), 1110 Mosic-
HIOETBCSI 0COOMMBOCTAMHU CyOCTpary i IPOAYKTIB peakuii. ¥ pasi npuennanns H,O
JI0 aHT1ApUIHOTrO 3B 53Ky 1,3-mudocdorminepary oauH i3 yTBOPIOBaHUX NPOAYKTIB,
a came 3-docdonminepuHoBa KUCIOTA, Bipasy BTpadae MpoToH i HabyBae (hopmu
KapOOKCHIIaTHOTO 10Ha — 3-ocdorinepary, SKUid Moxke OyTH Y BUIIISII IBOX OfHA-
KOBO BipOTiJHHUX pe3oHaHcHUX (opM (puc. 4.8, b). ILIBuke nepeTBOpeHHS CTPYKTY-
pY TIPSIMOTO MPOIYKTY peaktlii (3-pochonmimepnHoBOi KHCIOTH) Ha CTPYKTYPY pe-
30HaHCHO-CTa01J1i30BaHOTO 10HA CIIpHUsi€ mepediry mpsaMoi peakmii 40 KiHIIs.

Kpeatundocdar € mie onHi€I0 CIONYKOIO, T1APOII3 SKOi CYITPOBOIKYETHCS BU-
BUTLHEHHSIM 3HAUHOI KUTbKOCTI eHeprii. DepMeHT KpeaTHHKIHa3a KaTalli3ye PeaKiiio
nepenecenns @ Bin kpearnnpocdary na A D:

Mg2+
A1 + xpearurdochar — ATD + kpeaTuH. (4.6)

VYHacainok rigpomnizy 38’ s13ky P-N y cknani kpearundocdary (puc. 4.8, B) yTBo-
PIOKOTHCA BinbHKH KpeatuH 1 @ . BupinbHenns @, 31 ckialy MOJIEKYJIH Ta PE30HAHC-
Ha cTaliii3amis KpeaTuHy CIpUSIOThH Mmepediry peakuii 37iBa HampaBo 10 KiHIIS.
BenwunHa 3MiHM cTaHIApTHOT BUTBHOT €HEPrii y peakiiii riapomizy kpearnHgocdary
TAKOXK € BUCOKOIO 1 CTaHOBUTH -43 KJ{»/MOIb.

Kpearundocdar Bukonye pons moctymHoro aeno ¢gocdarHux rpyr, HE0OXia-
HUX Juig 3a0e3nedenHs mBuakoro cuaresy AT® 3 AJI®D. KoHueHTparis KpeaTuH-
docdary B ckeneTHUX M’s3aX CTAaHOBUTH MpHOIU3HO 30 MM (TOOTO JECh Y IiCTh—
JecsTh pa3iB NepeBuIye KoHUeHTpawito AT®), a B mageHbKUX M’si3aX, MO3KY Ta
HUPKax KOIMBAEThCs B Mexkax 5—10 MM. bararo kpeatnHdocdary € Takox y KIiTh-
Hax CITKIBKH OKa 1 CTiepMaTo30igax.

Komu y nepiox roctpoi morpedu B eHeprii 3anacu AT® y KniTHHI BUUEPITYIOTb-
cs1, came KpeaTrH(hochar BUKOPUCTOBYETHCS sl BiiHOBIEHHS piBHS AT®D, npudo-
My WBUAKICTH yTBOpeHHS AT® y 1iboMy pa3i 3HAYHO NEPEBUILY€ IBUIKICTh CHHTE-
3y AT® y karaboniunux peakuisx. Komu morpebda B eHeprii 3HIKY€EThCS, KIITHHA
BHKOPUCTOBY€E CHHTE30BaHWM y KaraOomiuHnxX peakmisx AT® st mormoBHEHHS 3a-
naciB kpearnHdocdary cnocoboM 00epHEHHS KpeaTHHKIHA3HOT peaKIlii.

Y M’s13ax 6aratbox 0e3xXxpeOeTHUX OpTraHi3MiB poihb pe3epBHOI hopmu dhocdar-
HUX TPYIN BUKOHYIOTH iHLI, MOAiOHI 10 KpeaTtuH(pocdary cmoiayku, siKi MarOTh
3arajibHy Ha3By (ocdareHu.

VY kiiHIYHIA npakTUii kpeaTnH(pochaT BUKOPUCTOBYIOTh Y HEBPOJIOTIT [T JTi-
KyBaHHs TIOPYIIEHb MO3KOBOTO KpoBooOiry. [Toka3zamu 10 BUKOpHCTaHHS KpETHH-
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| ” rigponia ” pe3oHaHcHa 7 §*
_ *NH, o, *NH, cTaGinizavis HZE{
KpeaTtuHdocdar KpeaTtuH

KpeatuHdocdat® + H,O —> kpeatuH + d)ﬁ'
AG'® = -43,0 k[x/Morb

r o KoASH 0 H* o
4 inponia Y% 2 pesoHaHcHa
CH3—C\ M CH4— C\ ‘_—L CHs— Cé _ craGinisauis
S-KoA  H,0 OH ioHisavis o’
Auetun-KoA OurtoBa Kucnora AueTart

Auetun-KoA + H,O — ayetat + KoA + H*
AG'"® = -31,4 kOx/Monb

Puc. 4.8. Tigponia docdoeHonnipysaty (A), 1,3-andocdorniuepaty (b), kpeatuHdocdaTty (B) 1 aue-
Tmn-KoA ()
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docdary € Takox rocTpuil iHpapKT Miokap/a, iHTpaonepaiiiiHa imemis Miokap/a,
XpOHIYHA cepleBa HEJOCTAaTHICTh, FOCTPE HOPYLICHHS MO3KOBOTO KPOBOOOiry. 3a
OJTHOPA30BOTO BHYTPIIIHHOBEHHOTO BBEJICHHS KpeaTHH(ochary MakcuMallbHy KOH-
LEHTpALil0 Ipernapary B KpOBi peecTpyIOTh yxke depe3 1-3 xB. Y kpoBi kpeatundoc-
(hat IHAKTUBYETHCS 3HAYHO MOBiUTBHIIIE, HiXK ATO.

Mennunuii npemnapar KpeaTHHpocdary mokpailye MetadoaizM Miokapaa Ta
CKEJIETHUX M s3iB, 3a0e3Iedy€e BHYTPIIIHHOKIITHHHE TPAHCIIOPTYBAHHS €HEprii,
CIIOBUJIBHIOE 3HIKCHHSI CKOPOYYBAJIBHOI 37aTHOCTI CEPIIEBOro M’si3a 3a imemii.
VY cnoptuBHiil MenunmHi KpearnHpochaT BUKOPUCTOBYIOTH AJISl TPOQIIAKTHKH PO3-
BUTKY CHHIPOMY (hi3HIHOTO MEepEHANPYKCHHS Ta MOKPAIMIEHHS aganTallii 10 eKc-
TpeManbHUX (pi3MYHUX HaBaHTaKeHb. BiH BHOIPKOBO HArpOMaKy€eThCsl Y TKAHHHAX
13 HECITPUATIIMBUMH HACITITKaMH (Pi3UYHOTO MTepeHAIPY KEHHSI.

Tioedipu, y ckiaji IKUX OKCUTeH eipHOro 3B’ 43Ky 3aMillleHH Ha aTOM CYJlb-
bypy, TaKOXK XapaKTEPU3YIOTHCSI BUCOKMM BiJl’€MHUM 3HAYECHHSM CTaHJIapTHOT BiJIb-
HOT eHeprii rigpomizy. Auetu-KoA € oqamm i3 6aratsox Tioedipis, sSKi BiIIrpaloTh
BaXXJIUBY POJIb Y METa0ONIYHUX Mpolecax. AIMIbHA Tpyla y CKIaAl LUX CHOIYK
aKTHBOBaHA 1 6epe yJacTh Y PEaKIlisax TpaHCAIMITIOBAHHS, KOHICHCAIII] Ta OKUCHEH-
HsI-BiJTHOBJICHHS. A1leTu-KOA Takox Halle)KHUTh 10 BUCOKOCHEPTETUYHUX CIIOJYK.

Tioedipu MeHIIe MiAAAIOTECS PE30OHAHCHIN cTabuTizalii, HiX TPOIYKTH TIXHBO-
ro rigpomizy (puc. 4.8, I'). T'inpomni3 Tioedipy Takoxk CynpOBOIKYETbCSI YTBOPEHHSIM
KapOOKCHIIbHOT IPYITH, SIKa MO>KE 10HI3yBaTHCh Ta iCHYBaTH Y BUINISAL KUTBKOX CTild-
KUX pe3oHaHCHUX GopM. Pazom mi ¢akTopy i 3yMOBIIOIOTH BUCOKE BiJ’€MHE 3HA-
yeHHst AG™ (-31 x/[x/Monb) rizpomnisy anernn-KoA.

OTxe, y peaKIlisx rigpodizy, sSKi CyIpOBOIKYIOTCS 3HAYHIUM 3HH)KEHHSM CTaH-
JapTHOT BUIBHOI €HEprii, yTBOPIOIOTHCS MPOAYKTH, LIO € CTIMKIINME, HIXK BUXIiTHI
cyocrpaty. Lle mosiCHIOEThCSI TAKUMH TPUYMHAMM:

1) emexkTpocTaTruHe HANPYKCHHS BCEPEAUHI CyOCTpaTy MOCTaOII0EThCS BHA-

CIIIZIOK ITPOCTOPOBOTO PO3’€AHAHHS OJHAKOBO 3apsKEHUX IPYII, SIK LE Ma€e
Mictie y pasi rigporizy ATO;

2) MpOAYKTH peakiii cTalimi3yoThcsl BHACHIIOK 10HI3a1il, IK Y peakwisx riapo-

nizy AT®, armundocdari i Tioedipis;

3) MPOAYKTH peakiii TakoK CTaOlIi3yIOThCs 3aBISIKH i30MepH3alii (Tayrome-

pu3auii), Ak y pasi rizponizy gochoenonmipysary;

4) TPOMYKTH peakIii MOKyTh MaTH BUTTIS Pe30HAHCHUX (GOPM, SIK, HATIPUKIIAT,

KpeaTuH, 10 BUBLIBHAETHCS 31 CKiIany KpeatuHpocdary, abo kapOokcunar-
HUH 10H, 0 BUBLIBHAETHCS 31 ckiaay anmidocdari i Tioedipis, g doc-
¢at, 10 BUBIIBHAETHCS MICS PO3LICIUICHHS aHTiIApUIHUX a00 edipHUX
3B’SI3KIB.
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Miacymok 4. AT® K AXKEPEAO 3ANACAHHS EHEPTIT

o AT® Bimirpae ocoOIMBY poiib B 00MiHI €HEPrii, y MOE€IHAHHI PeaKIii
Katabomi3My i aHa®osi3My Ta y BUKOHAHHI 30BHIIIHLOI poOotu. Lle
CHEepreTUYHa BajoTa JKUBOI KIITHHHU. EX3eproHiuHi peakiii riapoizy
AT® crpspkeHi 3 bararbMa eHACPTOHIYHUMHI PEAKITISIMHA 1 TTPOIIECaMHU.

e 3a3Buyail cpsDKEHHS MpoleciB BUBLIbHEHHS eHeprii AT® Ta ii BuKo-
PHUCTaHHSI 7Sl eHIEPTOHIYHOTO EPETBOPEHHSI CyOCTpaTiB BiZlOyBa€eTHCS
BHACJIIIOK TpaHchepasHoro nepeHeceHHs GocdarHoi, mipodocharaoi
4yn ajeHinpHoi rpymu Big AT® Ha cyOctpar abo Monekyny (hepMeHTY.
OpHak Jaesiki IpoLecH y KIITHHI CYMPOBOKYIOTHCSI BAKOPHCTAHHSIM
eHeprii rigpomnizy AT® Ge3mocepeqHhO Ha BUKOHAHHS 30BHINTHBOI PO-
00TH — HAaNPUKIIAJ], HA M’ S30Be CKOPOUEHHS YU TPAHCIIOPT 10HIB MPOTH
EJIEKTPOXIMIYHOTO IPai€HTa.

e Oxpim AT®, y KITiTHHAX HAsSBHI W 1HIIT METaOONITH, SKI XapaKTepu3y-
FOTHCSl BUCOKHM BiJI’ €MHHM 3HAUEHHSM BEIMYMHU BUTEHOI €HEprii Trij-
pomi3y, Taki sk docdoenonmipysar, 1,3-audocdorminepar i KpeaTHH-
tdocdar. Lli BuUCOKOEHEPTeTHYHI CIONYKH, K 1 AT®, MaloTh BHCOKHUI
noTeHuian nepeneceHus pocharaux rpyn. Bucoke 3Ha4eHHS BEINYUHU
BIJILHOT €HEpril riipomi3y XapakTepHe Takox AJsl Tioedipi, 30Kpema,
Jutst aneTiin-KoA.

1.

a 3ABOAHHA | KOHTPOJIbHI MATAHHA

Po3paxyHok BemuuH AG™ 1uis peakuiii 3a yuactio AT®. Ha mincrasi nanux taou. 4.1
00uncTiTL AG' 17151 TAKHX peaKiiii:

A)ATD + ppykroza - AID + Pppyxro30-6-hocdar;

B) Kpeatundocoar + AJIO — kpearun + ATO.

Jo6oBa yruaizauis AT® B oprani3mi qopoc.ioi JroanHu.

A) 3a yMOB, KOJH J0pOcCia JIIOAUHA Macoto 68 Kr moaoou otpumye 3 Dketo 8 360 kJlx
eHeprii, po3paxyBartu KibKicTe AT®, sika yTHII3YEThCSI B OpraHi3Mi JIIOIUHU YITPO-
JOoBXK 24 ron. BapTo 3ayBaxxuty, 1110 e(peKTHBHICTh EPETBOPEHHS €HEPril XapuoBUX
nponyktiB Ha eHeprito AT® cranouth 50 %. SIKuif BiICOTOK MacH Tila CTAHOBUTH
1S KUibKicTh ATD?

b) B oprani3mi JIOQMHU IIOIHS CUHTE3YETHCS 3HauHa KinbkicTh AT®, ane maca Tina,
Horo OymoBa Ta CKJIaj yMpoJAOBK OO NEPioAy CyTTEBO HE 3MIHIOKOThCA. SIK mosic-
HUTH 1eH paxt?

HIBuakicTs 00Miny y- Ta B-docdarHux rpyn AT®. SIkiio 10 IpiKIPKOBOTO eKCTPAKTY
JIO/IaTH HEe3HAYHY KUbKicTh AT®, Mi4eHOT0 130TONOM y TIOOXKEeHH] Y-hocdaTHoi TpymH —
[y-?P]AT®, To BiKe 3a Kilbka XBHIIMH MOJOBHHA MiTKH Oyzie BusBNeHa y ckiani @ , ae
koHueHTpatis AT® He 3miHuTbCS. [TosICHIT 11e# (hakT. SIKII0 MPOBOJUTH TaKUii EKCIIEPH-
MEHT, ajie 3 BUKopucTanHsaM AT®, miueHoro i30tonom y nosnoxeHHi B-ocarnoi rpynu
[B-*P]AT®, To BusiBuTH **P y ckiazi @, yepes Takuil KOpOTKHMiA yac He BaaeTbes. Yomy?
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4.

Posmeniennss AT® o AM® i ®@® . Cunre3 akTUBOBaHOI (hopMu auerary (aie-
TH1-KoA) BindyBaerbes y Takiii peakuii:
Anertar + KoA + AT® — anetnin-KoA + AM® + O

A)AG'" 3a rigpomnisy anerun-KoA mo anerary i KoA cranoButh -32,2 k/Ix/Morb, a 3a
rigponizy AT® 1o AM® i ®D —-30, 5 kJlx/Monb. O6uncnuty 3HadenHs AG™ s
AT®-3anexnoro cuutesy aneTuiKoA.

b) ®epment HeopraniuHa nipodocdarasza pyHKIIOHYE Maike B yCiX KITITHHAX 1 KaTai-
3ye rigponiz @O jo @ . Sk ueit pepmeHT BrMBae Ha cUHTE3 aneTHI-KoA?

Bubepitb ¢ochopuinboBaHi ciosiyku, o MarTh 0iJbL1y BUIbHY eHeprilo rigpoJisy,
Hisk AT®:
1) pocdoenommipysar; 2) 1,3-mudocdorminepar; 3) mansrosa; 4) aretui-KoA.

TiapoJi3 sikoro Makpoepra xapakTepu3y€eThcsl 3MiHOIO CTAHAAPTHOI BIJILHOI eHep-
rii Ha -43 k]/x/Moub?

1) kpearunpocdar;

2) ATO;

3) ALD;

4) 1,3-nudocdormitepu.

BubepiTb ageninarkinazny peakuiio:
1) 2A0® <> ATO + AMD;

2) ATO — AJID + @ ;

3) AI® + ®, — ATO;

4) 2AM® + @ — ATO.

Y sxiii popmi, kpim AT®D, e Mozke 30epirarucs eHepris?
1) y BUDJISIAI IPOTOHHOTO TIOTEHIIAY;

2) y BUIJISIZIL HATPIEBOTO MOTEHIIANY;

3) y BUIJISI/II KQJIIEBOTO TTOTEHIIIaNYy;

4) nemae iHmMX (OpM 30epiraHHs eHeprii.

[
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PO3AIA 5

OKUCHO-BIAHOBHI PEAKUII
Y BIOAOTIYHUX CUCTEMAX

¢ OKMCHO-BiAHOBHI napu

Cnoco6u nepeaayi eAeKTPOHIB Y OKMCHO-BIAHOBHMX
peakuisx

CraHAQpPTHUI OKMCHO-BIAHOBHMI NOTEHLIiaA

PoAb nipuAMHOBMX i (hAQBIHOBMX HYKAEOTHAIB
Y OKMCHO-BIAHOBHMX peakLisiX

Baxnuy ponb B eHepreTMyHMX npouecax y KniTuHi Bigirpae He nuwe
nepeHeceHHs octaTHMx rpyn 3a ydactio monekynu AT®O, a n nepeHecek-
HS1 €NEeKTPOHIB Y OKMCHO-BIAHOBHMX peakuisx. 3a nepebiry Takux peakuin
OfHi CMnonykn BTpayaltTb ENEKTPOHM i BHACMILOK LbOro OKUCIHOHTHCS,
a iHLWi — NPUEOHYIOTb ENEKTPOHN i BiGHOBMIOKOTHCS.

5.1. OKUCHO-BIAHOBHI INMAPU

VY xemoreTepoTpodiB JKEpEIoM eICKTPOHIB JIJIsi OKHMCHO-BIJIHOBHUX PeakIlii
€ BIIHOBJICHI XiMiYHi CITOJTyKH, IIIO0 BXOMATH JIO CKJIay MTOXHUBHUX PEYOBHH, a y (o-
TOABTOTPO(DiB — BiZJHOBIICHI XiIMi4HI CIIOJTYKH, CHHTE30BaHi 3 BHKOPUCTAHHSM CBiT-
J0Boi eHeprii. Y peakuisix OKHCICHHS Yy KIITHHAX €JICKTPOHHU MEPEMIIIaloThes Bij
LMX PEYOBHH Y1 IXHIX MPOMIKHHUX META0OTITIB (BiJ TOHOPIB €IEKTPOHIB) A0 CIIeIIi-
aJTI30BaHUX TICPEHOCHHKIB €JICKTPOHIB. [IepeHOCHHMKH, Y CBOIO Uepry, BiIJArOTh
€JICKTPOHH aKIIETITOpaM, CITOPITHEHICTh SKUX 0 €JICKTPOHIB € BHIIOIO, HI)K Y TIepe-
HOCHHUKIB, 1 Take MepeHeCeHHs CYNPOBOIKYEThCSI BUBLILHEHHSIM CHEPTII.

VY xnitrHaX (QYHKIIOHYIOTh OKMCHO-BITHOBHI JIAHITFOTH 3 €JIEMEHTIB, SKi BiApi3-
HSIIOTBCS 32 CIIOPIAHEHICTIO /10 €JeKTPOHIB. ENEKTpOHH CITOHTaHHO NMEepeMiIaloThCs
Y3/I0BXK TAKOTO JIAHIIOTA T €0 CHJIH, BETMYMWHA SKOI MPOTOPIIiiiHA Pi3HUII CIO-
PITHEHOCTI TOHOPIB 1 aKIENTOPIB IO E€IMEKTPOHIB — TaK 3BaHOI eJIeKTPOPYIIiiHOT
cuim. Y pasi (hepMEHTaTUBHOTO OKUCIICHHSI TJIFOKO3U BUBUILHEHI €JIEKTPOHH CIIOH-
TaHHO ITEPEMIIIAFOTHCS BiJl OJHOTO IPOMIDXKHOTO IEPEHOCHUKA EIEKTPOHIB JI0 1HIIIOTO
i, 3pemuToro, mepenocsaThes Ha O,. Taka peaxilis NEpEHECEHHs €IEKTPOHIB € EK3epro-
HI4HOIO, OcKinbkH O, Ma€ HabaraTo BHILY CIIOPIAHEHICTh JI0 €JIEKTPOHIB, HIX MPO-
MIXKHI IIEPEHOCHUKH EJICKTPOHIB.
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Mornexkyimy, atom abo i0H, sIKi BiIJaf0Th €JIEKTPOHU B OKUCHO-BiTHOBHIH peak-
11ii, HA3WBAIOTh IOHOPOM, BiTHOBIIOBAIIEHUM areHTOM, a00 BiTHOBHUKOM. BimoBin-
HO, MOJICKYJTY, aTOM YH 10H, SIKi IPUETHYIOTH €ICKTPOHH BiJl BiTHOBHUKA, HA3WBAIOTh
aKIENTOPOM, OKHCHIOBAJIBHUM areHTOM, a00 OKUCHHUKOM.

XiMiYHi pevyoBMHM, SKi YTBOPKOKTb CUCTEMY 3 OKUCIEHOI Ta BiAHOBMEHOI
hopMU, € CMPSHKEHOID OKNCHO-BIQHOBHO Napoto, abo peaoKc-napoto.

Hanpukoia, SKIIo B po34rHi MiCTSAThCs KaTioHu (epymy B okucHeHomy (Fe*")
i BizHoBmeHoMy (Fe*") cramax, To BoHH (hopMyIoTh penokc-mapy Fe¥'/ Fe*". Xapak-
TEPUCTHUKOIO CIIPSKEHOT apH € OKUCHO-BiIHOBHUH noTeHwian. CrpsbkeHi OKUCHO-
BiIHOBHI TIapH BiMIrparoTh BaXKIIUBY POJIb, 30KpeMa, y PyHKIIIOHYBaHHI JUXATHHOTO
JIAHIIOTa MITOXOHIPiM.

5.2. CIMOCOBMU MNMEPEAAYI EAEKTPOHIB
Y OKUCHO-BIAHOBHUX PEAKLIAX

VY KHUBHX KIIITHHAX € YOTUPHU CIIOCOOM Tiepeadi eleKTPOHIB BiJ OJHI€T MOJIEKY-
JU (TOHOpA) Ha IHITY MOJIEKYTY (aKIenTop).

lMepenaya enekTpoHiB Big4 OOHOpa OO0 akuenTopa MoXe BigbyBatucs 3a
6e3nocepeHbOro NEPEHECEHHS EMNEKTPOHIB, NEPEHECEHHSA ENIEKTPOHIB
y CKnagi aToMmiB rigporeHy, y cknagi rigpug-ioHa Ta cnocobom npsmoi
B3aemofil JoHopa 3 KUCHEM.

1. Be3nocepeAHe nepeHeceHHs1 eneKTPoHiB. Hanpukias, OKMCHO-BiTHOBHA
mapa Fe*"/ Fe?* moxe nepenasatu enektpon mapi Cu** / Cu’ 3rifiHo 3 peakiiero:

Fe?* + Cu** — Fe** + Cu™. (5.1
loHU KynpyMy BiJTHOBIIOIOTHCS 3aBISIKH €JIEKTPOHAM, BUIICHUM YHACIiJOK
OKHCHEHHS 10HIB hepyMy.

2. MNepeHeceHHA eneKTPOHIB y ckrnapi aTomiB rigporeHy. AToMm TiJporeHy
ckianaethest 3 mporona (HY) i omHoro enexrpona (€7). Y 1mpomy pasi BigOyBaroThCs
TaKi peakuii:

AH, — A +2e +2H", (5.2)

AH,+B - A +BH,, (5.3)

ne AH, — nonop rigporeny (abo eJ1eKTpOHiB) y BiIHOBIIEHiH popmi, A, B — oxucneni
(popmu pevosun; BH, —Binnosnena popma pevosunu B. AH, i A pazom cTaHOBIATH
CHpsHKEHY OKHMCHO-BiZHOBHY Tlapy (A/AH,), sika MOXe BiJHOBIIFOBATH iHIY CIIOJTY-
Ky B (abo inmy napy — B/BH,) cioco6om nepeHeceHHs aToMiB TiIporexy.
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3. NepeHeceHHs1 eNeKTPOHIB y cknapgi rigpua-ioHa. ['inpua-ion mae Ha opOi-
tani aBa enexrponu (:H"). Take nepeHeceHHs €, HANPUKIAJ, Y PEAKLisX, sIKi KaTali-
3ytoThesi HA Jl-3aexHuMu JerigporeHazamMu.

4. NMepeHeCeHHSA eneKTPOHIiB cnoco6oM MpsAMoi B3aeMopii BiAgHOBHMKA
3 KUCHeM. Y 1IbOMY Pa3i OKCUTeH KOBAJICHTHO 3B’SI3y€ThCS 3 BIIHOBHUKOM. [IpuKiia-
JIOM Takol B3a€MOJIii € OKUCHEHHSI METWIBHOT TPYIIH OpPTraHivyHOi PEYOBHUHU 3 YTBO-
PEHHSM CIIHAPTY:

R-CH, + O, +2H' — R-CH,0H + H,0, (5.4)

ne R-CH, — nonop enexrponis; O,— akuentop eJgeKTpoHiB.

OCKITBKY B yCIX YOTHPHOX BUTAAKAX BiIOYBAETHCA TPAHCIIOPT EIEKTPOHIB, JIJIS
MMO3HAYeHHsI YHi(DIKOBAHOTO €JIIEKTPOHHOTO €KBiBAJICHTA, IKUH Oepe yJacTh y peak-
1ii OKHCHEHHS—BiTHOBJIEHHS, BUKOPUCTOBYIOTh HEHTpaJIbHUM TEpMiH BiJIHOBJIIO-
BaJIbHHUIi eKBiBaJIEHT.

5.3. OKUCHO-BIAHOBHMM MOTEHLIAA

[TpuxirangoM HaWTIPOCTIIIOT OKMCHO-BITHOBHOT CHCTEMH € TIPOIIEC OKHCIICHHS
JIBOBAJICHTHOTO (epyMy J0 TPUBAJIEHTHOTO. Y Iil peaKiiii OfuH eJIeKTPOH Tepeaa-
etbest 3 fonopa (Fe*") na akuenrop (Fe*):

Fe* —» Fe¥* +e. (5.5)

Taka cucrema, 110 OJIHOYACHO MICTUTh OKHCIICHY 1 BITHOBJICHY (hOpMY CIIOJIY-
KH, XapaKTepU3yEThCsl OKMCHO-BiITHOBHUM MOTeHIiaaoM. BenmnauHy oKHCHO-BiI-
HOBHOTO notenuiany (£ ) po3paxoBytots 3a popmyioro Hepucra:

£, — g+ R 10
nF [Red ]
ne E'°— craHgapTHH OKMCHO-BiJHOBHUH MOTEHIIIA, SIKHI €KCIIEPUMEHTAIBHO BHU-
3HAYAITh y CTAHAAPTHUX YMOBAX, 30Kpema, 3a pH 7; R — yHiBepcallbHa ra30Ba cTa-
na; T — abconroTHa Temrepatypa; F — koHcTanTa Dapajes; 7 — YUCI0 eJSKTPOHIB,
3alisHuX y peakiii, a [Ox] i [Red] — KOHIIEHTpaIlii CIIOJYKH B OKKCJIEHIH Ta BiJJHOB-
nieHii Gpopmi BiMOBIIHO.

Ko xoHTIeHTparlii okucieHoi Ta BigHOBICHOT (POPM CITOITyK TOPiBHIOIOTH 1 M,
cuiBBigHomenHs [Ox] / [Red] nopiBHIOE onuHUIN. 3a TAaKUX YMOB i BUMIPIOIOTH
CTaHJAPTHUI OKUCHO-BiTHOBHUI moTeHmian £ ekciepuMeHTansHo (puc. 5.1) i Bu-
pakaroTh Horo y BonbTax (B).

SIk abcoNrOTHUI CTaHmapT /Ul BUMiptoBaHHs E'’ BUKOPHUCTOBYIOTh CTaHIapT-
Hu#l BomHeBMiA exekTpox 3a pH 0!, enekTpopyIiiiHy CHITy SIKOTO 3a BCiX 3HaY€Hb
temneparypu npuiiMarots 3a 0,00 B. Ha puc. 5.1 crannaprHuil BogHeBUI e1eKTpos

(5.6)

! Ko KOHIIEeHTpaILlisl MPOTOHIB y cepeoBuiii gopiHioe | M, To pH (Bix’emMHui AecsITKOBHI Torapudm
KOHIIEHTpAIlii MPOTOHIB) JOPIBHIOE HYITIO
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MTOMIIIEHUH Y JIiBY MOCYAUHY. Y TpaBiil MOCYAWHI € pO3YMH 3 OKUCHEHOO Ta BiJI-
HOBJICHOIO (hOpMaMHu Bi/ITIOBIIHOI CHIONYKH, Hanpukia, Fe** / Fe?, B sikuii 3anype-
HO IHEPTHHI MJIATHHOBUH eNeKTPoA. (Bl MOCyIMHU CIIONyYeHi Mik 0000 COJIbo-
BuM MicTkoM (Hacmuenuit po3unH KCl). [rarnHa B X BUNagkax He Oepe ydacTi
B peakilii, a € TIIbKK MEePEeHOCHUKOM eJIEKTPOHIB. SIKIIO 10HM y TpaBiii mOCyAuHI
€ KpalllM OKMCHUKOM, HI’K CTAaHAAPTHUI BOJHEBUH €NEKTPOX, TO YaCTHHA 3 HUX
BiJTHOBUTHCS 33 paXyHOK €JIEKTPOHIB BiJl IUIATHHOBOTO eyleKTpoaa. Tosi 3apsi ria-
TUHOBOTO €JIEKTPOJa y MpaBiii HOCYAMHI cTaHe TOAATHUM ILOJO 3apsly cTaHIapT-
HOTO BOIHEBOTO €JIEKTpoAa. SIKII0 i0HW Y pO3UHHI € KpalluM BiTHOBHUKOM, HIX
CTaHJAPTHHUI BOJHEBHH €IEKTPO, TO YACTHHA i0HIB OKUCIUTHCS, BiIJABILIHN €JICK-
TPOHU IJIATUHOBOMY €JIEKTPOAY. 3aps/l INIATHHOBOIO €JIEKTPOAA Y AOCIIIKYBaHO-
MY PO3YHHI NMPaBoi MOCYANHHU 33 IUX YMOB CTaHE BiJ'€MHUM ILOJO CTaHAaPTHOTO
BOJIHEBOT'O eJieKTpoaa. @akTUUHO MOTEHILial BOro eJIeKTPOa 1 € OKMCHO-BiJHOB-
HHUM TIOTEHITIaJIOM PO3UHHY.

BonbtmeTp
AE" B
Pt-enektpog ConsiHmm MicTok Pt-enektpog
H,, ras / /
<

[ 4 ]

olal o
0%
ol ©
Fe?]=1M
HY=1M [
H [Fe*]=1M
pHO pH7

Puc. 5.1. BumiproBaHHS1 cCTaHAAPTHOIO OKUCHO-BiAHOBHOIO NoTeHuiany. Y niBii NocyaunHi po3amMileHuni
CTaHOapTHUI BOOHEBUW €NeKTPOA — 3aHYPEHUN Y PO34MH 3 OOHOMOJSISIPHOK KOHLIEHTpaUieo
NPOTOHIB NNaTUHOBWI ENEKTPOS, SIKU OMUBAETLCS ra3onogioHNM H2 3aTucky 101,3 klMa. Y npasin
NOCYAVHI — AOCMiAXXyBaHa OKUCHO-BiAHOBHA napa. IHLWi NOSICHEHHS B TEKCTI

VY pasi omHaKOBUX (OTHOMOJISIPHHUX) MOYATKOBHX KOHIICHTPAIlIH OKMCHEHOI Ta
BiJHOBJIEHOI (popM TakMM crocoOOM i BU3HAUAIOTh CTAHIAPTHHI OKHCHO-BiJHOB-
HUI TIOTEHITIAN CIPSHKEHUX OKMCHO-BiqHOBHUX Tiap. J{ist mapu Fe*" / Fe*” cranmapr-
HU#M OKMCHO-BITHOBHMIA TIOTeHItian cranoButh +0,771 B, a mmsa mapu Cu** / Cu’ —
+0,170 B.

VY tabn. 5.1 HaBeneHO 3HAYCHHS CTAaHIAPTHUX OKHMCHO-BIIHOBHHX ITOTCHITIATIB
HU3KW OKHCHO-BiIHOBHHUX Map y O10JIOTIYHUX PeaKLisiX.
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Tabnuuysi 5.1
CraHaapTHi OKUCHO-BiAHOBHI NOTeHUianu AeAKMX BaXIMBUX BionoriyHnx peakuin
3apH7Ta25°C

Peakuis E"°(B)
%0, +2H"+2e - H,0 0,816
Fe’* +e — Fe?* 0,771
NO; + 2H* + 26 - NO, + H,0 0,421
Fe(CN)Y +6& Fe(CN)y 0,360
O,+2H"+2e - H,0, 0,295
Lintoxpom ¢ (Fe*') + € — umtoxpom c (Fe?*) 0,254
YBixiHOH + 2H* + 2 — y6ixiHon + H, 0,045
dymapar? + 2H* + 2e — cykumHaT* 0,031
Cu*+e — Cu* 0,170
Okcanoauetar® + 2H* + 2é — manart® -0,166
MipyBat + 2H* + 26 — nakTar -0,185
Auetanbgerig + 2H* + 2 — etaHon -0,197
®AL + 2H* + 26 » GA[H, -0,219*
ImyTatioH + 2H* + 28 — 2 rnyTaTioH BiAHOBNEHWUN -0,230
S+2H'+2e - HS -0,243
Jlinoesa kucnota + 2H* + 2e — gurigponinoesa kucnoTa -0,290
HAL + H*+ 2e - HAQH -0,320
HAO® + 2H* + 2e —» HA®H -0,324
Auetoauertat + 2H* + 2e — B-rinpokcmbyTupar -0,346
a-Ketornytapar + CO, + 2H + 2e — isoumutpar -0,380
2H"+2e > H, 0414
depepnokcunH (Fe®*) + e — cdepenokcuH (Fe?*) -0,432

Mpumitka: * ue 3Ha4yeHHs E£'° ans BinbHoro ®A[

3Haun BEJIMYMHY CTaHJAPTHOTO OKHMCHO-BIIHOBHOIO MOTEHILiady 1 KOHLEH-
Tparlii CroJlyKd B OKUCHEHIH 1 BiTHOBJIEHIH Gopmi, 32 popmysioro (5.6) MokHA PO3-
paxyBaTy OKHCHO-BiIHOBHUH MOTEHI1aJ1 Oyb-K0i peajabHOl CUCTEMHU.

SIK110 B OMHOMY PO3UYHHI MICTATHCS ABI OKMCHO-BITHOBHI TTApH, TO OKUCHO-BiJI-
HOBHA Iapa 3 MEHIIUM noTeHuianom (Hanpukian, Cu?/ Cu’), nepexoasyu B OKHC-
HeHY (popMy, CITOHTaHHO BiJJIa€ eNEKTPOHU OKHCHO-BITHOBHIHM Tapi 3 OLIBIINM TI0-
tenwianom (Fe**/ Fe?"), sika npu 1poMy mepexoauTh y BifiHOBIEHY (popmy. ToOTO
10HH ()epyMy BiTHOBITIOIOTHCS 3aBJISKH €IEKTPOHAM, BUIICHUM 32 OKHCIICHHS 10HIB
KynpyMmy'. BiporigHicTh Takoi peakiiii 3a1e)XnuTh Bil BiJHOCHOI CIIOPiIHEHOCTI aK-
LENTOopa eNEKTPOHIB y CKJIa/i KOKHOI 3 OKHCHO-BIIHOBHUX Iap J0 eNeKTpoHiB. Pe-
aKIris BigOyBaeTbCsI TOTH, TIOKU HE 3PIBHAIOTHCS OKHCHO-BITHOBHI ITOTCHITIAIH KOXK-
HOI 3 map.

! 3a yMOBH, 110 TTOYATKOBI KOHIIEHTPAIIIl yCIX YOTHPHOX i0HIB € OMHAKOBHMH. 33 MIEBHUX MMOYATKOBUX
CHIBBiIHOLIEHb MOXKYTH BiI0yBaTHCS MPOTHIICKHI OKHCHO-BITHOBHI PeaKLii
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VY GioXiMIYHHX PEaKIlisiX OKHCHO-BiTHOBHHIA TIOTEHIIIANl TAKOXK 3aJICKUTH 1 Bif
pH cepenosuma. Toxi popmyna (5.6) HabyBae TaKOTO BUTTISIAY:

RT . |Ox| RT
E, =E’°+—1nu+—1n[H*] (5.7)
nF [Red] F
3 BHKOPHCTaHHSIM BEIMYMHU CTaHAAPTHOTO OKHCHO-BIJIHOBHOTO IMOTEHIIaTy
MOJKHA pO3paxyBaTy 3MiHy BUTbHOI €HEprii XiMiYHOI peakIiii 3a popMyIor:

AG"= -nFAE" . (5.8)

3a 101moMOroIo IHOTO PiBHIHHS, BUKOPUCTOBYIOUM HaBeeHi B Ta0I. 5.1 3HaYeH-
Hs E'° Ta Oepyud 10 yBaru KOHIIEHTPALil0 OKUCHUKIB i BIJTHOBHHKIB, SIKi OepyTh
y4acTh y peakiiii, MU MOXXEMO pO3paxyBaTd 3MiHY BiUIBHOI eHepril Jjst OyJb-sKoi
OKHCHO-BITHOBHOI peaKiIii.

3MiHa cTaHOapTHOI BiNbHOI EHeprii B OKUCHO-BIAHOBHIV peakLuii npsiMo nNpo-
nopLinHa OKMUCHO-BIOHOBHOMY MOTEHLiany ChpsXeHUX OKUCHO-BIOHOBHMX
nap.

5.4. POAb MIPUANHOBUX | ®DAABIHOBUX
HYKAEOTUAIB Y OKUCHO-BIAHOBHUX
PEAKLIAX

Bbararo (epmeHTiB, AKi KaTami3yloTh peakilii OKHCHEHHS y KIITHHAX, CKEPOBY-
FOTh TIOTIK €NIEKTPOHIB Bijl COTEHb CyOCTpaTiB Ha KiJIbKa TUIIIB YHIBEPCAIBHUX TIEpe-
HOCHHUKIB. Y 0ararbOX METa0ONIYHHMX peaklisx, Je¢ BigOyBa€TbCsl MEpPEHECEHHS
€JICKTPOHIB, POJIb BOJIOPO3UNHHUX KO(DEPMEHTIB, 3J1aTHIUX 00OPOTHO OKUCIIFOBATUCH
1 BIJJTHOBJIFOBATUCH, Biairparots Hykieoruaun HAJl, HAJI®, ®MH 1 ®A/I.

KodbepmeHTammn Baratbox AerigporeHas € mipuauHoBi Hykneotnan HAL
i HAQ®, ki BinbHO nepeMillaTbCs Big OAHOro epMeHTy A0 iHLWOoro, Ta
¢nasiHoBi HykneoTuan ®AL i ®MH, aki MiLHO 3B’a3aHi y chnaBonpoTeiHax
i BigirpatoTb ponb NPOCTETUYHOI rPYMK.

Jo cxkmamy HA/L i #ioro ctpykTypHoro anaimora HAJI® BXonsaTh ABa HYKJICOTH-
1, 3’eqHaH] GpochoaHTiAPUAHIM 3B’ s3KoM (prC. 5.2). OCKUTBKH KiJIbIle HIKOTHH-
amigy momiOHe /10 MiPUIMHOBOTO KUTBIIA, Il TUHYKICOTHUAN TaKOK HA3UBAIOTH ITpH-
JMHOBUMH HyKJieotuaamu. B okucHeHomy crani HAJI™ mMae By3bKy CMyTy MOINIH-
HaHHS B yJbTPadioneToBiii 4acTUHI CIIEKTpa 3 MAaKCUMYMOM 3@ JIOBKUHHU XBHJI
260 HM. Y BiJHOBJIICHOMY CTaHi BUHUKAE Jpyra cMyra 3a 340 HM 1 OJHOYACHO 3MEH-
ITy€ThCS IHTCHCUBHICTH CMYTH 3a 260 HM.

KinbIie HikOTHHAMIAY Y CKIali X KOEPMEHTIB MOXKE 3BOPOTHO BiTHOBITIOBA-
tucs (puc. 5.2). Tak, y Xo/i peaxilii OKHCISHHS MOJIeKyJa CyOCTpaTy BTpadae JBa
aToMHu Tifgporeny, a mipuanHoBuil Hykieotnn (HAJ[" abo HAJID®) nmpuennye
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rigpun-ion (:H') 1 mepexonuth 3 okucHeHOI popmu y BimHOBIEHY. Jpyruii Bimie-
IJICHUH BiJ] cyOCTpaTy MPOTOH BUBLIBHAETHCS Y BOJHE CEPEIOBHILIE:

HAJT' + 22 + 2H* — HAJIH + H', (5.9)
HAJI®" + 2¢ + 2H* — HAJIOH + H. (5.10)

3a Bignosnennss HAI"a6o HA 1D koHdirypaist Kijabls HIKOTHHAMILY 3MiHIO-
€ThCS 3 OGH3EHOIMHOI (aTOM HITPOTEHY Hece MOMaTHHM 3apsd) Ha XIHOIAHY (aToMm
HITPOTeHY He 3apspKeHuit). 3HaK TIoc y ckopouenux Ha3Bax HAJ" i HAJI®" Bka-
3y€ Ha Te, 0 HIKOTHHAMIHE Kijblle rmepeOyBae B OKUCHEHOMY CTaHi, a OCTaHHS
nitepa “H” y ckopouenux Ha3zBax HAJIH ta HAJI®H — y BigHOBICHOMY CTaHi.

HikoTuHamig
(0]
H HOH
A _C M C
Mipnans —> | NHy 5z || NH;
N .-
O—CH, O_ %_’ N +H
2H"
~NH H R
O=P—0O"H H HALH
PocoanriapnaHni
3B’9|30K_’(|) NH,
O=P—0 SN Anenin
| .
O——CH,
HALO*
A OH OH
Puc. 5.2. CTpykTypHi bopmynu okucneHoi
Y HAO®" ua rpyna OH (HAL") i BinHoBNeHoi (HAOH) cbopm
3amiHeHa Ha H3PO, HiKOTMHaMigaaeHiHAMHYKNeoTUay

Cymapna xonuentpaniss HAJ[" 1 HA/IH y xiitiHax 6iabM0CTi TKAHUH CTaHO-
BUTH npubiu3no 10° M, Toni sik cymapna koHuenrpamis HAI® i HAI®H e y 10
pasiB HIXKYOIO.

CriBBiTHOIICHHS OKUCIICHOI 110 BimHOBICHOI popmu HA /] ycepennHi KITITHHI
MiATPUMYETHCS HA BUCOKOMY PiBHI, 3aBISIKH YOMY CTBOPIOIOTHCS CIIPUSTINBI yMOBH
JUTS TIpEHEeCeHHS Tipua-ioHa Bix cyocrtpary Ha HAJI". HaBmaku, BMicT y KITIiTHHI
BigHoBIeHOrO HAJI®H €, sik mpaBuiio, Buium, Hixk okucieHoro HA /1", o cripu-
sie mepeHeceHHo rigpua-iona Bix HAJI®H na cyberpar. Taki BigMiHHOCTI Y BHY-
TPITHROKITITHHHOMY BMICTI TIIPUANHOBHX KOPEPMEHTIB ABOX THIIIB BiIOOpaKaroTh
ixHIO crienuivHy poib y MeTaboi3Mi.

HAL* 3a3Bnyanm 6epe y4acTb B OKMCHEHHI SK KOMMOHEHT KaTtaboniyHoi
peakuii, a HAO®H — y BigHOBMEHHi ik KOMMOHEHT aHaboNiYHOT peakLiii.
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Peakmii 3a ydacTi mux ko()epMEHTIB y €yKapiOTHYHIi KIITHHI pO3MiJIeHi Mpo-
CTOpPOBO Ta BiZIOYBArOTHCS B PI3HUX KOMIIAPTMEHTAX: OKHCHEHHSI TAaKUX CyOCTpariB
SK TIpyBaT, KUPHI KHUCJIOTH W MOXiTHI aMIHOKHCIOT 3IIMCHIOIOTBCSA TMEPEBAKHO
B MITOXOHJPISIX, TOMI SK PEAKIlii BiJHOBICHHS, HAPUKIIAL, CHHTE3 JKHPHUX KHC-
JIOT, — y LUTO307i.

HAJl i HAJI® BUKOHYIOTH POJIb PO3YMHHHX MEPEHOCHUKIB EIEKTPOHIB, B3a€-
MOIiFOUH 3 JieTiporeHasamu. JlerigporeHasu € mijakiacoM (pepMeHTIB, sIKi Ha3uBa-
I0Thb OKcHpenykTa3zamMu. OKCHUpPEAyKTa3H KaTali3yloTb OKHCHO-BIJHOBHI peakiii,
1 OLTBITICTE cepen HUX € AeTiaporeHa3aMu, ToOTo hepMeHTaMHu, sKi 3a0€31euyI0Th
OKUCIICHHS CyOCTpaTy, IEPSHOCSYH OJIMH YH OUTBII T1IPHUI-I0HIB Ha aKIIETITOP EJICK-
TpoHiB. TakUM aKIENTOPOM eIeKTPOHIB I OibIm, Hixk 200 merigporenas € HAJI
i HAJI®. Otxe, HAI* i HAJIH BUKOHYIOTH BaXKJIMBY (DYHKIIiFO 3B’ SI3yBaHHS IIHKITY
Kpebca 3 mporiecamu okucHoro gochopmmtoBanus (puc. 5.3). Binrak, HAJ[-3anex-
HUMH Ha3MBaOTh Ti cyOcTparu nukiy KpeOca (mipyBar, 1301UTpar, o-KeTOryTapar,
MaJsaT Ta iHIi), sIKi BigAaloTh cBoi enekTponn Ha HAJL™ (i nani Ha mepmid KoMIl-
JIEKC JUXATBHOTO JIAHITIOTA MITOXOHPIT).

Binku Monicaxapunan )Kwpm

l 1

AMiHOKMCIIOTH MOHocaxale,qm )KMle KMCNoTu

AueTvm KoA
HAL® Af®
Linkn OkvicHe
Kpebca hocopurtoBaHHs
Pwuc. 5.3. Ponb HAL* i HAJH y 3B’a3yBaHHi Lnkny
HALH ATO Kpebca 11 okmcHomy docchopuntoBaHHi

Ibxepenom HikoTMHamigy Ans nobyaoBM HIKOTMHAMIABMICHMX HYKNEOTUAIB
€ HiaunH (BiTamiH B,), AKniA cuHTE3yeTbCs 3 TpunTopaHy. Hectaua B, cTae
0Cco0nMBO BiAYYTHOO, KONW XapyoBWI paLioH NoguHy GiaHuiA Ha TpunTodaH
(Hanpviknag, KoM OCHOBHUM NMPOOYKTOM XapyyBaHHS
€ KyKypyasa, y binkax fkoi BMICT TpuntodaHy HU3b-
kui). Hectada HialmHy no3Ha4YaeTbCca Ha GyHKLLOHY-
BaHHi Bcix HAI- i HAO®-3anexHux perigporeHas,
NPM3BOASHY OO PO3BUTKY TSXKOIO 3aXBOPHOBaHHS —
nenarpv y niogev ta 4O NogibHOro 3axBOpOBaHHSA
Ha “4opHui A3uK” y cobak. [ns Liei xBopobun xapak-
TEpHi TpK “A”: gepmatuT, giapes, AeMeHLis, | B 6ara-
TbOX BMNagkax BOHA 3aKiHYyeTbCA CMepTHo. Y niB-

MMenarpa y niognHn e
(3 iTan. “wopcTka wkipa”)  AeHHUX wTtaTtax CLUA, ge GigHi nogn xapyyBanucs
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nepeBaxHO KyKypyasoto, nenarpa 3 1912 no
1916 pp. 3abpana XUTTS KOXHOrO OECATOro 3i
100 Tuc. xBopUX Ha uto Heayry. Y 1920-30-x po-
Kax Oyrno BCTAHOBMEHO MPUYMHY 3aXBOPHOBaHHS
i 3HangeHo cnociob ii NikyBaHHA HiaunHoM. [MpoTte
uer cnoci® nikyBaHHA menarpy HeedeKTUBHUN
0N ankoronikie, y SKMX BCMOKTYBaHHS HiaLuHy )
B KWLLIEYHUKY NocnabreHe. “HopHuit A3uK” y cobakw

-

OdmnaBomnpoTeinn — 11e pepMeHTH, SKi KaraizyloTh OKHCHO-BiTHOBHI peaxilii, BU-
kopuctoByroun sik kopepmentr ®MH ado DAL (puc. 5.4). Lli xopepmenTn, siki ma-
0Th Ha3By ()1aBiHOBI HYKJICOTU/IH, IOXOIATH 3 BiTaminy B, (puboduasin). Bin 6epe
y4acTh y TIpoIiecax pocCTy, INIACTUIHOMY OOMIiHI; PETYIIO€E CTaH IEHTPaIbHOI HEPBO-
BOI CHCTEMH, IIPOLIECH B POTIBLI Ta KPUIITAIMKY OKa; MO3UTUBHO BIUIMBAE HA CTaH
HIKIPH 1 CITM30BUX 00O0JIOHOK, (PYHKIIiIO MEYIHKH Ta KPOBOTBOPEHHS.

I30anokcasunHoBe KinbLe

-~ o) o o
CHs; N\ NH H'+8 CH; N 2 NH H+a CH3 N NH
LAy = SNy LA
CHs N" "N" "0 CHs N" "N "0 CHs N" N0
CIJHz R R H
Z HICOH ®AOH (OPMHH) ®ALH, (PMHH,)
o HOOH
H?OH
o
g ?
_O—l|:’=O
- Q NH,
' ¢ |
o ¢ J
CH, O
Puc. 5.4. CtpykTypa crasiHageHiHanHykneoTnay Ta dna-
H H H H BIHMOHOHYKNeoTuay B okucrneHin dopmi (PAL
i ®MH BignosigHo), HaniBxiHOHY (PAAH i PMHH)
L OH OH Ta BigHoBreHin dopmi (PALH, i ®MHH,)

I'HydKa CTpyKTypa 130a7I0KCa3MHOBOTO KiJIblis (JJIaBIHOBMX HYKJICOTHIIB 3a3HA€E
000POTHOTO BiTHOBIICHHS, IPUETHYIOYH OAUH a00 1Ba €JICKTPOHH Y CKJIAJli OTHOTO
abo JBOX aTOMIB TifiporeHy, AKi BiAIIEILTIOIOTHCA Bia cyOcTpary. Komu okucHeHmi
(r1aBiHOBHUI HYKIJICOTH]I OIHOYACHO aKIIETITY€E JIBa aTOMU TiIPOTeHY (JBa eJIEKTPOHH
1 IBa TIPOTOHM ), OOMBA aTOMH BUSBIIIOTHECS Y CUCTEMI ()IIaBIHOBOTO KiJTBIIA, 1 HyK-
JICOTH] IEPEXOIUTh Y MOBHICTIO BiHOBIEeHY Gopmy. Ko Ha DA /] abo PMH nepe-
HOCHTBCS TIIBKH OAMH aTOM TiIPOTEHY, YTBOPIOETHCS CEMIXiHOH (HAIiBXiHOH) —
CTaOUThHIH BITbHUH paaukai. [IoBHICTIO BiTHOBICHI (h1aBiHOBI HYKJICOTHIN ITO3HA-
4aKoTh y CKopodeHoMy Buriaai sk GAJIH, i DMHH,.
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Ockinpku (raBONpOTEiHM MOXKYTh OpaTH ydacTb y peakuisix SK OOHO-, TaKk
1 IBOXEJIEKTPOHHOTO TepeHeCceHHs, (DI1aBiHOBI JETiApOreHasy 3alydeHi 10 Karaiizy
OLTBII IIMPOKOTO CIIEKTPa peakiii, HiX mipuauH3anexkHi aerigporenasu. o dep-
MEHTIB, KohepmeHTamMu Skux € DAJl, Takok HaIekaTh aru-KoA-, muriapominoin-
i Tminepon-3-docdar-aeringporenasu, Tiopenokcuapenykraza, a ®MH — HAJIH-
1 TITiKOJIaT-AETiAPOTeHA3H.

BinHoBneHHs (paBiHOBUX HYKJICOTHIIB, TAK CAMO SIK 1 BITHOBJICHHSI IIIPUIUHO-
BUX HYKJICOTHJIB, CyHPOBOUKYETHCS 3MiHAMHU Y CHEKTPi ONTHYHOIO MOTJIMHAHHS.
VY OinpmocTi (raBompoTeiHiB (prIaBiHHYKICOTHA 3B’ A3aHAN 3 OITKOBOIO YAaCTHHOIO
JOCUTH MIIHO, @ B CYKLIMHAT/AET1APOreHa3l BOHU 3’€AHaH1 KOBAaJCHTHUM 3B’ SI3KOM.
Kodepmenr, sixuii MitHO 3B’ s13aHU 3 (hepMEHTOM, HA3WBAIOTH MPOCTETHYHOIO TPY-
noto. [IpocTreTnyna rpyna He epeMiliaeTbes Bij 0OJHOTO (PepPMEHTY JI0 1HIIOTO, Tie-
PEHOCSYN €JIEKTPOHH, a 3a0e3Meuye TUMYacoBE YTPUMAaHHS eJIeKTPOHIB (1aBopo-
TETHOM YITPOIOBXK Yacy, HEOOX1IHOTO JIJIsl IEPEHECEHHs €JICKTPOHIB Bij cyOcTpary
Ha aKLEenTop.

OnHi€ro 3 BOKIMBHUX XapaKTEPHUX PHUC QIIABOMPOTEIHIB € BapiabeIbHICTH BEIH-
YUHH CTaHAAPTHOTO £ 3B’13aHOT0 ()1aBiHOBOTO HYKJICOTH/IY. 3aBISKH TOMY, 110 OiJI-
KOBa Ta MPOCTETUYHA TPYTH Y CKJIa Il (pIIaBONPOTEIHIB MIITHO 3’ €/THaHI, BEIMYUHA BiJI-
HOBJIIOBAJILHOTO TIOTEHIIaTy ()IaBIHOBOTO Kbl HA0yBae 3HAYEHHS, XapaKTepHOTO
came JIJIs ITbOoTo (MIABOITPOTEiHY, 1 9aCTO BIAPI3HAETHCS BiJ] BEIMYMHU OKUCHO-BITHOB-
HOTO MMOTEHITiaTy BUTRHOTO (hTaBiHOBOTO HyKIeoTHAy. Hampukiazn, Bemuunna E'0 st
DA/l 38’s13aHOTO 3 CYKUMHATAETIApOreHas3o0, cTaHoBUTh 0m3bko 0,0 B, a mist Binb-
Horo ®AJ] Bona mopisHtoe -0,219 B (tabdm. 6.1).

Cepen (praBONpOTEIHIB YaCTO TPAIUISIOTHCS CKIIAAHI 32 OylOBOIO (hDepMEHTH,
JIeSIKi 3 HUX MICTATh, OKPiM (pIIaBiHOBOTO HYKJIEOTHTY, IIIe ¥ MIITHO 3B’s3aHi HEOpra-
HIYHI 10HU (HampuKian, Kationu ¢hepymy abo Momidneny), siki TaKoK OepyTh y4acTh
y MIEPEHECEHHI EIICKTPOHIB.

Miacymok 5. OKUCHO-BIAHOBHI PEAKLIIT
Y BIOAOTIYHNX CUCTEMAX

e [lepenaya eleKTPOHIB Bij JOHOPA JI0 aKIENTOPa MOXKE BiJOyBaTHCS 3a
0e3mocepeIHbOro MEPEHECeHHs eEeKTPOHIB, IEPEHECEHHS SIEKTPOHIB
Y CKJIa/Ii aTOMIB TiPOTEHY, ¥ CKIIa/i TiApHUI-i0HA Ta CITOCOOOM MPSIMOi
B3a€EMOJIi JOHOPA 3 KUCHEM.

e 3MiHa CTAaHJAPTHOI BIJIbHOI €HEPTii y OKMCHO-BIHOBHIN peakuii npsiMo
MPOTIOPIIiHHA OKHMCHO-BIJIHOBHOMY TIOTEHIIANTy CHPSDKEHUX OKHUCHO-
BifiHOBHUX map: AG" = - nFAE".

e bararo peakimiii 0i10JIOTIYHOTO OKHCHEHHSI € PEaKIlIsIMH JIET1IpOoTeHi3a-
1ii, y Xoai SKuX oxuH abo aBa atomu rigporeny (H' + e) mepeHocsaTscs
BiJl CyOCTpary Ha akmenTtop. Y KIITHHI OKHCHO-BIIHOBHI peakiii Bij-
OyBalOThCSI 32 y4acTi CIIelialli30BaHNX NEPEHOCHHUKIB EIIEKTPOHIB.
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Po3gin 5. OKMCHO-BIAHOBHI PEAKLII Y BIONOMYHUX CUCTEMAX

o Kodepmentamu OararboxX JIeTigporeHa3 € TIPUIANHOBI HYKJICOTHIU
HAJZl i HA/I®, sKki BiTbHO MEpEeMIIaloThCs BiJl OAHOTO (PEpMEHTY 10
iHmoro. BigHoBmtorounck, HAJI" i HA JI®* ipueiHyOTh IBa €IEKTPOHU
1 OJTMH TPOTOH.

e @rnaginosi HykneoTHa PAJ] i DMH BUKOHYIOTH POJIb MPOCTETHYHOT
IpyIH, MiITHO 3B’s13aHOT 3 O1IKOBOIO YacTUHOIO (uaBomporeinis. Li Hy-
KJICOTUAN MOXYTbh IIPUEIHYBATH K OJIMH, TaK 1 JBa €JICKTPOHH.

3ABOAHHA | KOHTPOJIbHI MATAHHA

CraHaapTHUil BiTHOBHUI moTeHIiax £'® Oyab-51Koi peloKC-TIapu pa3paxoByIOTh 3a Ta-

KOIO HalliBPeaKIi€l0: OKUCHIOBAIHUI areHT + KiJbKICTh €JIEKTPOHIB (N) —> BiJIHOBHUH

areHT. £'° 1st cipsbkeHuX OKucHO-BigHoBHUX map HAJT/HAJIH i mipyBat/nakrar 1o-

piBaroe -0,32 Ta -0,19 B BigmosinHo.

a) Slka 31 crpsDKEHMX Map Mae OUTbIIY 371aTHICTD BiJJaBaTH eJEKTPOHH?

0) SIkuii i3 areHTiB € CHIIbHIIINM OKUCHUKOM?

B) Skoro Oyne 3MiHa cTaHAApTHOI BiTbHOI eHeprii £'°y peakxiii nepeTBOpEeHHs MipyBaTy
Ha jaktar? SIkoro Oyne KOHCTaHTa pIBHOBAr K nns i€l peakmii?

r) Y sixoMy HampsiMi BinOyBatuMeTbest 1 peakuis: mipysar + HAJIH + H' <> nakrar +
HAJT" 3a pH 7,0, siiio koHIeHTpaist cyOcTpariB i mpoayKTiB qocsirae 1 M?

CropigHeHicTh CMOJYK /10 eJIeKTPOHiB. Po3ramyiiTe HaBeneHi CIIOMyKH 3a 3pOCTaH-
HSIM IXHBOI 37JaTHOCTI TIPUETYBATH €ICKTPOHHU:

a) a-kerormyrapar + CO, (3 yTBOPEHHAM i30UTPATY);

0) okcaloarerar;

B) O,;

r) HAJ1D".

Hanpsim okHCHO-BiTHOBHHX peaxkiiii. Slka 3 HaBeleHUX HWKYE peakiliii BijgOyBaTH-
METhCS B 33/IaHOMY HAIpsiMi 3a CTaHJIaPTHUX YMOB Ta HasBHOCTI ()EPMEHTY B KLIBKOCTI,
JOCTaTHIN IS KaTaizy?

a) manar + HAJ[" — oxcanoanerar + HAJ/IH + H*;

0) auneroanerar + HA/IH + H" — B-rigpokcudyrupar + HAJT";

B) mipysat + HAJIH + H" — nakrar + HA/I";

I') Majar + mipyBar — OKcaJloalerar + JIakTar.

SAxnii ciocid nepeHeceHHs e1eKTPOHIB Ma€ Miclie y peakuiax, siki KaTaaizyloTbes
HA/I-3ane:xuumu aerigporenazamu?

1) Oe3mocepenHe MEPEHECEHHS EJICKTPOHIB;

2) nepeHeceHHs eJIEKTPOHIB Y CKJIa/li aTOMIB TiJpOTreHy;

3) mepeHeceHHsI eJICKTPOHIB y CKJIali TipUI-i0Ha;

4) nepeHeceHHs eJIEKTPOHIB cr10co0OM MpsiMOT B3a€EMO/IiT BiTHOBHHKA 3 KHCHEM.

Bub6partu npaBuibHi xapakrepuctuxku E':
1) mae 3MoOry OLIHUTH BiTHOCHY CIOPITHEHICTh aKIETITOPA EIEKTPOHIB Y CKIIAI KOXKHOT
3 OKHCHO-BiTHOBHHX I1ap;
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10.

11.

2) BUpaxkaroTh y BoibTax (B);
3) mae 3Mory 6e3mocepeIHbO OIIHUTH 3MiHY CTaHIApTHOI BUTEHOT EHEpTii,
4) BupaxaioTh y K/>K/MOIb.

Buoepits npaBuibHi xapakrepuctuku HAJT' y kaiTuni:

1) xonnenTpais npudnuzHo y 10 pazis Buma 3a HAJID™;

2) cmiBBinnomenns HAJL" (okucnenoro) no HAJIH (BiAHOBICHOTO) MiATPUMYETHCS Ha
BUCOKOMY PiBHI;

3) cmisBigHomenHs HA/T' (okucnenoro) mo HAJIH (BiZHOBICHOIO) MiATPUMYETHCS HA
HU3BKOMY DiBHI;

4) KOHIICHTpAIIisI € BUIIOK Yy MITOXOHJPISIX, HIX y IIUTOILIA3MI.

Bubepits npaBuiabhi xapakrepuctuku HAJI®"y kaiTumni:

1) xoHTIeHTparis 61amu3bKo 10 M;

2) xoHmeHTparis Buma 3a HAJL™;

3) Bmict HAJI®H (BizmHOBNeHMI) Butmii 328 HAJI®™ (OKHCHEHHH);
4) KOHIIEHTpAIis BUIA Y MITOXOH/IPISX, HIXK Y IIUTOIIIA3Mi.

Bucoke cniBBinHomennss HAJI"/HAIH:

1) cnpwusie nepenecenHto rixpua-iona Bix HAJIH na cyOcrpar;
2) cnpusie IEpeHECeHHIO Tiipu-ioHa Bix cyocrpary nHa HAJI';
3) 3amo0irae nepeHeceHHto rigpua-iona Biq HAJIH Ha cyOcTpar;
4) crpusie nepeHecenHto nporona Big HAJIH Ha cyOcTpar.

3a3HauTe MOBHiCTIO BiHOBJIeHi ¢1aBiHOBI HyK/JIeOTHIH:
1) ®AITH,; 2) ®DMHH,; 3) ®MHH,; 4) HAJI®H.

Bubepits HA/I-3as1exHi cyOcTpaTh:
1) i3omurpar; 2) o-KeTorIyTapar; 3) MaJar; 4) cyKnuHar.

Maxkcumymu cnektpa noriiuHaniss HAJIH craHoBasiTh Taki KiTbKOCTI HM:
1) 260 i 340; 2) Tinbku 260; 3) Tineku 340; 4) 360 1 400.
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PO3AIA 6

FAIKOAI3 | EHEPTETUMHUMN
METABOAI3M BYTAEBOAIB

TAIKOAI3

» 3araAbHa XapakTepucTuKa

* [lepwa craais

= Apyra craais

» EHepreTMuHMit 6GaAaHC TAIKOAI3Y

ThikoreH sik popma 36epiraHHs TAIOKO3M

[AloKOHeoreHe3s

MeHTo30cpocarHmi wAsx

EHepreTnyHi npouecn y KNiTUHI MOXHa MOAINUTM Ha TPU OCHOBHUX
etanu (puc. 6.1). Ha nepLiomy 3 HUX NpOoaYKTU PO3LLENEHHS Mosicaxapuais,
XMPIB i BINKiB — rMtOKO3a, XXMUPHI KUCNOTK N Aesiki aMiHOKUCINOTU — OKUCTTHO-
H0TbCs A0 AnkapboHoBMX Monekyrn aueTun-KoA. Ha gpyromy etani auetunb-
Hi rpynu 4eKkapOOKCUITIOITBCS, @ B YOTUPbOX PeaKLisiX LUK FIMMOHHOI KMC-
NOTK eNEKTPOHM BiaHOBMOKTL Monekynu HALL um ®ALL. Ha TpeTbomy eTani
L BiAHOBMEHI NEPEHOCHWKN E€NEKTPOHIB OKUCHIOKTLCS Y AUXanbHOMY NnaH-
Liory MiTOXOHAPIM 3a y4yacTi KiHLEBOro akuenTopa enekTpoHiB — KUCHI0. Ha
BCiX eTanax BiabyBaeTbCsa akyMyntoBaHHSA eHeprii y doopmi AT (etanm 1, 2
i 3), BiOHOBMEHMX nepeHocHuKiB enekTpoHis (HALH un ®ALH,, etanmn 1 2)
UYn TpaHCMeMOpaHHOro rpagieHTa ioHiB rigporeHy (etan 3). Y HacTynmHUX
posainax 6yayTb po3rnsiHyTi 0COGNMMBOCTI 1 MEXaHi3Mu YTBOPEHHS, akymy-
TNOBAHHSA Ta MpUKNagn BUKOPUCTAHHA MeTabomnivyHOI eHeprii Ha BCiX TPbOX
eranax.
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AmiHokMcnotn  XKupHi
KMCIOTH

[Mtoko3a

[nikonia

M

MipyBat

b Cco,

AueTtun-KoA

(0]

OkcanoaueTtaT

€ - Uukn Kpebea
/ (NMMMOHHOT KMCnoTN)
e \
e «—

\ )

\\_¢ HALOH, /

®AOH,
(BiAHOBMEHI NEPEHOCHUKN
€NeKTPOoHiIB)

e

A
[OunxaHHA
(naHutor NnepeHeceHHs eneKkTpoHiB)

RN

ALD + O, AT®

e
/ MipysataeriaporeHasHuii
A 8 KOMMIIEKC

Eran I:
yTBOpPEHHS aueTunn-KoA

ETan Il:
OKMUCHEHHS aueTun-KoA

Lntpar

M C02

Eran llI:
NepeHeCceHHs eNeKTPOoHIB
i OKMCHE hOCHOPUNIOBAHHS

2H" + 502

H20

Puc. 6.1. Tpu OCHOBHMX eTanu eHepreTnyYHUX NpoueciB y KNiTuHi [3a HenbcoH, Koke, 2015]
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Po3gin 6. rMiKonI3 | EHEPFETUYHWM METABOJI3M BYTTIEBOLIB

6.1. TAIKOAI3

6.1.1. 3araAbHa xapakTepucTMKa

Mornekyrna TIIOKO3H, SIKa € OCHOBHUM MaJIMBOM JUIsI O1IBLIOCTI OpraHi3MiB, Mo-
ciziae meHTpajJbHe Miclie y mpoiiecax Meradomizmy. [11oKko3y xapakrepusye BiHOC-
HO BHCOKE 3HAYCHHS MOTEHIIIHHOI XiMiuHOi eHeprii. [loBHE OKMCHEHHS TITIOKO3H 10
KapOOH JIIOKCHTY Ta BOJIM CYIPOBO/KYETHCS] BUBIILHEHHSIM 3HAUHOT YACTHHU €Hep-
rii. Tomy, 30epiraroun IIFOKO3y y BHIVISIII TAKOTO BHCOKOMOIIEKYIISIPHOTO TOJIMEpY,
SIK KPOXMaJIb YH [JIKOTeH, KJIITHHA MOXKE HAKONIMYYyBaTH 3HAYHY KiJIbKICTh €Heprii'.
SIK TinbKM B Oprai3mi BUHUKae notpeda B eneprii (ATd), 3 BHYTPIlIHLOKIITHHHOTO
pe3epBHOTO TojiMepy (TITKOTeHY YM KPOXMAaJko) IMIBUAKO BUBIIBHIOETHCS T'eKCO3a
(TiroK03a), sIKa y TIpoIieci KO3y PO3IICINIIOETLCS Ha IB1 TPio3u (TIipyBaTy) abo kK
OKHCITIOETHCS JI0 TIEHTO3W Yepe3 yTBOpeHHs rneHTo3odocdary (dochormokonary),
a BUBUILHEHA €HEPTisi BUKOPUCTOBYEThCs Jisi cHTe3y AT®. KpiM Toro, miroko3a —
HE TUIBKU MajHMBO, ajie i yHIBepCalbHHI MONEPeTHUK 0araTb0X OpraHiuHUX pevo-
BUH, 3aBJISKH IKOMY OI0CHHTETHYHI peakuii 3a0e3MmeuyroThesi Halpi3HOMaHITHIIIH-
MU TIPOMI)KHUMH METa0OII TaMH.

[mikomi3 — e moCTiT0BHICTh (hePMEHTATUBHUX PEAKITiH, HACIIIKOM SIKUX € PO3-
IIETUICHHST MOJIEKYJIH TJTFOKO3M J0 JIBOX MOJIEKYJ MipyBaTy. 3a mepediry mociigoB-
HUX pPeaKIii IIIKoJi3y 3HaYHa YacTHHA BUBLILHEHOT EHEPTii aKyMyIIOEThCS y GopMi
AT® a6o HAJIH. Ilepiui GioxiMiyHi JOCIIIKEHHS peakilii IIiKoizy Oy BUKOHAHI
Ha eKcTpakTax ApikIKiB 1 M’s3iB Exyapnom Byxnepom y 1897 p. (HoGeniBchka
rpemist 3 Ximii, 1907 p.). Peakuii mikosi3y Ha pi3HUX eTanax TaKoX JIOCHTIKYBaIl
I'ycras EM6nen, Orro Meiieprod (HobeniBcpka npemis 3 ¢i3ionorii Ta MEAUIMHM,
1922 p.), fxiB [laprac, Binesam Sur, a takox ['anc dhon Einep-Xensmin i Aptyp
T'apnen (HoGeniBcbka npemis 3 ximii, 1927 p.) Ta in. [ama Ha3sa Koy — UK
Em0Onena—Meiieproda—IlapHaca.

AkiB MapHac Hapoamsces y ¢. MokpsiHy 6ina Jporobuya. 3acHoBHUK J1bBiB-
CbKkol GioximMiyHOT wKkonu. OcobnuBuin BHECOK Y AOCHIMAXEHHS MiKonidy
A. MapHac i noro koneru (M. OctepH, T. MaHH Ta iH.) 3po6bunu, BUB4aO4M
TpeTio (pocdhopyKTOKIHA3HY) | AecaTy (nipyBaTKiHa3Hy) peakuii npouecy.
o 6e3nepeyHnx 3acnyr NapHaca HanexuTb TakoX AOCHIOIKEHHS NepeHe-
CEHHSA OKpeMMX XiMIYHUX Fpyn 3 MONEKYNM Ha Monekyny 6e3 ctaail “BinbHo-
ro icHyBaHHs”. Taki “TpaHcpeakuii” (TpaHchochopunoBaHHA, TpaHCaMiHy-
BaHHS, TPAHCMETUIIOBaHHS) OatoTb 3MOry 3AiMCHIOBATUCA peakuism 6e3
TennoBoi Aerpagadii XimiyHoro noteHuiany. Akis MNapHac y 1942 p. o6paHun

! Harpoma/uKeHHsI TIIKOTeHY CYTTEBO HE 3MIHIOE OCMOJISIPHOCTI IIMTO30JII0, OCKLIBKH HOr0 MOJICKYITH
€ 3HAYHO OIBIINMH 32 [IIIOKO3Y
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e
Akis MapHac y nbBiBCbKUIA
nepiog xntts. 1920-Ti pokn

Mpod. A. MapHac (cuanTb y LEHTPI) cepen cniBpobiTHWKIB kKadeapu
disionoriyHoi ximii JlbBiBCbKOro yHiBepcuteTy. JlbBiB, 1929 p.

akagemikom AH CPCP, a y 1944 p. — akagemikom AMH CPCP. ¥ 1949 p.
penpecoBaHuin y “Cnpasi nikapis” i 3arvHyB “Bif, iHapKTy” nig Yac gonuty
B MockoBcbkin Tropmi MAB CPCP.

[Mikoni3 — meTaboniyHuMi LWNAX NEPETBOPEHHS MMIOKO3N Ha LMTO30/i, B pe-
3ynbTaTi SKOro YTBOPHOETLCS ABi MOMEKYNN MipyBarty, a BUBINIbHEHA eHepris
36epiraetbca y doopmi AT® i HAOH.

[mikomi3 € qy»e BaXITUBUM MPOIECOM PO3IIETIICHHS ITFOKO3H, 3aBJISIKH STKOMY
B OUTBITIOCT] KJIITHH OOMIHIOETBCS 3HAUHA KUTBKICTH KapOoHy. [1ikomi3 Moke Bin-
OyBaTuCh 5K B aHAEPOOHMX, TaK i B aepoOHHUX yMoBax. [ MKOIITHYHE PO3IIETICHHS
DIIOKO3U — 11 €TMHE a00 TOJOBHE JUKEPEIo OTPHMaHHS MeTaboIigHOT eHeprii y je-
SIKMX TKaHWHAaxX 1 KJIITHHAX CCaBLiB (EPUTPOLMTH, CliepMa, MO3KOBHH LIap HUPOK,
eMOpioHaNbHI TKAaHUHN), pocinH (Oyb0M KapToruli) yu OiIbIIOCTi aHaepOOHUX Mi-
KpoopraHi3MmiB. [T10ko3a € OCHOBHHM €HEPreTUYHUM CYOCTPaTOM JUISl TOJIOBHOTO
MO3KY. M030K JIFOMUHH criokuBae moHan 120 T mmroko3u 3a 100y, M0 CTaHOBUTH
OisTbIIIe TTOIOBMHM 3aITaciB TITFOKO3W Y (hOpMi TIIIKOTEHY B TICUIiHIT Ta M’ s3aX.

[Iporec Tmikomizy 3a aHaepOOHUX YMOB € UM HE HAWAPEBHIIINM O10JOTTYHUM
MeXaHi3MOM OTPUMAaHHS €Heprii B MOKUBHUX OPraHIYHUX MOJIEKYJIax, 3 OISy Ha
Te, 1110 )KMBI OpraHi3MU BIepIlie BUHUKIN Y Oe3KHCHEBiH arMocdepi. [Tocmi1oBHICTD
DIIKOMITUYHKUX PEaKIlii, aMiHOKUCIOTHA MOCIIIOBHICTD 1 TPETHHHA CTPYKTypa ro-
MOJIOTIYHHX ()EPMEHTIB ITOBHICTIO 30€PETIHCS B XO/I1 €BOJIOIII1 K y XpeOSTHUX, TaK
1y pocnuH 9 OpikmKiB. OMHAK PO3MICTUICHHS TIIFOKO3U Y PI3HUX BUIIB BiJIpi3HS-
€THCSI CIIOCOOAMHU PETYISAIIT Ta META0OMIYHUMH TIEPETBOPEHHAME TipyBary, sIKUi
€ KIHLIEBUM IPOIYKTOM TIIKOJI3Y.
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6.1.2. MNepuwa craais

Po3uenyienss mecTUKkapOOHOBOI IMIOKO3M Ha JAB1 MOJIEKYJIM TPUKapOOHOBOTO
MipyBaTy BiIOYBa€ThCA y ACCATH MOCIIJOBHAX PEAKIiAX TITIKOII3Y, eI 1T ATk 13
SIKUX HA3WBAIOTh MEPIIO0, 200 MiroTOBYO, cTaieto (puc. 6.2).

Ha nigroToBuin ctagii rmikonidy ogHa MOneKyna rroKo3y po3LLEneETLCH
3 YTBOPEHHAM ABOX MOrieKyn Tpio3odocdaTty i BUTpavyaeTbCs eHepris ABOX
monekyn ATO.

Miokosa MigroToBua cTagis
DocdopuntoBaHHS rMOKO3N
ATD H OH Ta ii NnepeTBOPEHHsI
@ / Ha rmiuepanbaerig-3-cocdar
No A0 (P)—0—CH;, .
\ H /4 H
Imioko30-6-chocdar OH H
y HO OH
@ H OH
y (®)—0—CH, 0. CH,—OH
PpykTO30-6-hoccar H HO
H OH
® ~AT® OH H
‘\A.ELCD (®—0—CH, 0. CH,—O0—F)
PpykT030-1,6-gucbocdar H HO
H OH
OH H
' (P)—0—CH,—CH c/o
miuepanbaeria-3-docdar 2 N
+ oH H
AvrinpokciauetoHdocdat ®—O—CH2—?|:—CH20H
(0]

®

Puc. 6.2. MNepuuy cTagito rmikonidy KataniaytoTb N'STb OEepPMEHTIB!
1 — rekcokiHasa; 2 — ¢pocgorekcosoizomepasa; 3 —
docodpykTokiHaza-1; 4 — anbgonasa; 5 — Tpio3odoc-
Mmiuepanbperig-3-ocdar daTizomepasa
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Ha modarky 1mporo meTaboniqHOro muisxy (GocOpHIIOEThCS TiAPOKCHIbHA
rpymna riroko3u (peakiist 1). YTBopeHH# Iroko30-6-pocdar nepeTBoproeThes Ha
¢bpyxTo30-6-pocdar (peakuis 2), KUl 3HOBY (HOCHOPHIIOETHCS 3 YTBOPEHHSIM
dbpyxTo30-1,6-mudocdary (peaxiis 3). Y HacTymHiN peakii ppykro3o-1,6-mudoc-
(ar po3LIEIIIOETHCS Ha /IBI MOJIEKYIJIH, KOKHA 3 SIKMX MICTUTh TpU KapOOHH, — JTU-
rigpokcianerondocdar i minepanpaeria-3-dgocdar (peakmig 4). Le i € “mizuc” mimro-
K034, TOOTO PO3IIEIUICHHS, BiJl IKOTO Ma€ Ha3By el MeTaOONIYHMIA NUTSIX. YHACTi-
JOK 13omepu3auii aurigpokcianeroHdocdary yTBOPIOEThCS M€ OAHA MOJIEKyJa
minepanbaeria-3-gocdary (peaxiis 5), i Ha IHOMY TIEPINA CTAIs TIIKOJI3Y 3aBep-
LIYETHCS.

binpm geranbHO posmsHeMo peakii 11 3, B skux eHepriss AT® BuTpadaeThCs.

Peakuist 1. Y nepiiii peakiii miikosnizy BHacHi10K GoCcHOpHUIIOBAHHS TITIOKO3U
y nonoxeHHi C-6 BinOyBaeThcs 11 akTHBALisl — YTBOPEHHS [NIOK030-0-pocdary. Pe-
aKiIiro GochOopUITIOBaHHS, KA 3MIHCHIOETHCS BCEPEIMHI KIIITUHH' 1 € HEOOOPOTHOIO,
KaTasizye (epMEeHT rekcokinasza. Sk i 1eB’sITh IHIIMX (EPMEHTIB TIIKOJi3Y, TEKCO-
KiHa3a — IIe PO3YMHHUHN IUTO30JbHHK Oijok. Pomb akmenropa docdarHoi rpymnm
y peaxiiii, siKky Karaji3ye reKCcokiHaza, BuKoHye D-ritoko3a. JloHopoMm ¢ocharHux
rpyn y miid peakiii ciyrye AT®. ['ekcokinaza, sk 1 OUTBIIICTh IHITNX KiHA3, TOTpe-
Oye HassBHOCTI Mg*" 1151 BUSIBJICHHSI aKTHBHOCTI, TOMY 1[0 CIIPaBXKHIM CyOCTpaToM
aist epmenty € He ATD*, a kommieke MgATD>.

VY monvHu BUSIBIIEHO YOTHPH 130(hopmu rexcokinaszu (I-1V), mo Bimpi3HAIOTHCS
CBOIMH PEryJsITOPHHMHU Ta KIHETUYHUMH BiacTHBOCTsIMU. KoHcranta Mixaemica—
Menren (K ) rexcokinasu Il ckenernux m’s3iB cranouts 0,1 MM, 1m0 B 40-50 pa-
31B MEHIIIE 32 BMICT IIIIOKO3H Y KpoBi. ['ekcokinaza Il anocrepuuHo it 060poTHO iHTi-
Oy€eTbCsl TPOAYKTOM CBO€1 peakilii — noko30-6-pocdaTom. VY mediHIi nepeBakae
rekcokinasa IV, siKy 1ie Ha3MBaIOTh IIIOKOKiIHA3010. [T KiTbKicTh Y KTiTHHI 36iTbI1y-
€TBHCS1, KOJIM 3pOCTAIOTh EHEPTETHYHI TIOTPeOH, HAIPHUKIIA, 38 3POCTAHHS CITIBBIAHO-
meHHs T AM®/ATO.

[mrokokinasa Mae HU3bKY CIOPIIHEHICTD 10 THoKo3u (K, = 10 MM), 1m0 npu-
ONMM3HO Y/BiUI TEpPEBUIYE HOPMAIBHUN BMICT TIIOKO3H y KpoBi. li akTHBHICTB
y TEYiHIlI He MPUTHIYYETHCS TIIOK030-0-(hocdaTom, a peryaroeThes CrelialbHuM
Oinkom. Taki BIacTUBOCTI IIIIOKOKIHA3M JIAIOTH 1if 3MOTY e()eKTUBHO PEryJIroBaTH pi-
BEHb TVIIOKO3U Y KpoBi. SIKIO BiH HE mepeBuIye HopMu (5 MM), TITIOKOKiHA3a HE-
aKTHBHA, 00 3B’sI3aHa 3 PETYIATOPHUM OIJIKOM Y sipi. Y pe3yabTari IediHKa He KOH-
Kypye€ 3 IHITUMHU OpraHaMH 3a TITIOKO3Y, 2 HOBOYTBOPEHI y ITIOKOHEOTeHEe31 MOJIEKY-
JIM MOXKYTh BUTBHO BUXOJUTH B KpoB. Kon % piBeHb IITFOKO3H y KPOBi 3pOcTaE, BOHA
LIBUIKO TPAHCHOPTYeTheA crieudiunnm nepenocankoM GLUT2 y remaronury, Bu-
KJIMKA€ BIIIICIUICHHsI 1HI10ITOpHOTO OijiKa Bix (PepMEHTY, MIC/IsI YOro IIOKOKiHa3a
MOXe€ KaTaji3yBaTu peakuito GpochopuIoBaHHs.

! Lle Mae BaXXITHBE 3HAYCHHSI, OCKITbKH TTIOKO3HI TPAHCIIOPTEPH IUIa3MaTHIHOI MeMOpaHH HE MOXYTh
TPAHCIIOPTYBATH IIIOK030-6-(pocdar i3 HUTOIIa3MH Yy MO3AKIITHHHE CEpeOBHIIE; 3aBISKH il
peakiiii, pakTHIHO, 3MEHIIYETHCS XIMIYHUIT IPAJII€HT TIIFOKO3M KPi3b IUIa3MaTH4YHy MeMOpaHy
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Bapro 3a3naunTy, 1o cropianenicts nepeHocHuka GLUT2 y memOpani remna-
TOIIATIB JIO INIFOKO3U TEX € HEBEJINKOIO (Km =20 mM). HatoMicTh, CIOPiAHEHICTH 110
roko3u GLUT1 (manpuknaza, y MemMOpaHi epUTPOLUTIB) € IPUOIN3HO HA TOPSIOK
Buiowo (K = 1,5 MM). Lle me onun MexanisMm, skuii 3a0e31edye HEKOHKYPEHTHICT
MIEYiHKH 3 IHITUMH OpraHaMU 3a TIIFOKO3Y, KOJIU i1 piBeHb Y KpOBI epe0yBae B Mexax
(hizionoriunoi HOpMHU.

Peaxuis 3. V miii peaxuii riikoinizy ¢pepmenT pocodpykrokinaza-1 (ODOK-1)
nepeHocutb (ocdarny rpyny Bin ATD Ha ¢(pykTo30-6-hocdar 3 yTBOpEHHIM
(pykTo30-1,6-mudocdary. 3a yMOB KIITHHH IS peakilis MPaKTUIHO HEOOOPOTHA.

dochodpykrokinaza-1 — e perynsTopHui PepMEeHT TOBOJII CKIAAHOT OyI0BH.
Bin € BayXmMBHM peTynsTOpoM TiKomizy (puc. 6.3). 3a yMOB BU4epITyBaHHS KIITHH-
Hux 3anaciB AT® abo HaMipHOTO HAKONMTMYEHHS MTPOAYKTIB 11 po3ierieHas — AM®
i AJI® — aktuBHIicTh hochodpykrokinazu-1 3pocrae. | HaBMaku, aKTUBHICTH IIHOTO
(hepMeHTY TPUTHIYYETHCS, SKIIO KIITHHA Ma€ HOCTaTHIO KibKicTh AT® 4uu BHCco-
Kui piBeHb 1MTpaTy. EdexTuBHUM anocTepuyHUM peryasiTopoM (hochodpyKToKi-
Ha3u-1 € ppykTo30-2,6-mudocdar, sxuit yrBoproetses hepmenToM hocodpykTo-
kiHa3zow-2. Lleii pepmeHT Mae sk KiHa3HY, Tak i Pocdarazny akrtuBHOCTI. KiHa3zHa
aKTUBHICTH (hOCHOPPYKTOKIHAZH-2 AIOCTEPUIHO ITiJICHITIOETHCS IHCYITIHOM 3a BHCO-
KOi KOHIIEHTpAIil ITFOKO3U Yy KpoBi, a (hocdarazHa — IIIIOKAroHOM 3a HU3bKOI KOH-
LEeHTpauii IIOKO3H, 110 OIIOCEPEAKOBAHO MPUTHIYYE IIIKOII3.

O, [uxanbHuii naHuor

¢ MITOXOHAPIN
Buicokuit piBeHb A
ATO |
Bucokuit piBeHb Bucokuit piBeHb !

AMO untpaty <—®—Lukn Kpebea
A
1
Poco- 1
d)pyKTO|<(i*|)4aaa—1 PpykTO30- . i

[mioko3a —>» —> DpykT030-6-chocdat ﬁ—T» 1,6-andocdar----= > [lipysat
ATO All®
ATO
. ®doco- doco-
Incynin-@> deyKTOKiHasqa)—Z dey?ErOKiHasa—Z <«@®-Tniokaron
Ao & PpyKTO30-

2,6-andpocdar

Puc. 6.3. AnoctepuyHa perynsuis nepLuoi ctagii riikonidy

6.1.3. Apyra craais

Eneprernynmii BUTpam Mae MicIie Ha IpYTii cTaii IIiKomi3y, KOJIu eHepTist aKy-
MymoeTbest y popmi sik HAJIH, Tak i AT® (puc. 6.4). Criouarky KoKHa 3 JBOX YTBO-
pPEHUX MOJIEKYIN TIinepaibaeria-3-dgocdary okucmoeTses Ta GpochoputoeThes He-
opraniunum docdarom (6e3 Bukopuctanus ATD, ane 3 BimHoeiaennsm HAJL") o
1,3-mudocdorminepary (peakmist 6). Komu nsi monekynu 1,3-gudocdorinepary
TIePETBOPIOIOTHCS HA JIBI MOJIEKYIIH ITipyBaTy, BUBUIBHEHA CHEPTis aKyMYIIOETHCS
y dopmi HAIH i AT® (peaxuii 6, 7 i 10).

87



OCHOBW BIOEHEPTETUKN

JIBi Monekynu Tiinepanbaeria-3-gocdary, o yTBOPUIUCS 3 OHIET MOIEKYIH
TTIOKO3H, 3a3HAI0Th OJJHAKOBUX MIEPETBOPECHB YIIPOMOBXK APYToi cTaii Tmikomi3y. [le-
PETBOpPEHHS IBOX MOJIEKYJ Iiinepaibaeria-3-gocdary Ha 1Bi MOJIEKYIH TipyBaTy
CYMIPOBOKYETHCS YTBOPEHHAM YOTHPHOX Moekyn AT®D. [Ipore cymapHUN BHXif
AT® cranoBuTh TUIbKK 1Bi Mosiekynu AT® y nepepaxyHKy Ha OAHY PO3LICIUICHY
MOJIEKYJTY TIFOKO3H, OCKITbKH J1Bi Mostekynu AT® Oynu BUKOpUCTaH] Ha TIePIITii mij-
rOTOBYIM cTaail IIiKomizy Ha GochopuaroBaHHs DIOKO3H 1 PpykT030-6-hocdary.

O
. . V4
MMiuepanbaerig-3-gocdar ®—O—CH2—(|:H—C\

Crapia 3anacaHHA eHepril

>, OH H
+ OKMCHe NepeTBOPEHHS
HAL rniuepanbaeria-3-docdarty
@ Ha nipyBar i CripshkeHe 3 HUM
HAOH + H yTBOpeHHa AT® i HAOH
. A
1,3-Ondbocdorniuepar ®—O—CH2—(|:H—C\
|- Ano on 0-®
‘ AT® /O
3-docdorniLepar ®—O—CH2—C|3H—C\ .
y OH O
y //O
2-®ocdorniuepar |CH2—C|3H—C\ .
J OH o O
@ [[>ro ®
y /O
docdoeHonnipysat CHz—cl:—C\
o
AR g)
N> (ATO
A /O
Mipysat CHa=0—=C{
o O

Puc. 6.4. [Ipyra ctagia rnikonidy: Ha cxeMi NpeacTaBreHo po3LUenfnieHHs OdHiel 3 ABOX Monekyn rni-
uepanbaerig-3-cdocdaty, yTBOpEeHMX Ha nepuin ctagii rnikonidy; 6 — rniuepansgeria-3-
docdataerigporenasa; 7 — docdorniuepatkiHasa; 8 — docdorniueparmyTasa; 9 — eHonasa;
10 — nipyBaTkiHa3a

Ha ppyrin ctagii rnikonidy rmiuepanegerig-3-ocdar oKMCAeTbCA, a BuU-
BiflbHEHa MpuW LbOMY eHepris 3bepiraetbcs y dopmi ABox momnekyn ATO
i ogHiei monekynu HAOH.

Posrnsinemo peranpHime peakmii 6, 7 i 10, Aki 3a0e3neUyl0Th aKyMYJISIIFO
eHeprii.
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Peakmis 6. L5 peaxiist karanizyerbcs hepMeHTOM riIinepasibaeria-3-gpocgar-
Jeriiporenasoro. AJbJIerijiHa Tpyma Diiepanbaeria-3-gocdary OKUCITIOETHCS 3 yT-
BOPEHHSM 3MIIIIAHOTO aHTiapuAy KapOoHOBOI Ta hochopHOT KUCIIOT, SIKUI Ma€e BEINKE
3HAYEHHS CTaHIAPTHOI BUIBHOI eHepril riapomnisy (AG" = -49,3 xJ)/mMoinb). 3HauHa
YJacTHHA i€l eHeprii 30epiraeThCsi BHACTIAOK YTBOPEHHS anmiidocgaTHoro 3B’ 13Ky
(mix xkapboHOBOIO 1 pochaTHOO rpynamu) y mosekyii 1,3-mudocdorminepary. Ak-
LIENITOPOM TIIPOreHy B Diilepalibieria-3-gocdaraeriaporeHasHiil peakiii ciuyrye
HAN". Y pesynbrari ¢hepMeHTaTHBHOTO TIepeHeceHHs Tinpua-iona (:H") Bix anbae-
riiHol rpynu niinepanbaeriia-3-gocdary 10 HIKOTHHAMITHOTO KiJbISl Yy CKJIAJI
HAJI" yrBoproerbest BimHOBIeHU kodepment HAJIH. [dpyrumit arom rimporeHy
mrinepaibaeria-3-gocdary noTiM BUBIIIBHAETHCA y CEPEAOBHILE. 3r0I0M MOJIEKYa
HA/JIH oxucmoetsest o HAJL, minrpumyroun piseab HA [y mutorasmi Ha ¢izio-
JIOTIYHOMY piBHI, a BHBLIbHEHA €HEPrisi BUKOPUCTOBYEThCA B IHKI Kpebca i au-
XaJbHOMY JIaHIIory Jis cuHTe3y AT® y MiTOXOHAPISIX.

3mina BiTbHOI eHeprii (AG) peakii 6 (puc. 6.4) 3aIeKAThH BiJl 3MiHH CTaHIAPT-
HOT BiTbHOT eHeprii, AG'™ Ta CIliBBITHOILICHHSI KOHIICHTpALliil IPOIYKTIB i CyOCTpaTiB:

[1,3-mudochorminepar][HAIH]

AG=AG" +RTIn— , .
[miinepanbaeria-3-pocdar][D, J[HA]

(6.1)

Tomy piBHOBara peaxiiii 6 IIiKoJi3y 3MIlly€ThCS BIPABO 38 BUCOKOT KOHIIEHTPa-
mii y rmuTo30:mi okucHeHoi hopmu HAJI.

[Tin wac mrinepanbaeria-3-docdarnerizporenasHoi peakiii inepatbaeria-3-
(hocar KoBaJeHTHO 3B’ sI3aHMIA 3 PepMEHTOM. AJbJIETiIHA IPyTIa TITinepaabaeria-3-
bochary pearye 3 SH-rpymnoro 3anuiiKy nucTeiny B akTHBHOMY IIEHTPI (pepMeHTY.
Iminepaneaerin-3-gocdaraeriaporeHasa iHriOyeTbest iomameraroM. JlomaBaHHs
LHOTO IHTI0iTOpA IO eKCTPAKTY APIKKIB a00 M’sI31B BUKITUKAE HAKOITMYCHHS YTBO-
PEHHX y XO[i MIiKoIi3y rekco3odocdaris.

Peakuist 7. 3a nepebiry wniei peakuii pepmenT pocdormineparkinaza xarami-
3y€ TMepEeHECCHHsI BHCOKOCHEPTETHIHOI (hochaTHOI TPy Bi KapOOKCHIILHOI TPYITH
1,3-mudocdormiuepary na AL® 3 yrBopenusim AT®. Peakuis BinOyBaeTbcs B 000X
HanpsiMax. ¥ 3BOpoTHOMY Hampsimi ¢ocdormineparkinasa i€ mij yac TIIOKOHEeoTe-
He3y Ta Karanizy GoTocuHTeTHYHMX peakuii pikcauii CO,.

Peakuii rimikonizy 6 1 7 3a0e31euyr0Th CIPSKEHHSI TPOIECIB OKUCIICHHS Ta Poc-
dopumosanus. IxHe cymapHe piBHSHHS Ma€ TaKMi BUIISL:

[ninepansaerin-3-gpocdar + AI® + O + HAJ =
3-dpocdorminepar + ATO + HAJIH + H'. (6.2)

3MiHa craniapTHOI BUIbHOI eHeprii (AG') takoi peakuii € -12,5 k/x/Momb, 1110
CBIIYUTH TIpo ii eKx3eproHiuHuid xapakrep. YTBopeHHs1 AT® dvepe3 mepeHeceHHs
tdocdarroi rpynu Binm cyberpary (1,3-audocdorminepary) Ha AD Ha3UBarOTH
cyocrpatHuM (ochopuiiroBanHIM. BOHO 31IHCHIOETHCS 32 Y4acTi IIUTO30JIBHUX
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(hepMeHTIB i XIMIYHAX TPOMDKHUX MPOAYKTIB, TOMI SIK OKHCHE (hochopuiroBaHHS
(cipsikeHe 3 TUXaHHAM) BiZOyBa€eThCS 3a ydacTi MeMOpaHo3B’ 13aHuX (DEPMEHTIB Ta
rpajiieHTa NPOTOHIB KPi3b BHYTPILIHIO MEMOPaHY MITOXOHIPIM.

Peaxkuist 10. [Tepenecenns hocdarnoi rpynu Big pocdoeHommipysary Ha AJ1D
3 YTBOpPEHHSM MipyBaTy Karamizye (epMeHT mipyBaTKiHa3a 3a yvacti ioHiB K7,
Mg?* uyu Mn?". [lipyBar crto4atky yTBOPIOETHCS B €HOJIBHIH OpMi, a TIOTIM IIBHIKO
i He()epMEHTATHBHO TayTOMEPU3YETHCS 3 YTBOPEHHSIM KETO(GOPMH, SiKa i epeBakae
3a HeWTpanpHOro 3Ha4eHHs pH. CymapHa peakiist rigpoinizy dochoeHommipyBary
XapaKTePU3YETHCS YK€ BHCOKOIO BiJl' EMHOIO BETHIMHOIO 3MiHU CTaHIAPTHOI BLJTb-
HOT eHeprii (-61,9 k/lx/Monb). 3HauHa yactuHa wi€ei eneprii (-31,4 x/x/Moib) BU-
TpavyaeThCs Ha CIPSAMYBAHHS Peakxilii BIpaBo — B OiK yTBOPEHHs MMipyBaTy. 3a THUIIO-
BUX YMOB y KJIITHHI IipyBaTKiHAa3HA PEaKIlisi € MPAKTUYHO HEOOOPOTHOIO, & aKTHB-
HICTH MipyBaTKiHa3U aJlOCTEPUYHO MPHUTHIUYETHCS OTHUM 13 MPOAYKTIB Li€l peak-
i — AT®.

OTxe, 3a mepediry peakiiid TITKoIi3y BiOyBalOThCS TPU OCHOBHUX XIMIYHHX
MEePETBOPEHHS:

e po3maj] KapOOHOBOTO CKEJETy IIIIOKO3H 3 YTBOPEHHSM TipyBary;

e (dochopumroBanas AJ{® cuHTE30BaHUMU y APYTiil cTanii MIKOMi3y BHCO-

KOGHEpreTHIHUMH (HOCHOPHUITHOBAHUME CIIOTYKaMu 3 yTBOpeHHIM ATO;

e TiepeHeceHHs riapua-iona i enexrponiB Ha HAJ["3 yrBopennsam HAJIH.

[TomampImia 1011 YTBOPEHOTO TIPYBATy 3aJIEKUTh BiJl TUITY KIITHHU Ta METa00-
JYHUX 00CTaBUH.

IeperBopenns nmipyBary. KiHmeBnii mpoayKT TIIiKOJIi3y — HMipyBarT — 3a3HAE T0-
JANBIIOrO MEPETBOPEHHS Y TBAPUH OJJHUM 13 TPbOX KaTaOoIiuHUX LUIsXiB. B aepoO-
HUX opraHi3Max (y IXHIX TKaHHHAaX 332 aepOOHNX YMOB) TIIKOII3 — I1€ TITHKHU MEPIITHit
npoliec OBHOTO PO3IIETUICHHS TtoKo3H (puc. 6.5). [TipyBar OKHCITIOEThCS, BTpada-
1041 KapOOKCHIIBbHY I'PYILy, BHACIIIOK YOTO YTBOPIOETHCS AlleTUIIbHA IPYTIa aneTHI-
koepmenty A. Hamani anetuibHa rpyna noBHICTIO OKUCTIOEThCs 10 CO, y umkii
Kpebca. HA/IH, yTBOpeHuii muisixoM jAerinporenizaunii riinepanpaeria-3-gpocdary,
3HOBY OKHUCIIOEThCS 10 HAJI". EnekrpoHu, 1110 BUBUIBHWIMCS B OKUCHUX PEAKIIisX,
nepenaroThes Ha O, 4epe3 JIaHIIor MEPEHOCHUKIB y MITOXOH/PISX 3 YTBOPEHHAM
H,O. Enepris, sixa BUBUILHAETHCA I1iJl 4aC MEPEHECEHHS €IEKTPOHIB, BUKOPUCTOBY-
eTbest i cuHTe3y AT® y MiTOXOHIIPIsX.

[HIMiA UTISX NepeTBOPEHHS MipyBaTy — HOTO BiJTHOBJICHHS JIO JIAKTATy y TPO-
Leci MOJIOYHOKHUCIIOro OpoainHs. Komu ckesneTHi M’s13U IHTEHCHUBHO CKOPOUYIOTHCS,
T00TO (DYHKITIOHYIOTH 32 YMOB TiITOKCii, yTBOpeHHH y pa3i mikomizy HAJIH e Moxke
okucHIoBaruch 10 HAJ[". 3a uux yMOB mipyBaT HE OKHCHIOETHCS, & BiTHOBIIOETHCS
IO JaKTary, npueanyoun enekrponu Bix HAJIH. V takwuii crioci0 BinOyBaeThcs pe-
rerepamiss HAJI, HeoOXiqHOTO IS TIPOMOBKECHHS TIIKOMI3Y. Y MESKHX TKaHMHAX
1 KmiTHHAX (CITKIBKa OKa, MO30K, EPUTPOLIUTH) NEPETBOPEHHSI IIIOKO3W Ha JIAKTaT
BiZOYBA€THCS HABITh 32 a€POOHUX YMOB.
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[Moko3a

lrnkona
FinokcnyHi

4n aHaepobHi ymoBM - AHaepobHi ymosu
: 2 lMipysaTt —
[ AepobHi 1

YMOBW
| 2 EtaHon + 2CO, I

2C0,
CnupToBe 6poaiHHs Mono4Hokucne
y Apbkaxax OpopaiHHA y M’'si3ax,
2 Auetun-CoA AKi IHTEHCUBHO
CKOpPOYyHoTbCS
B epuUTpoumTax,
[esAKMX IHLLNX
H’"‘g KNiTUHaX | AesKuX
pebea MiKpoopraHiamMax

4CO, + 4H,0

TBapWHHI, POCINHHI
Ta BakTepianbHi KNiTMHW
3a aepobHUX ymoB

Puc. 6.5. Tpy MoxnuBKx kaTaboniyHMX LUMsSXM NepeTBOPEHHS NipyBaTy, yTBOPEHOrO Y NPOLIECi rMikonisy

Tpertili muIsx KaraboizMy MipyBaTy 3aBEpLIYEThCSl YTBOPEHHIM €TaHOMy. Y 1e-
SIKAX TKaHWHAX POCIIWH, MEBHUX BHIIB XpEeOCTHUX, HAUTIPOCTIMINX 1 MIKpPOOPTaHi3-
MiB, TaKHX SIK MUBHI JIPIKIKI, MpyBar y TiMOKCIHHUX abo aHaepoOHUX yMOBax Iie-
peTBoproeThes Ha ertanon ta CO,. Ilel mpouec Mae Ha3By CIMPTOBOrO OpOMiHHS
(puc. 6.5).

6.1.3. EHepreTMuH1it 6aAaHC TAIKOAI3Y

Binbiia yacTrHa BUBUILHEHOT MTPOTSITOM TITIKOJIIZY eHeprii 30epiraerhcs y dhop-
Mi 9OTHPBHOX MoJieKyT AT® yHaciIoK cripsikeHoTro cydcTparHoro ¢pochopHirtoBaH-
Hs. OHaK YKCTHH 3arayibHui Buxifg AT® HOpiBHIOE HE YOTUPHOM, & TUILKU JIBOM
Mmosekynam AT® y po3paxyHKy Ha OHY pO3ILICIIICHY MOJIEKYJY TIIIOKO3H, OCKIIbKH
nBi Mmonekynu AT® Oynum BuTpadeHi Imij] 9ac miaroroBuoro eramy. Ha npyriit crazii
DJIIKOJIi3y eHepris 30epiraeThes He TUIbKU Yy Gopmi ATD, ane it y dhopmi ABOX Mote-
kyn HA/IH y po3paxyHKy Ha MOJIEKYJTy [JIFOKO3H.

3aranbHe PIBHSHHS TIIKOMNI3Yy MA€ TaKUH BUIISLI

Tmokosa + 2HAJT® + 2A7I® + 2, —
2 mipysar + 2HAJIH + 2AT® + 2H,0. (6.1)

3a po3IenyieHHs KOKHOI MOJICKYJIH ITFOKO3H JI0 MipyBary YTBOPIOETHCS 1Bl MO-
nexynu AT®. V piBHSHHI TIIIKOJi3y BHIUISIFOTH JIBI CKJIaJIOBI:
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1. IlepeTBOpeHHS IVIIOKO3H HA MipYBaT, SIKE € €K3ePTOHIYHUM IIPOLIECOM:

I'mokoza + 2HAJL" — 2mipysar + 2HAIH + 2H*

AG,"" = -146 x/Ix/MOTb. (6.2)
2. Yropenns AT® 3 AI® i @, ske € eHAepProHIYHAM IPOLECOM
2A® + 20— 2AT® + 2H,0
AG," = 2x(30,5 xIx/momb) = 61 KJIK/MOTIB. (6.3)

I3 cymu piBHSHB 6.2 Ta 6.3 OTpEIMaeMO BEIMYUHY 3arajbHOi 3MiHM CTaHAapPTHOT
BUIBHOI eHeprii y rikomizi, AG "
cyMm

AGCYM’O =AG "+ AG,° = -146 x[x/monb + 61 kJIx/Monb = -85 k/Ix/Monb. (6.4)

3a cTaHJapTHUX YMOB YCEPEIMHI KIITHHH TIIKOII3 (PYHKIIOHYE K He00OpOoT-
HUI TIpoliec 3aB/SIKK 3HAYHOMY 3MEHIICHHIO BUTHHOT eHeprii. Y XoJi TIiKoii3y BH-
BIJIbHAETHCA TUTbKU HE3HAYHA YAaCTHHA AOCTYIHOI €Heprii, sika MiCTUTBCS Y MOJIEKY-
JIi TIFOKO3U. 32 YMOB NMOBHOTO OKMCHEHHs mitokosu 10 CO, 1 H,O Bennuuna 3minu
CTaH/apPTHOI BIBHOT eHeprii ctaHoBUTH -2 840 k/[x/moib. ToOTO y mporieci riiko-
JITUYIHOTO PO3MICTICHHS TITFOKO3U Ha JIB1 MOJIEKYIH TpyBaTy BUBIIBHIETHCS TITBKH
5,2 % Bij 3arajbpHOT KiJIBKOCTI €HEPrii, 1110 MOXKe OyTH BUBIJIbHEHA 32 TIOBHOTO OKHUC-
JeHHS D1I0K03HU. OJHAK, SIKILO BpaXyBaTH CIIPABKHIO BHYTPIIIHBOKIIITHHHY KOHIICH-
tpanio ATO, AII®, ® , a Takoxk IIIOKO3H 1 TIPYBaTYy, 3’ACYEThCs, 110 €PEKTUBHICTH
30epiranHs BUBLIbHEHOI Yy X0/1 Tikoi3y eHeprii y ¢popmi AT® craHOBUTH Oijb,
Hix 60 %. Kpim TOrO0, eHepris, sKa BUBLIBHAETHCS 3a IEPEHECEHHS €JIeKTPOHIB Bif
HAJIH o O,, BukopucToByeThes st cuntesy AT® y mporeci okucHoro gocdopu-
JIOBaHHS HA TPETHOMY €Talli eHePTETUIHOTO MeTa0oIi3My B KIIITHHI (IUB. puc. 6.1).
OTxe, cyMapHO y TIpoOIIeCi TIIKOJI3y OJJHA MOJIEKyJa
IJTFOKO3H MIEPETBOPIOETHCS Ha AB1 MOJIEKYJIH HipyBaTy, ABi
monekymn AJI® dochoprmoroThCsT 10 JABOX MOJIEKYI
AT®, a yorupu enextponu (y ¢opmi IBOX TiApUA-iOHIB)
TIEPEHOCATHCS BiJl IBOX MOJEKYN Tilepaibaeria-3-doc-
¢ary Ha nBi monexynmu HAJT*.
e y XIX ct., mocmipkyrodn OpOMiHHS DIIOKO3U
y APIXKIKOBOMY €KCTPAaKTi, BUIATHUN (PpaHITy3bKHil 6io-
nor Jlyi Ilactep 3’sicyBaB, 110 IIBWAKICTH MpoLECy 1 3a-
rajgbHa KUTBKICTh CIOXKHBAHOI TITIOKO3W 33 aHAepOOHHX
YMOB € HabaraTo BUIIMMH, HiXk 3a aepoOHuX. Lle BigkputTs
acrep YBIHILIO B icTOpit0 HayKu iz Ha3Bowo “‘edext [lacTepa”.
(1822-1895) JlocmimKeHHsT HA CKEJIETHMX M’S3aX CCaBIIB TAKOXK ITijI-
TBEpAMJIM BHUILY IIBUAKICTH IVIKOJI3Y 3a aHaepoOHuX ymoB. [lizHime 3’scyBanocs,
0 TIPUYHUHOIO ITHOTO €(DEKTY € Te, Mo KUTbKICTh AT®, sika yTBOPIOETHCS 3a TIepe-
0iry miikonizy B aHaepoOHUX yMoBax (ABi Monekyin AT® Ha MOJIEKyTy IIFOKO3H),

! Jlnst pospaxynxy AG,'® Bapro GpaTu 10 yBarw, Io Ha ApYrii craiii rmikomisy 3 ommiel Monekymn
DJTFOKO3H YTBOPIOIOTHCS JIBI MOJIEKYIH TIIiIepaibaeria-3-gocdary
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€ 3HAYHO MEHIION0, HXK KinbKicTh AT®, sika yTBOPIOETHCS 38 IOBHOTO OKMCIICHHS
DII0KO3H 32 aepobuux ymoB 10 CO, Ta H,O (32 monekymu AT® Ha MosieKyity TIio-
ko3u). ToMy 17151 TOTO, OO 320€3MEYNTH SHEPTreTHYHI TOTPEOU KITITHH 332 aHaepoO-
HHAX YMOB, HEOOXiTHO CTIOKUTH Ha0araTto OUTBIIIE TIIFOKO3H.

[Nepebir mIiKOMITHYHKUX peakiiii nepedyBac mij MOCTIHHUM KOHTPOJIEM, 1110 Ja€
3MOTY TiATpUMYBaTH cTanuii piBeHb AT® i 3a0e3medyBary KIITHHY TPOMIKHUMHI
MPOIYKTaMU [ITIKOJI3Y JJIsl MATPUMYBaHHS 010CHHTETHYHUX peakiiii. Konm Gananc
MiX YTBOpeHUM 1 ciokuTHM AT®, okuciaennm i BigHoBieHuM HAJl y kiiTuni nopy-
IIy€ThCS, 1€ BiJipa3y BiIOMBAETHCSA HA BMICTI OCHOBHHX METaOOIMITIB. Y BIAMOBIIL
Ha MUTTEB] KOJIMBAHHS KOHIICHTPAIIIT IIMX METa0O0IiTiB 3MIHFOEThCSI AKTUBHICTD KITIO-
YOBHX TITIKOITHYHHX (DEPMEHTIB — reKcokinasu, pochodpykrokinasu-1 Ta mipysar-
KiHa3H, SIKi PETYIIOI0THCS aJOCTEPUYHO 1 KOHTPOIIOIOTH MIBUAKICTh TITKOIMI3Y.

6.2. TAIKOT'EH K ®OPMA 3bEPITAHHA TAKOKO3U

I'moko3a 30epiraeTbcs B OpraHi3Mi CCaBIlB y (GOpMi MOITIMEPHOTO Pe3epBHOTO
BYIJIEBOlY — INIIKOTeHY. BHYyTpIIIHBOKITITHHHUH TITIKOTEHOJII3 BiIOyBa€eThCA HE Yepe3
rizpomis, a yepe3 (ocdopomis, Koau TIKO3WAHI 3B’ A3KH TOIIMEpPY aTaKyloThes Goc-
(haTHOIO KUCIIOTOIO. BiMMOBIMHO TIPOMYKTOM peaKilii, IKy KaTalizye TkoreHpocdo-
pwiasa, € He BiIbHA TITIOKO3a, a III0K030-1-phocdat. Lle nae 3mory 30epertu BenuKy
YaCTUHY €Heprii MTKO3WIHHUX 3B A3KIiB, KOJIM MOHOCAaXapH[ BKIIFOYAETHCS B MeTa0O-
JYHI TUIAXK (HaITpUKIIa, TIIKOMI3 9M neHTo30(hochaTHuii nuisix) i He moTpedye 10-
JIaTKOBOTO (hOCHOPHITFOBAHHS, CKOHOMIISTYM “3aiiBy”” mosekyiny AT®'. OcobauBocTi
TTI0K030- 1 -hocdary 3a ¢i3ioNoriyHIX YMOB y M’s3aX AfOTh 1 3MOTY HE TIOKHIATH
xiituny. Lle o0ymoBiieHO TrM, 1110 3a (Di310IOTIYHUX YMOB IIsI CTIOTyKa 3apsKeHa He-
TaTUBHO 1 110 JUTS Hel, Ha BiIMIHY BiJl ITTIOKO3H, HEMA€ TIEPEHOCHUKIB y TIa3MaTHIHIN
MemOpani. Cama miikoreHpocQopuiaza mepexoanuTh B aKTHUBHUI CTaH YHACHiIOK
(hochopurroBaHHs, SIKE 3MIHCHIOETHCS KiHA3010 TTiKoreHpochopmnasm. et pepmenr,
y CBOIO Uepry, akKTUBYETHCS aapeHaiHoM. [HakTuBaisa rmikorendocopuasu Biady-
Ba€THCS BHACTINOK JedochoprmoBanHs MOIEKyH crieiudiaaoro dhocdaraszoro.

3a nii iHmoro dbepMeHTy — GochonTIoKOMyTa3n TH0K030-1-hocdar nepeTrso-
PIOETHCS Ha TITIOK030-6-(hocaT, sIKUil € MepIIUM MPOMIKHUM MTPOAYKTOM TITIKOMI3Y
gu ieHTo30(ocdarnoro Xy (puc. 6.2 1 6.7).

[30¢opmu mikorendochopunazu y M’s3ax i mediHIi po3pi3HAIOTHCS 3a CIIOCO-
Oamu perymsIlii, o OB’ I3aHO0 3 0COOTUBOCTIMHU METa00JI3My TUIIOKO3U Y IIUX Op-
rafax. AJOCTEPHYHUM PETYIATOPOM aKTHBHOCTI miikoreH(pochopuiazn y mediHii
CIIyTY€E TITIOKO3a.

Y rnikonia rnikoreH 3any4aeTscs y opMi [HoK030-6-hocdaty nicns posLuen-
NeHHS rnikoreHdocdopmnasoto Ta isomepusadii ocornoKoMyTasoro.

! Tomy 3a OKHCIICHHsI TIIOKO3U y (OpMi IIKOTeHY [0 MipyBaTy YTBOPIOETHCS TPH, a HE IBi, 5K 3a
OKHCJICHHS BUTBHOT ITIOKO3H, MoneKynu AT
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[ D-rekcosm (30kpema, (pyKTo3a, MaHO3a Ta rajJakTo3a) TAKOXK MOXKYTb
3aITydaTHCh y Mpolec Tmikoiizy. KoxeH i3 mux MoHocaxapuIiB criodatky ¢ochopu-
JIOETHCS, a TIOTIM TIEPETBOPIOEThCS a00 Ha TII0K030-6-pocdart, abo Ha (hpykT030-6-
(docdar (mpyruil mpomMiKHHMIA TPOAYKT DIikomidy). llepeTBopeHHs TamakTo3o-1-
(hocdary Ha mrOK030-1-hocdar BinOyBaeThCs 3a y4acTi ABOX HYKICOTHTHHUX MOXiJI-
HuX ByreBoiB — YJ[®-ranakrosu ta YID-mmokosu. [ enetnyni nedext epMeHTiB,
SIKi KaTali3yloTh EPETBOPEHHS raJIaKTO3H Ha TIIIOK030- 1 -pocdar mpu3BomsTh 10 po3-
BUTKY He0e3IeuHOi XBOPOOH rajiakro3emii.

6.3. 'AKOKOHEOTEHE3

[TormoBHEHHS 3anacy TIIOKO3M BiJIOYBA€THCS MEPEBAKHO Y MPOIIECi TIIFOKOHEO-
reHe3y — 0ararocTyIiH4YacToOTo MPOIECy MePEeTBOPEHHS Ha IITFOKO3Y MipyBary, J1aKkTa-
Ty, TIILEPOITY, TIIOKOTEHHUX aMiHOKHCIIOT Y CTIOPiIHEHUX TpH- a0 40THpHKapOO-
HOBUX CIOJIyK. Ha puc. 6.6 TIIOKOHEOTeHE3 MPOLTIOCTPOBAHO MPOIIECOM CHHTE3Y
TJTIOKO3H 3 ITiPYBary.

VY ccaBIliB IIOKOHEOT€HE3 BiI0YBAETHCS MEPEBAKHO Y MeUiHI. biblry yacTuHy
peaKIIiif TIIOKOHEOTeHE3y KaTalli3yIoTh Ti K (PepPMEHTH, 10 i peakiii miikomizy. On-
Hak y TIIIOKOHEOTeHE31 € TP peaxilii, sKi KarajizyroTbes cnenudianumu pepmenTta-
MU, OCKIJIBKH Y TJIIKOTi31 BOHH € MTPaKTHYHO HeoObopoTHNMH. Lle Ti peakmii, siki kara-
T3YIOTBCS TEKCOKiHA3010, PochoPpykToKiHA30t0-1 1 MipyBaTKiHA3010, 31 3HAYHUM
Bim’emuuM AG'’; yci iHmm peakitii miikomizy maTe AG', Giu3bke 10 Hyis (IUB.
tadm. 2.2). Jlns Toro, mo0d OMUHYTH I1i TpU HEOOOPOTHI peakiii, y TIIIOKOHEOTeHE3
3amydeni ¢epMeHTH TipyBaTKapOokcuiaza i ¢hocdoeHonmipyBaTkapOOKCHUKIHA3A
(ms mepeTBOpEHHS TipyBary uepe3 okcanoarerar Ha hochoenommipysar), pyKTo30-
1,6-mucdocdaraza (ams meperBopenHs (ppykroso-1,6-gudocdary Ha PpyKTO30-6-
(hocdar), Troko30-6-pocdaraza (s mepeTBOPEHHS TTIOK030-6-hocdaTy Ha TITO-
KO3y; puc. 6.6). Sk 1 TIiKOi3, TIIOKOHEOTEeHEe3 Bi0YyBAETHCS MIEPEBAKHO B IIUTO30ITI,
ajie ¥ 1HIIi KOMIApTMEHTH KIITHHA MOXYTh OyTH 3ajydeHi y mi mporecu. Becranos-
JICHO, 0 (hepMEHT OCTAaHHBOI PeaKIlii IIIFOKOHEOTeHe3y (PO3IIEIUICHHS TTF0K030-0-
(pocdary no rmokosu 1 O, ) mOK030-6-pocharasa po3ramosannii y MeMOpaHni eHio-
IJIa3MaTHYHOTO PETHKYIYyMY, @ HOTO KarajiTHiHa CyOOTUHHIIS CIIPSIMOBaHA Y JIFO-
MeH peTukynyMmy [van Schaftingen, Gerin, 2002]. YTBopeHa y mporeci Tifpomizy
IJTIOKO3a TPAHCTIOPTYETHCS 3 €HIOTUIa3MaTHYHOTO PETUKYIYMY, a Al ¥ 13 KIIITHHI
3a JOTIOMOTOI0 CTIen()iYHIX ePEeHOCHHKIB.

CymapHa peaxiiisi TNIFOKOHEOTeHe3y 3 MipyBaTy Ma€ TaKui BUTIISAL:

2 mipysar + 4AT® + 2I'T® + 2HAJIH + 2H" + 4H,0 —
rmoko3a + 4AJ1O + 2I71D + 6+ 2HAL (6.5)

[TroKOHeoreHe3 — eHepros3aTpaTHUN | PELMNPOKHUIM OO rMiKonidy npouec
CYIHTE3y [T0KO3M, B AKOMY ANsl YTBOPEHHS OHI€ET Ti Monekynu Tpeba BMKO-
puctatn Yotupu monekynu AT®, osi monekynu MO i asi monekynvu HAOH.
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nikonis

AT® mto

[ekcokiHasza

MokoHeoreHes
Ko3a >,

mioko30-6-chocthaTasa

ALllo MMtoko30-6-chocchat H20
AT ®pykT030-6-hoctar D,
dochodpykTokiHaza-1 PpykTO30-

AP

OurigpokciaueToHdocdaT 4-/

\

PpykTo30-1,6-aucpocdat

1,6-andoctatasa

H,O

k OurigpokciaueToHdocdaT

/

(2) Miuepanbaerip-3-gocdar

(2) HAOD" ~|
(2) HAZH + (2) H+</‘
(2) 1,3-Oncbo
(2) Al® ~|
(2) ATO <]

}» 2) o,
> (2) KA

\_ (2) HADH + (2) H*
ccpornivepat

\
> (2) A®
\— (2)ATO

(2) 3-Pocdorniuepat

\

\

(2) 2-docdorniuepat

\

A
(2) e

(2) Al (2) docoe

MipyBaTkiHa3a

(2) AT

(2) Nipysat

Homnnipysat
onnipysa PDEMM-kapbokcukiHasa

2)rtTo
(2) Okcanoauertat
(2) AD®
MipyBaTkapbokcunasa

(2) ATO

Puc. 6.6. CnpsixeHi npouecy rnikonidy Ta rnokoHeoreHesdy [3a HikoncoH, Koke, 2015]
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Otxe, TiKOMI3 1 IIIOKOHEOTeHEe3 — 11e HeOOOPOTHI BHYTPIIIHBOKIIITHHHI MPO-
LIECH, SIK1 B3aEMOIIOTH PEIUIPOKHO i Y3TOIKEHO.

[lepeTBOpEHHS ITTIOKO3H y MPOIIecax KO3y 1 ITIIOKOHEOTeHe3y nepedyBaroTh
ITiJT PEITUITPOKHUM aJI0CTEPHUIHIM KOHTPOJIEM — Y pa3i akTUBAITI{ TITIKOIi3y TIIFOKOHEO-
reHe3 NMPUTHIYYIOThes 1 HaBmaku. Hampuknan, ¢ppykroso-2,6-nmudocdar € anocre-
PUYHAM aKTUBATOPOM TIKOMITHYHOI pochodpykTokinasu-1 i ogHOUacHO amocrte-
pUYHUM iHTiIOITOpOM QpyKTO30-1,6-MUdocdarasn — KIHOYOBOTO PEepMEHTY TIIOKO-
HeoreHesy. PeryinoBaHHsI ITTIKOJII3y TAKOXK 3A1HCHIOETHCSI TOPMOHAMH aJpEHAIIiHOM,
IJTIOKaroHOM Ta iHcyniHOM (amB. puc. 6.3). 30KpemMa, 3a BIUTUBY TJIIOKAarOHy 3HUXKY-
€TbCSl KOHIEHTpauis PppykTo30-2,6-mudocdary, yHoBiIbHIOETbCA [IIKOMII3 1 OAHO-
YaCHO CTHMYJIOETHCS TIIIOKOHEOTeHe3. [HImii crmocid perymsiii miikomizy — 3MiHa
eKcrpecii reHiB AKX DTIKOMITHYHUX 1 TIIFOKOHEOTeHHUX (PEPMEHTIB.

6.4. MEHTO30®OC®ATHUMN LAAX

OxpiM Tikomi3y, € e | iHm cnocoOu kataboIiuHOro MEPETBOPEHHS IIIOKO3H,
SKi 3a0€3MeUyI0Th KIITHHY HEOOXITHUMH IS KUTTEMSUIBHOCTI crienudigHIMu
npoaykTaMu. TakuM criocoOoM €, 30KpeMa, IeHTo30pochaTHui IUIIX, SKHH (yHK-
nionHye sik mocradaabHuK HAJIDOH ta pubo3o-5-hocdary (puc. 6.7).

HeokucHa pasza OkucHa cpasa
| |

[ntoko3a !

|

[Moko30-6-cpocdaTt

/— HAO®* [myTaTioH BigHOBNEHWM
nyTaTioHpeaykTasa
\\—y HAO®H myTaTioH gncynedig
TpaHckeTonasa, .
TpaHcanbaonasa 6-doccporntokoHaT YKupHi kucnoty,

cTmponu i T.0.

Ve— HAO®
BigHoBHi

BiOCUHTETUYHI

co,</\ HALOH peakui

\
Punbynoso-5-cocar

MonepenHukn

Pn60o3o-5-choccat

}

HykneoTtnawn, kopepmeHTH,
OHK, PHK

Puc. 6.7. 3aranbHa cxema neHTo30docaTHOro LUSXy
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HAJI®H € BimHOBHHKOM y Maike ycix aHaOONIYHUX PeakIlisx. Y CCaBIliB IS
¢byukiis HAJI®OH ocobnmBo BupaxkeHa 3a IHTEHCHBHOTO CHHTE3Y KHUPHHUX KHCIIOT
YH CTEPOIiB Y MOJIOYHUX 3aJ103aX, KOP1 HAJIHUPHUKIB, EYiHIII Ta )KUPOBif TKAHUHI.
VY mux tkannHax HAJIOH BUKOPHUCTOBYETHCS IS BiAHOBIICHHS TOABIHHNX 3B’ SI3KIB
1 KapOOHIIBHUX T'PYI Yy CKJIaJi IPOMIKHUX MPOAYKTIB CHHTE3Y. Y TKaHUHAX, JI€ KHP-
Hi KHCIIOTH CHHTE3YIOTHCS B HE3HAYHIH KITBKOCTI (HAPHUKIIA, y CKETIETHUX M’ 5I3aX),
neHTo30(hochaTHuii NIISIX TPAKTHYHO HE (PYHKIIOHYE.

Ile ogna ¢yHKUis, SIKYy BUKOHYE NeHTO30(hochaTHUN HIISX, — L€ YTBOPEHHS
MeHTO03, 0co0MMBO D-pnb03u, HEoOXiMHOT IJIs1 CHHTE3y HYKJISTHOBUX KuciIoT. Oco-
OJMBO BHCOKA IIBUAKICTH O10CHHTE3y HYKJIETHOBHX KHCIIOT IPUTaMaHHa TKAaHWHAM,
SIKi POCTYTH 1 BiTHOBITIOIOTBCS, & TAKOXK ITyXJIMHHAM TKAaHUHAM.

depmeHT 1I0K030-6-(hocdaraeriaporeHasa Karaai3ye nepliry peakiiito eHT030-
(hocdarHOrO NIIAXY — JETIAPOTEeHI3aIi0 ITI0K030-6-hoctary 3 yTBopeHHIM edipy
6-docdormrokoHo-6-1akToHy. Ponb akienTopa eneKTpoHIB y Wil peakilii BUKOHYE
HAJ1®", i 3aranbHa piBHOBara 3cynyTa y 0ik yrBopennss HAJI®H. Iix niero cneuu-
(higHOT JTAKTOHA3M BiNMOYBAETHCS TiMIPOTITHIHE PO3IMICIICHHS JAKTOHY 10 BUTEHOTO
6-bocornmokoHary.

[Totim pepmenT 6-pochorTroKOHATIETIIPOTeHAa3a JIET1IPOTeHI3YE Ta TeKapOoK-
cumoe 6-hochonmokoHaT 3 yTBOpeHHsIM D-pulyno3o-5-pocdary. V wii peakiii
yTBOpIo€eTheA e ogHa moinekyna HAJIOH. depment docdonenrozoizomepasa me-
peTBoproe pudymo30-5-docdar Ha ampao3HUI 130Mep D-pnbo30-5-pocdar. Y nes-
KHMX TKaHWHaX MeHTo30(oc(aTHil IUIIX Ha [IbOMY 3aBEPIIYETHCS, 1 TOA1 HOro cy-
MapHe PiBHIHHS Ma€ BUIVISLL

['moko30-6-docdar + 2 HAJID+ H,O —
pu6030-5-ocdar + CO, + 2HAJIOH + 2H". (6.6)

KiHueBuMM NpogykTamu neHTo3odocdaTHoro Wwnaxy € BigHoBHUK HAO®H,
HeoOXigHMIM Ons peakuin GiocuHTe3y, Ta pubo3o-5-chocdat, nonepegHUK
Y peakuisix CUHTE3Y HYKNeoTuais.

VY TkaHuHax, ski Hacammepen BukopuctoByoTh HAJI®H, a ne pubo30-5-
(hocar, yrBopeHi nernro3odochaTi 3HOBY IepETBOPIOIOTHCS Ha TITIOK030-6-hochar
3a JIONIOMOT OO cepii peakiriii (puc. 6.7). Y TBopeHH#t TI1F0K030-6-hocdhaTt Mmoxe 3HOBY
3a3HaBaTH OKUCIIEHHS, fKe CynpoBoKyeThesa yrBopeHHsIM HAJIOH. B epurpoun-
Tax yTBOpeHui y meHro3odocharHomy 1mkiai HAJIOH Bimirpae BaximBy poib
y BiTHOBJICHHI ITyTaTiOHPEIYKTa3010 OKUCICHOTO IIyTaTiony (puc. 6.7) ans IXHbo-
TO 3aXHCTY BiJl OKCHUIAaTUBHOTO cTpecy (muB. po3ain 12). [lopymenHs GyHKIioHy-
BaHHS TIIIOK030-6-pocdaraerigporenasu BHACHIIOK TEHETUYHOTO Je(PEKTy CyIpo-
BODKY€ETHCSI BAHUKHEHHSIM T1aTOJIOT1H.

Sxmo xornentpanis HAJI®OH y kmiTrHi 3pocTae yepe3 3HWKEHHS HOT0 BUKO-
pucTaHHs y O10CHHTETUYHHUX PEaKLisiX 1 peakUisiX BiJHOBICHHS [ITaTiOHY, TO MPHU-
THIIY€THCS aKTUBHICTB TIEpIToro (hepMEeHTY IMeHT030(h0Cc(HaTHOTO MIUIAXY 1y TIIKOTI3
HAJIXOAMUTh OIbIIA KUIBKICTh TIIFOK030-6-ocdary.
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OTxe, ambTepHATUBHUM CIIOCOOOM Kara0oji3My TIFOKO3U € TeHTo30docdar-
HUH IUTSIX, Y XO/1 SKOTO BiA0YBa€THCSI OKMCIICHHS TIIIOKO3H Ta ii 1eKapOOKCHIIIOBaH-
us 3 yrBopenussm HAJI®H i nenrozodpocdaris. HAJIDH, skuit xapakrepusyeTncest
BHICOKHM BiTHOBJTIOBAJILHUM TOTEHITIAJIOM, HEOOX1THUH M1 TIepediry 010CHHTETHY-
HUX peakiii, a meHTo3odocdaru € monepeTHIKaMu y CHHTE31 HyKJICOTH/IIB 1 HyKJIEi-

HOBHX KHCJIOT.

Miacymok 6. TAIKOAI3 TA EHEPTETMMHUI METABOAI3M

BYTAEBOAIB

[mixomi3z — e MeTaboMIYHMIA NUIX IEPETBOPEHHS TITIOKO3H B ITUTO30JI1,
Y pe3yJIbTaTi SIKOT0 3 OHI€T MOJIEKYJIN TIIFOKO3U YTBOPIOETHCS JAB1 MOJIE-
KyJIH TpyBaTy, a eHepris akymyaroetsest y popmi AT i HAJTH.

Ha miaroToBuiii cTanii miikosizy BHaCHi 10K (OCHOPHUITIOBAHHS TTIOKO3U
3 BUKOPHUCTAHHSAM MosieKyau AT® yTBOPIOETHCS TIFOK030-60-(ocdar.
Hpyra monekyna AT® BuxkopucToByeThes 1itst pochopumoBanas Hpyk-
T030-6-hochaty 3 yTBOpeHHSIM (pyKT030-1,6-mudocdary, KU po3-
HICTUTIOETHCSI Ha JIB1 MOJISKYJIH Diiiepaiibaeria-3-dgocdary.

Ha npyri#i ctamii niikosi3y KoyKHA MOJISKYIIa Diiepaibaeria-3-hgocdary
OKHCIIIOETHCS, & BUBUILHEHA €HEPTisl aKyMYJIOEThCS Y (hOpMi IBOX MO-
nexyn AT® Tta oxniei monexym HAJIH.

AKTHBHICTB KIIFOYOBHX (DEPMEHTIB TIMIKOIII3y TeKcoKiHazh, Gpochodhpyk-
TOKiHa3u-1 1 mipyBaTKiHA3M PETYIIOETHCS aJOCTEPUYHO sl 3abe3re-
YEHHS CTAJIOTO HAJIXOPKEHHSI €Heprii Ta MPOMIXKHUX MPOIYKTIB MeTa-
0ouizMy.

['moko3a 30epiraeThest B OpraHizMi ccaBIiB y popMi miikoreHy. Big Hbo-
IO BiALICIUTIOETHCS 3aJUIIOK IIIIOKO3U 3 YTBOPEHHSM INIOK030-1-doc-
(haty, sIKuil BUKOPUCTOBYETHCS [T Y MPOIEC] TITIKOII3Y, IO J1a€ 3MOTY
“3eKOHOMHUTH OfHY MojeKyry AT®.

[mokoHeoreHes3 — 11e eHepro3arpaTHiii 0araroCcTymHYaCTHH PEIUITPOK-
HUH 710 TIIKOMI3y MPOIEeC EPETBOPEHHS Ha TIIIOKO3Y IMipyBary, JaKTary,
DTLIEPOITY, TIOKOT€HHUX aMiHOKHCIIOT Y1 CIIOPIAHEHUX TPH- a00 YOTHU-
pUKapOOHOBUX cHOMYK. JJIs1 yTBOpPEHHSI OAHIET MOJEKYIM IIFOKO3U
3 mipyBaty noTpioHo YoTrpu Monekymn ATD, nsi monexymn ['TO i aBi
monexym HAJIH.

[Menro3odocharnmii nusx 3ades3neuye kiaitnHy HAJI®H i neHro3o-
¢docharamu. HAJIOH, ans sikoro xapakTepHUH BUCOKHH BiJHOBIIIO-
BaJIbHUH TOTEHIIia)I, HEOOX1THUIA IS epediry 010CHHTETUIHHX peak-
i, a meHTo3odochaTn € momepeTHUKaMH Yy CHHTE31 HYKICOTHIIB
1 HyKJIETHOBUX KHCJIOT.
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3ABOAHHA | KOHTPOJIbHI MATAHHA

EneprernyHa BapTicTh INIiK0JIi3y Ta INIIOKOHeOreHe3y. SIKOI0 € eHepreTHYHA BapTiCTh
(y exBiBanmeHTax AT®) nmepeTBOpEHHS ITTFOKO3H HA IiPyBAaT MUITXOM TIIKOTi3y Ta 3BOPOT-
HOTO NEPETBOPEHHS MipyBaTy Ha TIIIOKO3Y IUISIXOM IIIFOKOHEOTeHE3y?

PiBeHb ri1ioko3u y KpoBi i etano/1. CrIO)KWBaHHS aJIKOTONIO (€TaHOIY), 0COOIUBO TIiC-
7151 QI3UIHOTO HaBaHTaKEHHSI UM TOJIOAYBAaHHSI, IPU3BOIUTH JI0 TimorIikemii y kposi. Ha
TIEPIIOMY eTarli B TICYiHIII €TAHOJI OKHCHIOETHCA J0 alleTOAJbIeTiy:

CH,CH,OH + HAJl" - CH,CHO + HAJIH + H".

Yomy 1151 peakiisi IpUTHidye MepeTBOPEHHS JIaKTaTy Ha mipysar? YoMy Take MpUrHideH-
HSI IPU3BOJIUTS JI0 3HVDKEHHS! PIBHS TIIOKO3U Y KpOBi?

PiBenb JakTaTy B mi1a3mi KpoBi mix yac ¢izuuHOro HaBaHTaKeHHs (HaPUKIIAL, 3a-
6iry Ha 400 M) 3pocTae 3 25 1o 200 MxM, a Ticns NpUNUHEHAS HaBaHTA)KEHHS MOBUTFHO
3HIKYEThCA TpoTaroM 60 xB. 1[0 € mpUYMHOIO MIBUAKOTO MiJABHIICHHS KOHIICHTpPAIii
nakTary? YoMy KOHIIEHTpAIIiS JTaKTaTy 3HIKYETHCS MiCIs MPpUMTHHEeHHS Oiry? YoMy 3HU-
JKCHHS IThOTO TTOKAa3HMKa Bi0yBa€eThCs HAbaraTto MOBUIBHIIIE, HIXK HOTO TIiABUIIICHHS ?

Hapynmmxose nornmunanns O, 3a IloKoHeoreHesy. 3a IepeTBOPEHHS JIaKTaTy Ha IJTio-
KO3y B IEYiHI[l BUTPAYaE€ThCs MIicTh MosieKysn AT® Ha koxxHy Moneky.ty rokosu. [1Bua-
KIiCTh [HOTO MPOIIECY y TBApUH MOXHA OI[iHUTH, BBiBuHM ['*C]makrar i BUMIpSTH Kijb-
KicTh yTBOpeHoi [“Clrmokosu. 3Haroun cTexiomeTpito croxutoro O, # yTBopeHOro
AT® (st Monekynn AT® Ha oiHy MOJIEKYy KUCHIO), MO>KHA PO3paxyBaTH, HACKIJIbKH
BHILIE HOPMH 3pOCTe piBeHb crioskuBanHs O, Micyis BBEEHHS BiIOMOI KiIbKOCTI JIaKTary.
OnHaK BUMIPIOBaHHS HA JTUIIIKOBOT KUTBKOCTI KHCHIO, BUKOPUCTAHOTO IJIsl CHHTE3Y IUTFO-
KO3M 3 JIAKTaTy, 3aCBiJUMIIO, 110 HACIIPaB/I LSl KUIBKICT € OUIBIION0, HIXK po3paxoBaHa
HA MiJICTaBl CTEXIOMETPUIHOTO CIiBBiAHOIICHHS. YoMy?

B3aeMo3B’s130K Mizk piBHEM JIAKTATy y KpoBi Ta ¢ppykTo30-1,6-1udocdarom. Y mro-
Jel i3 reHeTHYHUM JaedekroM depMeHTy Qpykro30-1,6-audocdarasu piBeHb TaKTaTy
B IUTa3Mi KPOBi Ayke BHCOKUI. Yomy?

KinueBum npoaykTom neHTo30ocaTHoro HUKIy €:
1) pubo30-5-docdar;

2) mipyBar;

3) miokcanar;

4) anetun-KoA.

SAxi npomizkHi peakuil rIiKkoJIi3y € eHepro3aTpaTHUMM i NiATPUMYIOThCSI €Hepriero
rigpoaizy AT®?

1) pochopriroBaHHS TITFOKO3H JI0 TIIHOK030-6-hocdary;

2) pochopunroBanHs GpykT030-6-hocdary 3 yrBopeHHsIM PpykTo30-1,6-1udocdary;
3) okucieHHs miinepanpaeria-3-hpocdary a0 1,3-audocdorninepary;

4) neperBopeHHs pocoeHoNIIipyBaTy Ha IipyBart.

SAxi pepmenTu mIikodizy KaTadi3yloTh peakuii, 0 Big0yBaoTbcs 3i 30epiranuam
eHeprii y popmi ATD?
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1) rekcokinasza;

2) pochodpykrokinaza;
3) docdormineparkinasa;
4) mipyBaTKiHaza.

9. Y cymapHoMy npoueci IJ1ikoi3y yTBOPIOEThCS:
1) nBi monexynu ATD;
2) TpuALATh 1Bi Moekyan ATD;
3) IBi MOJEKyH MipyBary;
4) nBi monexynu HAJTH.

10. i pepmenT i KaTiOH AaKTHBYIOTH INIIOKO03Y Yepe3 il pocopuIOBaHHS Y OTI0KEHHI
C-6 3 yTBOpeHHAM INII0K030-6-(ocdary:
1) rexcokinasza i Mg**;
2) rekcokinasza i Ca®";
3) dochodpykrokinaza i Mg*';
4) titepanpaeria-tpudocdar-aerigporeHasa i Mn*",
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PO3AIA 7

EHEPTETUKA
XNPOBOIO OBMIHY

e JKMpHi KMCAOTH | TPHALIMATAILLEPOAU

AKTHBaLIfl | TPAHCTIOPT XXKUPHUX KUCAOT

B-OKMCHEHHS YXUPHUX KMCAOT

EHepreTuqHa UiHHICTb OKMCHEHHS KUPHUX KUCAOT

e KeTtoHOBI TiAa

OKMCHEHHS XUPHUX KNCIOT o auetun-KoA 3abesnedye eHepreTuyHi
notpedbu Baratbox TKaHWH. 3a IXHbOr0 OKMCHEHHSI €NEKTPOHMU BiALLensito-
I0TbCA Ta NOTPANMATb Y ANXanbHUIA NaHLIIOr MITOXOHAPIN, | TAKUM YNHOM
XWUPHI KMcnoTtu 3abesnevyoTb eHeprieto cuHTed ATO. Y nediHui Ta cepui
uen npouec noctadae Ao 80 % HeobxiaHOT eHeprii ANs KNiTUH 3a Byab-AKnx
disionoriyHnx ymosB.

7.1. XUPHI KNCAOTHU | TPUALIMATAILIEPOAU

JKupHi KHCIOTH — 1€ OpTraHiyHi CIOJNYKH, IO CKIaJAIOThCs 3 ali)aTHIHOTO
JIAHITIOTa, 3aBIOBXKKH 10 36 aToMiB KapOoHy i 3 kapOokcmibHOO Tpymoro (-COOH)
Ha OJTHOMY KiHIli. KoBaJIeHTHI 3B’I3KH MIX aTOMaMU KapOOHY MOXYTh OyTH OJTUHAp-
Hi a0o0 moBiiHI. AJi)aTHYHI JTaHIIOTH, SKi MICTATh TIJIbKW OIWHAPHI 3B’ SI3KH, Ma-
F0Th MaKCHUMaJIbHY KUTBKICTh aTOMIB TiPOTEHY, TOMY iX Ha3WBalOTh HACHYEHHUMH
(HanpuKiIajg, y MipUCTHHOBIH, CTEapUHOBIN 1 MadbMITHHOBIN KucnoTax). Jlaniorn
3 OTHAM ITO/IBiTHUM 3B’ sI3KOM HA3WBAIOTh HEHACHYEHUMH (Y OJICTHOBIH UM IaTbMi-
TOJIETHOBIH KHCIIOTax), a 3 IBOMa 1 OiblIe (po3TalloBaHi, sSIK MPaBUIIO, B MOJICKYI
uepe3 onny CH -rpymy) — mostinenacu4yenumu (y JiHOJIEBIH, JTIHONEHOBIH 1 apaxi-
JIOHOBIN KHCJIOTaX). 3a JOBKHHOI aliaTnyHOro JIAHIIOra pO3pi3HIIOTh KijlbKa
IPYI )KUPHUX KUCIIOT.

HaiimommupeHimuMy XapuoBUMH KHpaMU € TpUanuriinepoau. Koxxaa Morre-
KyJla TPHALWITTILIEPOIIy Ma€ OCHOBY y BHUIJISIJI TPUATOMHOTO CIHUPTY DIIIIEPOTY
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3 IPUETHAHUMHU TPhOMa KUPHUMH KrciaoTaMu. OCTaHHI MOXYTh BiJIPI3HATHUCS J0-
BXKHHOIO JIAHITFOTA Ta KUTBKICTIO TIOABIHHUX 3B’s13KiB. JiMa3u MuIryHKOBO-KHUIIIKOBO-
T'O TPAKTy TiAPOIi3YIOTh TPHAMITIIIEPONIN A0 AIaMITIIIEepPOIIiB, MOHOAIIMIITITIIIe-
POJIIB, BUIBHUX JKUPHUX KHCIOT 1 miineposny. [IpomayKTu rifpomnizy BCMOKTYIOTBCS
KJIITHHAMH CMITENi10 TOHKOTO KUILIEUYHHUKA, 1€ 3 HUX 3HOBY CHUHTE3YIOThCS TPHUALIII-
DITIEPOITH, SIKI TPAHCTIOPTYIOTHCS IO M’ S31B, )KUPOBOI TKAHWHY Ta MEYiHKA. Y ITHX
opraHax BiJ0OyBa€eTbCsl PO3IICTUICHHS TPUALMITIILEPOTiB (10 KUPHUX KUCIOT
1 TTIIEpOITy) Ta pECHHTE3 CHEIUMIYHUX I OpTaHi3My TPHUAMITITIIEPOITiB. 3a 1Mo-
TpeOH >KUPHI KUCIIOTH OKHUCITIOIOTHCS Y TIEUiHIN Ta M’ g3ax 1j1sl 3a0e3MeueHHs eHep-
TeTHYHUX MOTPeO KIITHHU. [Tiepon 3amyv4aeTbes 10 TIIKOIMi3Y, IePETBOPIOIOUNCH
Ha JiiokcianeToHdocdar 3a 10MoMOror JBOX PepMEHTIB — DITILEPOJIKIHA3HY Ta TIIile-
poradocdaraerinporenasu.

JKupHi KrciI0TH, SIKi y pO3YHHI MAaIOTh BIACTUBOCTI JACTEPTeHTA, TPAHCTIOPTY-
IOTBCSI TUIa3MOI0 KPOBI B KOMILIEKCI 3 albOyMiHOM, SIKUH CUHTE3YETHCS Yy MEUiHII.
Crnemnianpai 0inkn, 30kpema CD36, 3a0e31e9yOTh TPAHCIIOPT YXKUPHUX KHUCIOT
y kiiTuHy. Lle#t MmemOpaHHUl O1IOK € eKCIIPECOBaHUI Ha MOBEPXHI KIIITUH KIIBKOX
TUIMIB, 0cOOMMBO Makpo(daris, i HAIEKHUTH J0 CKeBEHDKep-perenTopis! kiacy B.
BiH € BaXKJIMBUM KOMIIOHEHTOM CHCTEMH BPOIKEHOTO IMYHITETY, 30Kpema, 3a0e3-
Neyye€ BUSIBIICHHSI €PUTPOLHTIB, 3apaKCHUX NapasuTHuHuM Plasmodium falciparum.
CD36 3B’3y€ThCS 3 OKUCIICHUMH JIITONPOTETHAMH HU3BKOI MIUTBHOCTI, (pocdoriri-
JaMH Ta XUpHUMH Kuciaotamu. Kpim nporo, CD36, excripecoBaHUil Ha MOBEPXHI
eMITEeNiI0 CMAKOBHUX COCOUKIB SI3UKa, CIIYTY€E PELENTOPOM, L0 3B’ SI3y€ KUPHI KUCIIO-
TH TKi Ta 6epe ydacTsb y GOpMyBaHHi “‘cMaKy kupy’’.

7.2. AKTUBALIA | TPAHCITOPT XXUPHUX KUCAOT

[epur Hixx OyTH 3aTydEHUMH Y MPOLIEC OKUCHOTO METa0O0IIi3MY, JKUPHI KHCIOTH
MaloTh OyTH aKTHBOBaHi depes ectepudikairo 1o ami-KoA (ecrep xupHOI KHCII0-
TH 1 Kopepmenty A) anmin-KoA-cuHTazoro (Tiokinazoro). Lle ¢pepment, acouiiioBa-
HUH 3 €HJIOTUIa3MAaTHYHUM PETUKYITYMOM i 30BHIITHEOK MEMOPaHOI MITOXOHAPIH.
€ kinbka i30epmentiB anuin-KoA-cuHTasu, cnenuivHuX J0 KUPHUX KHCIOT
3 PI3HOIO IOBKMHOIO allMJIBHOTO JIAHIIIOXKKA.

[Ipomiec ecTepudikalrii TOBrOIAHIIIOTOBUX JKHUPHUX KUCTOT € AT®D-3amexxaum
i BimOyBaeThes y nBa etanu (puc. 7.1).

[BoeTanHy ectepudikaLito XUPHUX KUCMOT KaTanisye aumn-KoA-cuHTasa,
ska B AT®-3anexHoMy MpoLeci akTUBYE OOBrofaHLIOroBi XUPHI KUCMOTK
3 YTBOPEHHSM aumn-KoA.

! Tpyna perentopiB 10 OKUCICHUX 200 alleTHIIbOBAHUX JIMONPOTEIHIB HU3BKOI MIITEHOCTI
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CuHTE3 Tpmaumnrnilueponis

KapHiTuH

YKupHi kncnotn + KoA + AchI

AumnnkapHiTvH + KoA I Auun-KoA + AM® + ®P,, I
- ———— —

‘ ) . Aunn-KoA- LuTosonk
KapHiTuHaumn- oo cuHTasa NOOOOOOO000000
( | TpaHcepasa | 30BHiLLIHs!
] 0 ) MiTOXOHApianbHa
MembpaHa

O——

)H tetereteteee et \\) ﬂMXaanMVl naHL“or : MITOXOanIaanai
! ? membpaHa
KapHiTnHaumn-
TpaHcepasa Il | 4 Martpuke

t

HALH, ®ADH, | <«

KapHitnH I

AumnkapHiTUH

B-OKMCHEHHSs1

Aunn-KoA
+
KoA I KapHITUH Auetun-KoA

Puc. 7.1. AKTMBYBaHHS XMPHUX KUCIOT, IXHE TPaHC-
NOPTYBaHHS Y MITOXOHAPIT Ta 3anyyeHHs
B eHepreTuyHi npouecu: AKT — auyun-
KapHITUH-KapHiTUH aHtunoptep; VDAC —
noTeHuian3anexHUn aHioOHHUIN KaHan
[3a Szewczyk, Wojtczak, 2002]

CymapHa peaxilisi akTUBYBaHHS JKUPHUX KUCIIOT MA€ TaKUW BUTIISL;
Kupna kucnora + AT® + HS-KoA — aiun-KoA + AM® +2® . (7.1)

[Ipoxykr 1miel peakmii — aruia-KoA MIiCTUTh OIWH “BHCOKOCHEPTCTHIHUN
TionbHUI 38’5130k’ . Criouarky Bij Mosekyiu AT® npoTsrom akTHBallii >KUPHUX KUC-
ot Bigmemmnoerses OO . Iigponis ekzeproniynoro 38’ a3xy @O, (O~®D), mo kara-
nizyeTbes nipodocdarazoro, poOUTH 110 CPsHKEHY (3 YTBOPSHHSIM allMIaJICHIIaTY)
PEaxIiio CIOHTaHHOIO.

! Tleii 38’5130k yTBOpIOE Cyabdrigpuiasaa rpymna (-SH) i3 3anumkom xupHoi kuciotu (amui-KoA)
a00 aneTuspHOW Tpynoro (anetui-KoA). Tomy kopepMeHT A 1HKOIU MpeacTaBisioTh ik KoA-SH
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YTBOpeHwuit y nmuToruiazmi anuia-KoA Moxe J1erko IpOHUKATH KPi3b 30BHILITHIO
MeMOpaHy MITOXOH[piii, BUKOpUCTOBYIouH BenuKi VDA C-kananu. OnHak BHYTpil-
HS MeMOpaHa MITOXOHApiH HenmpoHukHa mis ammwi-KoA. Tomy kupHa KucioTa
TPAHCIIOPTYETHCS B MATPUKC MITOXOHAPIN Y BUTTISAI allMIIKAPHITHHY, SIKHH CHHTE3Y-
€ThCSI PO3MIIIICHOO Y 30BHIIITHII MeMOpaHi KapHiTUH-anuaTpanchepasoro 1.

[ns cnpshkeHoro TpaHcnopTy aunni-KoA Kpisb BHYTPILLHIO MeEMOpaHy MiTo-
XOHAPIN HEOOXiOHI KAPHITUH i KapHITUH-aumMnTpaHcdepasa l.

L-Kapwuitun (BiTamin B“) — IIe aMiHOKHCIIOTA, IMo/1i0Ha 32 OyJ0BOIO JI0 BiTaMi-
HiB Tpynu B, ane, Ha BiIMiHy BiJl HUX, CHHTE3Y€TbCS B OpraHi3mi. biocuHTe3 KapHi-
TUHY B OpraHi3mi BiZOyBaeThbCs y MEUiHLI Ta HUPKaX, 3BIAKK TPaHCIOPTYETHCS
B IHIII OpraHy i TKAHWHH, 30KpeMa, y cKeieTHi M’ s13u. [ poro 6iocuHTE3y HE00-
ximmi Bitaminu C, B,, B, B, B ,, Gepym, mnisun, MeTionin i nuska gepmentis. 3a
nedinuTy 6omait OHI€l i3 MUX PEYOBUH PO3BUBAETHCS HEINOCTATHICT KAPHITHHY.

KapHiTus 3any4eHuil y BaximuBi MeTaOoIiuHi nporiec. 30KkpemMa, BiH 3a0e31e-
4ye migTpuManHs Qizionoriyoro piBHs KoA y kiiTHHaX, TOMY HOTO BUKOPHUCTOBY-
FOTh JIJIST KOPEKIIil MeTaboIIYHIX TporeciB. BiH Mae aHa0OJIdHY, aHTUTITOKCIHHY
W aHTUTUPEOINHY Mil0, a TAKOXK AKTHBYE >KUPOBHI OOMiH, CTUMYJIIOE pereHepariro
TKaHUH 1 ITiJIBUIIYE alleTHT.

KapaiTun-onocepenkoBaHe epeHECEeHHsI )KUPHUX KUCIIOT Y MITOXOH/PIi BKITIO-
4ae Tpu eran (auB. puc. 7.1):

Ertan 1. Kapuitun-ammnrpancdepasa | acormiiioBana i3 30BHIIIHBOIO MiTO-
XOHJIpiaJIbHOI0 MEMOPaHOI0 1 KaTami3ye MepeHeCceHHs KUPHUX KUCIOT BiJ aliui-
KoA Ha rigpoKCHIKapHITHH 3 YTBOPEHHSM aIlMIIKapHITHHY.

ETan 2. AHTHUNOpTEp alMJIKapHITHH / KapHITHH y BHYTpPIlIHIA MeMOpaHi
MITOXOH/IPifl OMOCEepEeAKOBY€E TpaHCMEMOpaHHHUI 0OMiH MOJIEKYIIH allMIKAPHITUHY
Ha MOJIEKYITy KapHITHHY.

ETanm 3. VY miToxoHApialbHOMY MaTpUKCi KapHiTHH-auuiTpancdepasa 1
KaTajizye IepeHeCeHHs JKUPHOT KUCIOTH Bil alliiIkapHITHHY Ha KoA i 3HOBY yTBO-
proetbes anun-KoA.

KoHTposb OKHMCIEHHS KUPHUX KUCIOT 3A1HCHIOETHCS MEPEeBaXHO HA eTari
TPaAHCIIOPTYBAHHS 1X JI0 MITOXOH/pii (puc. 7.2).

AD + ®,

o AT® + HCO; o
] N\ [
H;C —C—S—KoA » "00C—CH,—C —S—KoA

auemun-KoA-kapbokcuna3sa
Auetnn-KoA 4 -l-p ManoHin-KoA

1

KapHimuH-ayunmpaHcgepa3sa |

AM®-3anexHa KiHa3a

Puc. 7.2. KOHTPONb OKUCMEHHS XXUPHUX KUCOT
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[Ipouec TpaHCHOPTY JKUPHUX KUCIOT Y MITOXOHAPIT KOHTpoIroe AM®-3anexna
kiHaza (AM®K) gepe3 3MiHy piBHS MPOMIKHOTO MPOAYKTY CHHTE3Y KHUPHUX KHC-
not — manoHin-KoA (mauB. puc. 7.2). Auermin-KoA-kapOokcuiiaza karaiizye Horo
yTBOpeHHs 3 aneTii-KoA. Manonin-KoA iHrioye kapaiTuH-amrpancdepasy I, mo
MOPYILIY€E TPAHCIIOPTYBAHHSI )KUPHUX KHUCIIOT Y MaTPUKC MITOXOHJpPiH. Y cBOIO uepry,
tdhocopumroBanns anetmin-KoA kap6okcnnazn AM®-3anexHO0 KiHAa300 1HTIOyE
11, 1110 PU3BOAUTH JI0 3MEHILIEHHS MPOAYKIIi MajaoHiI-KoA.

AM®-3anexHa KiHa3za — 11€ CEHCOP EHepreTUYHOro PiBHSA y KJIITHHI, IO aJoC-
TEPUYHO aKTUBYETHCS 3a 301IbIICHHS criBBingHOMEHHS AM®/AT®, 30kpema, 3a
neinuTy TITIOKO3H, MMOKCiT Ta imeMii (IuB. miapo3ain 4.4). 3HWKeHHS PiBHS Majo-
Hin-KoA, 3a 3pocranns AM®, aktuBye KapHiTHH-anuiTpaHnchepasy I, yHacmimox
YOro 3p0CTa€ TPAHCIOPT JKUPHUX KUCIOT Y MITOXOH/pii, reHepyBaHHs aneThi-KoA
i fioro Bxo/pkeHHs y ik Kpebdcea 3 momanpmmm yrBopeHHSIM ATO.

7.3. B-OKUCHEHHA XXUPHUX KUCAOT

JKupHi KHCTTOTH PO3IMIEIUTIOIOTHECS B MITOXOHIPIaTLHOMY MaTPHKCI Y TIPoIeci
B-oxucuenns (puc. 7.3). binpmiicts GpepMeHTIB LBOTO MPOLECY € CeUUpIIHUMHE 10
JOBKHHU KUPHOT KHCIIOTH. bararo 3 HUX € pO34MHHAMHU O1TKaMH MiTOXOH/IpiaTbHO-
T'0 MaTpHKCY, aje Ti JEPMEHTH, 10 PO3IIETLIIOIOTh JIyKe JIOBT1 JKUPHI KUCIIOTH, IPH-
KpiIUieHi 1O BHYTPIiLIHbO1 MeMOpaHu MITOXOHIPIH.

Etann1i2 Etann 3i4
4 N\ ( N\
00 Lo
HyC— (CH),—C—C'—C—S—KoA HsC— (CHy),— C —CH,—~C—S—KoA
|‘3 | aumn-KoA | 3-L-rigpokciaumn-KoA
y _ OH
AL Auunn-KoA-aerinporeHasa HAI lppokciaumn-KoA-
. JerigporeHasa
®AIH, H O H'+ HAOH=<" ¢ o

H,C— (CH,),— C=C—C—S—KoA

mpaHc-A>-eHoin-KoA

Hzoﬂi EHoin-KoA-rigpaTtasa

Il |
H;C—(CH,),—C—CH,—~C—S—KoA
HS—KoA B-keToaumn-KoA
—Ro B-KetoTionasa

@) (0]

H 0 [ I
| I HaC— (CHp)y— C —S—KoA + CHy—C—S—KoA
H;C—(CH,),— C—CH,-C—S—KoA aunn-KoA aueTnn-KoA
OH 3-L-rinpokciauun-KoA (Ha 2 C KopoTLuuit)
. J (& J

Puc. 7.3. B-OKUCHEHHS XXMPHUX KACNOT

B-OKMCHEHHS XMPHUX KUCIOT BiAOYBaETLCA B MAaTPUKCI MITOXOHAPIN Y YO-
TMPWU eTanu i 3aKiH4yeTbCA YTBOPEHHSM BKOPOYEHOro Ha ABa KapboHu
aunn-KoA, ®AlH,, HAH, auetun-KoA i H*.
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Etan 1. Amun-KoA-zaerigporenasa karaiizye OKHCICHHS JKUPHOKHUCIOTHOTO
3Ky anuia-KoA, 110 3yMOBIIOE YTBOPEHHS MOABIHHOTO 3B’SI3Ky MK JIPYTHUM
1 TpeTiM KapOOHOM, IPUUOMY Yy mpanc-KoHQirypauii. € Tpu i3odpepMenTn auui-
KoA-merinmporenasu, KOXXeH 3 SIKHX BHUSABISE CHEIU(DITHICTh 10 KUPHUX KHUCIOT
3 JIAHIFOTOM TIE€BHOT JOBXKHUHU. AKIIETITOPOM €JIEKTPOHIB JJIsl BCiX KX 130(pepMeHTiB
amm-KoA-nerigporenasu € npocretnuna rpyna @AJ[. BigHoBnena nerinporenasa
BiJIJIa€ CBOI €JIEKTPOHHM €JEKTPOHTpaHCIopTyBanbHOMY ¢uaBoriporeiny (ET®),
a nani — 1o KoQ B nuxampHOMY JaHIFOTY MIiTOXOHPiH (quB. po3. 10).

Etan 2. Enoin-KoA-rimparasza karamizye crepeocnernudiday riapaTallito mo-
JOBIHHOTO 3B’SI3KYy MIX APYTHM 1 TpeTiM KapOOHOM XHPHOKHCIOTHOTO 3aJIULIKY
3 yrBOopeHHsIM L-rigpoxkciammi-KoA.

Ertan 3. Tliapokciammi-KoA-nerinporenasa karaiizye OKUCICHHS TiIpOKCi-
armt KoA 'y B-mo3utii (C3) o B-keroammn-KoA, a HAJ[™ ciiyrye akentopom eex-
TpouiB. Bimnosnenunit HA /IH Binnae enexrponn HA JIH-gerinporenasi.

ETan 4. Aumn-KoA-anerunrpancdepasa (B-kerorionasa, B-keroanmia-KoA-
TioJIa3a) B3aEMOJIE 3 MOJICKYIIOIO BiTbHOTO KOA, BHACITITOK YOTO BiJ KapOOKCHITH-
HOTO KIHIIS BUX1THOT )KUPHOT KUCJIOTH BiJIIICILIIOEThCS aneTii-KoA.

CyMapHa peaxilisi OTHOTO IUKITY 3-OKHCICHHS Ma€ TaKUi BUTTIS:

Anmun-KoA + ®AJ] + HAI" + HS-KoA —
amm-KoA! + ®AJH, + HAJIH + H" + anetmin-KoA (7.2)

YTBopenwii anetnin-KoA oxucmoerses y nukii Kpedea. B-OxucHeHHS )KUPHAX
KUCJIOT — 1ie OaraToKpaTHUH MUKJIIYHUN mpoliec, TOMY 1o aiui-KoA, BKopoueHHi
Ha J1Ba KapOOHH, 3HOBY 3aJIy4a€ThCsl y MPOLEC OKUCHEHHA. B ocTaHHBOMY LUK
3 OyTupnia-KoA (4oTrnpukapOOHOBOI CITOMYKH) YyTBOPIOETHCS AB1 MOJIEKYIH alleTHII-
KoA.

OKHCHEHHSI HEHACHUYCHUX KUPHUX KUCIIOT MONIOHE A0 OKUCHEHHS HACHYEHHUX,
ane mae cBoi ocoOnuBocTi. [ToaBiliHiI 3B’3KM MPUPOJHUX HEHACUUYCHUX KUPHUX
KHCIIOT MalOTh yuc-KOHQITYpallifo, a Ha TIepIIOMY eTalli -OKHCHEHHS YTBOPIOIOTHCS
MIPOMIXKHI CITONTYKH, B IKUX KUPHOKHCIOTHHH 3aJIUIIOK MICTHTH ITOIBIHHIH 3B’ 130K
y mpanc-xoHdirypauii. Tomy enoin-KoA-rigparasa He Moxke Karaji3yBaTu HacTyII-
HY PEaKIlifo [3-OKUCHEHHS HEHACHUEHUX >KHUPHUX KHUCIIOT. SIKIO MpOMiXHE aIuil-
KoA-BmicHe moxiiHe HEHACHYEHOT )KUPHOI KUCIOTH MICTUTh MOJABIHHUH 3B’ SI30K
y muc-koH(pirypamii mix C3 i C4, to yuc-A’-enoin-KoA-izomepasa 3abe3neuye
KOHBEPTYBaHHS IIbOTO 3B’SI3Ky Y mparc-KoHdirypairo mixk C2 1 C3. YTBopeHa crio-
JyKa Jaji BKIIOYA€ThCsl y TPETid eTan [3-OKUCHEHHS.

e omun depment — 2,4-nienoin-KoA-penykrasa, BHKOPUCTOBYIOUH MTPOTOHU
Bin HA/I®H i 3i cepenoBuina, riaporenisye 2,4-aieHoin-noxingne kopepmeHty A
HEHACHYCHOI JKUPHOI KUCIOTH (MICTUTH ITOIBIHHI 3B I3KH Mk kapooHamu C4 i C5
y yuc-koudirypariii Ta C2 i C3 — y mpanc-koHpirypaitii) 3 yTBOpEHHSIM €HOLI-ITOX1/1-
HOTO KoepMeHTy A 3 oaBiifHNM 3B’ s13Kk0oM Mik C3 i C4. YTBOpeHa cIionyKa 1ajbiie

! Teii arun-KoA € BKOpoueHNM Ha JiBa KapOOHH 1010 MOTEPETHBOTO
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i3oMepu3yeThest yuc-A-eHoin-KoA-izomepasoro (I1B. BHIIE) i BKIIOYAETHCS y TPETIi
eran B-okucHeHHA. OTKe, OKUCHEHHS TOJTIHEHACHUCHUX KUPHUX KHUCTIOT (JIIHOJIe-
BO1, JIIHOJICHOBOI i apaxiJOHOBOT) MOTpedye MOAATKOBHUX 3aTpaT €Heprii y BUIISAL
HAJIDH.

-OxucHEHHS AyKe JOBIHX )KUPHUX KHCIIOT BiIOYBA€THCS TAKOXK Y MEPOKCHCO-
Mmax. [lepokcucoma — ne oprasena, sika IpuTaMaHHa OiIBIIOCTI €yKapiOTHYHUX
KIIITHH 1 MICTUTH TpHOIU3HO 50 epMEHTIB, 10 KaTali3yloTh OKCHJIATUBHI peakiiii.
3okpemMa, pepMeHTH HeOOXiaHI /T 3a0e3MmeueHHs 3- 1 0.-OKUCHEHHSI' JKHPHUX KHC-
JIOT, aMiHOKHCIIOT; 0O10CHHTE3y XOJIECTEPOITY, TUIa3MaJIOTeHY, )KOBYHUX KHCIIOT, I10-
JIHEHACHYECHUX KUPHUX KHUCIOT. TpaHCTIOPT JKUPHUX KHCIOT 3 MEPOKCHUCOM BifOy-
BAETHCS 3@ YUACTIO KAPHITHHY.

Y KNITUHHMX opraHenax nepokcMcomax TakoX BigbyBaeTbCA OKMCHEHHS
XUPHUX KUCNOT 3 yTBOpeHHsAM auetun-KoA, HALH i H,O.,.

[Tepokcucomu OepyTh ydacTh y KIITUHHOMY JMXaHHI. BOHM CIIOXHBAOTh KH-
CCHb y MPOIIeCi OKMCHEHHS Pi3HUX KJIACiB KUPHHUX KHCIIOT.

MophooriuHo MEPOKCHCOMH € JyKe PI3HOMaHITHUMU. BOHU MOXKYTh MaTH BH-
IJIsL 13071bOBaHUX CEPUUHUX TiIelb, TPYOOUOK a0 HaBiTh TICHO MEPEIIETEHOTO
peTukyyMmy. Mopdooris TIEpOKCHCOM MOXKE 3MIHIOBATHCS 3aJIS)KHO Bill YMOB 30-
BHIIIHBOTO cepefoBuiia. [lepokcucoma oTodeHa OJHIEIO JIiITITHOIO MEMOPaHOI0.
DepMeHTH MaTPUKCY MEPOKCHCOM YacTO KpUCTali3yloTbed. [lepokcucoma, Ha Bif-
MiHy Bijx MmiToxoHpid, He micTuth JIHK. Binku, 1mo BXomsaTh 10 CKIaay MEPOKCH-
COM, KOAYIOTbCS SIIEPHUMH F'€HAMH.

[TepokcucoManbHa cUCTEMa [3-OKUCHEHHS BiIPi3HAETHCS Bil MITOXOHIPiaIbHOT
3a ABOMa O3HaKaMH. 30KpeMa, Ha MEpIIOMY eTalli OKMCHEHHs eJIEKTPOHH Ieperna-
10Thes Oesnocepentno Ha O, 3 yreopennsam H,O,. @AJ € akuentopom enekTpoHiB
JUIs IepokcrcoManbHoi anmin-KoA-okcuaasy, sika Karajii3ye Neplini eTarn OKHCHEH-
ns. Bracninok ®AJIH, peoKCHIeHy€eThCS Yy MEPOKCUCOMI, YTBOPIOKOYH TiJIPOreH
MEPOKCHU:

®AIH, + O, — ®AJ] + H,0,. (7.3)
ITepokcucomanbuuii pepmeHT Karanasa posmernnoe H O, (mus. posmain 12):
2H,0, - 2H,0 + O, (7.4)

Jpyroro 0coOIUBICTIO 3-OKMCHEHHS! JKUPHUX KUCIIOT Y TIEPOKCUCOMAX € Te, 110
yrBopernii y HuX HAJIH He Moke 3HOBY OKMCHIOBATHCS, TOMY BiJIHOBHI €KBiBaJICH-
TH HAAXOMSATH Y IUTO30JIb 1 Tajli B MITOXOH/pPIi. YTBOPEHUH Y IEPOKCHCOMAX arle-
TUI-KoA TakoX TpaHCIIOPTYETHCS Y IIUTO30JIb.

! TlocniioBHE BiAIIEIICHHS OMHOKapOOHOBHX (DPArMEHTIB BiJ KAPOOKCHUIBHOTO KiHIIS JKUPHOT KHCIIO-
TH, SIK€ HE CYIPOBOKYETHCSI CHHTE30M MaKpPOEPTiUHUX CIIOIYK

107



OCHOBW BIOEHEPIETUKN

7.4. EHEPTETUYHA UIHHICTb OKUCHEHHA
XUPHUX KUCAOT

EnepreTnuHy WiHHICTH B-OKMCHEHHS KMPHUX KHCJIOT MPOITIOCTPOBAHO HA
puc. 7.4 Ha npukiazi kKanpuioBoi kuciotu (C8). YHaACHiJOK TOBHOTO [B-OKHMCHEHHS
i€l KUCIOTH YTBOPIOIOTHCS YOTUPU MOJIEKYNH aneTui-KoA, a Takox 4oTupu mMoie-
kyan OAJIH, 1 wotupu mosexynu HAJIH, 110 exBiBaneHTHE BUBUIBHEHHIO 12 enek-
TpoHiB. KokHa 3 yoTuphox Moneky:n anetui-KoA 3amydaerbest y mukn Kpebcea, ne
Jlai 3 HUX MPOAYKYEThCS YOTHPU MOsieKynu AT® i BUBLIBHAETHCS 32 €IEKTPOHH,
sKi BigHOBIMIOIOTE HAJ[" Ta DA "

Crapis | Crapgis Il

%Hz » | 4 AueTnn-KoA

(" CH
ke
CH,
126 on
“pi 2 Lukn Kpebca
CH,
\
o 7
32e
N
YTtBopeHHs HAOH i ®AQH,
Cragis Il
e
1% 2H" + 1502
OuxansHun
(enekTpoHHO-TPaHCMNOPTHWIA)
naHutor H,O
AP + O, ATO

Puc. 7.4. Ctagii okucHeHHS kanpunoBoi kucnotn. CTafi g | XupHa KncrnoTta OKUCHIETLCS 3 YTBOPEHHAM
auetun-KoA. Ctapgisa Il: auetunbHi rpynu okucHioroTbea ao CO, y umkni Kpebea. Ctapia Il
eneKkTpoHW, BiALenneHi Ha nonepeaHix cragisax, nepemiwarTbCs B ANXaNbHUN MaHuor
MITOXOHAPIV | NoCcTa4aloTb eHeprito Ans cuHtesy ATO

IIpocretnuna rpyna ®AJIH, hepmenty armn-KoA-nerinporenasu Ha nepomy
eTari B-OKHCHEHHS OKUCITIOETHCS, TPAHCIIOPTYI0uH 2€ 10 KopepMeHTy Q y TuxanbHO-
My JaHIIory. TpaHCIOPT Mapyu eNeKTPOHIB Bi KopepMeHTy Q 10 KHCHIO 3yMOBITIOE
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BHXiJI IPOTOHIB, 10 3a0e3neuye cuHte3 ~ 1,5 monekynu AT® Ha omHY mapy enek-
tpoHniB. HAJIH, yTBOpeHa Ha TpeThOMy eTami J-OKHCHEHHS, OKHCIIOETHCS, TPaHC-
MOPTYIOYH 2€ 0 TEPIIOro KOMIUIEKCY AMXaJbHOTO JIAaHIIora MiTOXOHApid. Tpanc-
opt enekTpoHiB Bix HAJIH 10 KHCHIO BHKJIMKAE BHUXIJ MPOTOHIB i3 MITOXOHAPIH,
1o 3abe3neuye cuHTe3 ~ 2,5 monexkyn AT® Ha onHy mapy enekrpoHis. EHepreTuuny
LIHHICTH [-OKMCHEHHS MaJbMITOIJIOBOT KUCJIIOTH HaBEIECHO B Tabm. 7.1.

Tabnuus 7.1
EHepreTuyHa LiiHHICTb NOBHOro OKUCHEHHA OAHi€l MoneKkynu nanbMitToin-KoA
Ao CO, i Boan

KinbkicTb BigHOBRNeHnx  EkBiBaneHTHa KinbKicTb

RIS mornekyn ®AL un HAL mMonekyn AT®
Auunn-KoA-gerigporeHasa 7TOALH, 10,5
B-Tppokciaumn-KoA-gerigporeHasa 7THAOH 17,5
I3oumTpaTaerigporeHasa 8HAOH 20
o-KetornytapataerigporeHasa 8HAOH 10,5
CykumHin-KoA-cuHTtasa 8
CyKumHaTtaerigporeHasa 8®A[H, 12
ManatgerigporeHasa 8HAOH 20
Ycboro 108

7.5. KETOHOBI TIAA

[IpoTsiroM roioyBaHHS M BYIJICBOJHOTO BUCHAXKECHHS PIBEHb OKCAJIOALIETATY
B IEUiHIII € 3HWKEHHUH, OCKIJIbKH BiH BUKOPUCTOBY€ETHCS Y NIIOKOHEOreHesi (puc. 7.5).
e 3aBakae BxomkeHHIo anetmwi-KoA y ki Kpe6ca. Toxi anetmin-KoA niepeTBopro-
€ThCS B MITOXOHIPIsIX Ha KETOHOBI Tiymal: areToH, areroamerar i [3-okcuOyTHpar.
Aneroamnerar i B-okCHOyTHpaT MOXXYTh BUKOPHUCTOBYBATHCH SIK €HEPTreTHUYHI CyO0-
CTpary, aje He y TeiHIIi.

3a neBHUX NATONOriYHMUX CTaHIB YM BUCHaXXEHHS OpraHiamy eHeprisa ae-
Tun-KoA moxe 36epiratuch y hopmi KETOHOBMX TiNn (auUeToH, auetoauerar
4n B-okcnbyTumpar) i BUKOPUCTOBYBATUCH Y Pi3HMUX OpraHax (3a BUHATKOM
MeYviHKN) K eHepreTMyHMn cybcTpar.

V 1e nepeTBOpeHHs 3a1y4eHi TpH epMeHTH.
1. B-Kerotiona3a xonaeHcye n1Bi MosieKynu aneTmii-KoA 3 yTBOpeHHSM areTo-
aneti-KoA 1 BinsHOTO KOA.

! Tepmin “Tina”, KU iHKOJIM BUKOPHUCTOBYIOTH [UIsl TIO3HAYEHHSI HEPO3UMHHHUX YAaCTOK, HE € 30BCIM
aJIeKBaTHUM II0/I0 KETOHIB, SKi TIOBHICTIO PO3YMHSIOTHCA Y KPOBI Ta cedi
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2. Tiapoxcumeruiarayrapuia-KoA-cunrasza katanizye KOHICHCYBaHHS Tpe-
THOTO areraTHoro 3anumka (i3 anetnn-KoA) 3 aneroanernin-KoA, yreopro-
touu rigpokcumermwirnytapui-KoA (TMI'-KoA).

3. ligpoxcumernarayrapuia-KoA-jgiaza po3mieruioe riapoKCUMeTHITITyTa-
pui-KoA, yrBoprotoun ameroarierar i anetmi-KoA.

I0KO30-6-

doctaTasa

[Mtoko30-6-chochaT —— > [NoKo3a
—

nikoni3

I'IipyBaT

XKupHi kncnotn
TMoKoHeoreHes /
ALI,eTVIJ'I KoA «<——> KeToHoOBI Tina

A\ XonecTepor

Okcanoauertar LunTpat

Linkn
Kpebca

Puc. 7.5. YMOBU yTBOPEHHSA KETOHOBMX TiN (AeTanbHille Npo rMoKoHeoreHes Ha puc. 6.6)

TpaHc-i30Mepu XUPHUX KUCHOT (mpaHC-KUpW) — OOUH i3 BUAIB HEHa-
CUYEHUX XXUPHUX KUCHIOT, WO MICTATb mMpaHCc-noaBinHi 3B’A3kM MiXk aToMamu
kapboHy. B yuc-nogBinHoro 3B’A3ky ABa atoMu KapboHy Ha AinsHui
CH = CH nepebyBatoTb no oauH ik Wono kapboH-kapOOHOBOTO 3B’A3KY.

OneiHoBa Kucrnora

H H H3C — (CH,); H
AN / AN /
C=cC C=C
H,C— (CH2)7/ N (CH,);— COOH H/ N (CH,);— COOH
yuc-tpopma mpaHc-chopma

B-T'impoxcuOyTupataerifiporeHasa Karaiidye B3a€MHE TIEPETBOPEHHS aleTo-
areratry i B-rizpokcuOyrupary. KeTOHOBI Tijla epeHOCATHCSI KPOB'I0 J0 IHIIUX
TKaHWH, JIc BOHH TIEPETBOPIOIOTHCS Ha aneTui-KoA 3 mogaibiiiM BUKOPUCTAHHSIM
y mukm Kpe6ca, a Bigrak i st cunresy AT®. SIkio 3a yMOB rinormikeMii KETOHOBI
Tijla BUKOPHCTOBYIOTHCS SIK aJBTEPHATUBHE JDKEPEIO SHeprii, TOJi MarTh po3Iiie-
TUTEFOBATHCS JUTS TTITPUMYBaHHSI TIIFOKOHEOT€HE3y aMiHOKHCIIOTH, OCKIJIbKH alleTar
HE MOXe OyTH MEPETBOPECHUN HA TITFOKO3Y.

HammipHe yTBOpeHHS KETOHOBHX TiJll MPU3BOIUTH A0 KETO3y W anuao3y, AKi
CYIIPOBOJIKYIOTh 0araTo MmaToJoriuHUX CTaHIB, HAIIPUKIIA, IIyKPOBUH Aia0eT, royio-
JTyBaHHS, INXOMaHKYy Ta iH.
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Y mpaHc-noABIiHOTO 3B’A3Ky aToOMU FigporeHy po3TalloBaHi Mo giaro-
Hani Ha NpoTuNexHnx Gokax Big MOABINHOroO 3B’A3Ky. [NpupoaHi mpaHc-
i30MEpV YTBOPIOKTHLCSA Y LUMYHKY XYWHUX TBAapUH OakTepismu i HaBiTb Mo-
TPannstoTb Y MOSIOKO KOPIB YK Ki3. MeHLU 300poBi LUTYYHI mpaHc-isoMepu
XMPHUX KUCIOT YTBOPIOKTBLCS 3a rigporeHisadii onin, o6cmaxyBaHHS 3 Ky-
NiHAPHUMM Ta KOHOUTEPCBKMMU Xnpamu. 3a 24 roguHn obcMaxxyBaHHS
XapyoBUX NPOAYKTIB PiBEHb MpaHC-i30MePIB XUPHUX KMCIOT 3pocTae 3 5 A0
32,5 % [[NoHomapboB, 2009]. B YkpaiHi cepeaHe CnoXuBaHHA mpaHc-
i30MepIB XMPHUX KNCIOT CTAaHOBUTL BiA 2,7 0o 12,8 r/goby. BueHi pekomen-

OYIOTb 3MEHLINTN TXHE CNOXMBaAHHA A0 2 r/goby. Y CLUA BUPOBOHUKM
3000B’si3aHi BKa3yBaTu BMICT mpaHC-)KVIpIB y MpoAdyKTax xap4yyBaHHS.

OcTaHHI gecaTuniTtTs :
BeAEeTbCH XBaBa OMCKYCis
NpPO MOXMWBWUIA NaTOMOriY-
HUIM BNAWUB MPaHC-X1UpIiB Ha
3[00POB’s NMIOAMHK, 30KpeEMa,
Ha NiABULLEHHSA PiBHSA XO-
nectepony, 30inbLeHHS
KOHLIeHTpauii ninonpoTei-
[iB HU3bKOI LLiNMbHOCTI 1
aTepocKnepo3y KPOBOHOC-
HUX CyguH. BBaxaloTb, LLO mpaHC-i30MepU XUPHUX KUCIOT MOXYTb ByTu
MPUYETHI 0O PO3BUTKY AiabeTy, nopyLleHHs 0bMiHy npocTarnaHauHiB, 3HU-
XEHHS IMYHITETY I aKTUBHOCTI TECTOCTEPOHY, HEOMNMaCTUYHUX MEPETBO-
peHb [Willet, 2005]. MNopsag i3 uum, y LotnaHaii, oe HaceneHHa ocobnmeo
CXUIbHEe 00 paHHbOI CMEPTHOCTI Bif cepLeBO-CYyAMHHUX 3aXBOPOBaHb, HE
Oyno BUSIBMEHO XXOL4HOMO 3B’A3KY MiX L€ NaTonorieto Ta CNoXUBaHHAM
mpaHC-HEHACNYEHNX XXUPHUX KUCHOT.

Miacymok 8. EHEPTETUKA XKXUPOBOTO OBMIHY

e JIOBroJaHIIOTOBI >KUPHI KHCIOTH B3a€EMOJIIOTH 13 KodepMmeHTOM A
B AT®-3amexHOMY TPOIEC], IKAH KaTalli3y€ CHHTa3a JOBTOJAHIIFOTO-
Bux anui-KoA, jokanizoBaHa y 30BHIIIHIN MeMOpaHi MITOXOHIPIH.

e Annn-KoA nepeTBoproeThes Ha allIKapHITHH 3a IOIOMOT0I0 KapHITHH-
anuiTpancdepasu I, mo po3TanroBaHa B 30BHIINTHIN MeMOpaHi MiTOXOH-
Ipiii 3 00Ky HUTOMJIa3MH. ALWIKAPHITHH MPOHUKAE KPi3b BHYTPILIHIO
MeMOpaHy MITOXOHIpPiii (B 0OMiH Ha KapHITHH) 3a JOIIOMOTOI0 KapHi-
THH/alMIKAPHITHH TPAHCIIOKA3H.

e V Marpukci anMIKApHITHH IE€PETBOPIOETHCS KAPHITHH-ALMITPAHC-
(depazoro I Ha amun-KoA, sikuit gaji BKIOUAETHCS y OararocTymiH9ac-
TUH TIPOIIEC MITOXOH/PialbHOTO [3-oKHCHEHHS. KiHIIeBUi IPOIYKT ILOTO
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npouecy anetui-KoA merabonizyerscs 1o H O i CO, y umkii Kpebca.
Bonnouac BinHoBseHi y npoueci B-okucuenns HAJIH 1 ®AJTH, nepena-
I0Th BiJIHOBJIIOBaJIbHI €KBIBAJICHTH B JMXaJIbHHUM JIAHIIIOT.

e OkpiM MITOXOHIpil, OKUCHEHHS KUPHUX KUCIIOT TaKOX BilOyBa€eThCS
1y KIIITHHHAX OpraHesiax MepoKCUCoMax.

e Amnin-KoA, mo He OyB mepeTBOPEHHH Ha aleTHIKApHITHH 1 MeTado-
Ji30BaHUH y Tporeci [-OKUCHEHHS, BUKOPHCTOBYEThCS 1032 MEKaMHU
MITOXOHAPiH 15t cuHTe3y GochoniniaiB i TPHALMITITIIEPOTiB.

3ABOAHHA | KOHTPOJIbHI MATAHHA

1. 3amacu maauBa B :KMPOBili TKaHuHi. TpHAIMATIIIICPONH, Y CKIAli IKUX € 3aJTUIIKH

KHUPHUX KUCIIOT, MAOTh HAUBHIIMI cepel] yCiX MOKMBHUX PEYOBHUH 3aI1ac eHeprii.

A)Y nopocoi mroguHA Macoro 70 KT Ha TpHAIMITITIIEpony npunanae 15 % macu Tina.
Pospaxyiite (y k1K) 3araqpHUIA JOCTYITHHUN 3a11ac €HEepril, 0 MICTHTHCS B OpTaHi3Mi
y GopMi TPHAIHITITIIICPOITiB.

b) SIx noBro Moxe MPOXKHUTH JIOANHA, SIKIO €TMHAM JDKEPEIIOM eHeprii st Hel € ®UpHi
KHCJIOTH, III0 MIiCTAThCA Y CKJIali TPHAIIMITITIIIEPOITiB, a T000Ba eHEepreTHYHa moTpeda
CTaHOBUTH y cepeauboMy 8 400 kJ{x?

2. Emneprisi, mo MicTHTBCS Y TpUrIineposax. Slka yacTiHa MOJIEKYJIH TPUALMIIIIIEPO-
JIIB MICTHTB OIbIIIEe 0I0J0TTYHO JOCTYMHOI €HEPril B PO3paxyHKy Ha OIMH aToOM KapOo-
HY: 3aJIMIIKA )KUPHUX KUCJIOT YH 3aJUINKH arpninepony? Yomy?

3. Cmnoco0u reHepyBaHHsI eHeprii y nTaxiB. Y Ta0in. 7.2 HaBeCHO MAaKCUMAJIbHY aKTHB-
HicTb (V) neskux (pepMEHTIB IpyTHUX M’s31B roiyoa Ta (a3zana.

Makc

Tabnuysi 7.2
V. r MKM cy6CTpaTiB / XB x I TKaHUHM
depmeHT
rony6 hasaH
lekcokiHasa 3,00 2,30
[mikoreHdocdopunasa 18,0 120
docodpykTokiHaza-1 24,0 143
LinTpaTtcnHTasa 100 15,0
Tpwaumnrniueponninasa 0,07 0,01

A)IIpoanamizyiiTe BiTHOCHE 3HAYCHHS IHTCHCHBHOCTI METa00Ii3My TIIIKOTeHY Ta MeTa-
6omi3My xupiB 3a yrBopeHHS ATD.

B) IlopiBHANTE CIIOXKMBAHHS KUCHIO [IMMH NITAXaMH.

B) Ha mincraBi HaBeneHUX AaHUX 3p00iTh BUCHOBOK, SKUH i3 MTaxiB OUIBIIE MPHUCTOCO-
BaHUI 10 JaNbHIX EpeNbOTiB?

I') Yomy st mopiBHSHHS BHOpaHo came i ¢pepMenTn? Yn MokHA 00paTH I TaKOTO
TOPIBHSAHHS Tpiozodocdarizomepasn i MamaTaeriAporenazn?
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4.

Jiera 30arayena ;kupamMu Ta mo30aBjeHa BYIVIeBOAIB. YSBITH €Ty HA KUTOBOMY YH
TIOJICHSTYOMY JKHPI1 ¥ 11030aBJICHY BYTIICBOMIB. SIK BIUITHHE Opak BYIJICBOJIB HA BUKOPHUC-
TaHHS KUPHUX KUCIOT? SIKIO paIioH MOBHICTIO TT030aBICHHI BYTIICBOIIB, TO SKi KHPHI
KHCJIOTH Oy710 O BUTIIHIIIE CIIOKUBATH — 3 TAPHOO YK HEMAPHOIO KiJTBKICTh aTOMiB?

Iepur Hizk OyTH 3aJy4eHUMH Y NPoLleCc OKUCHOTO MeTa00J1i3MY, JKUPHi KHCJIOTH Ma-
10Th 0yTH ecTepudikoBaHi 10:

1) KoA;

2) TpHAlMINTILEPOY;

3) kapmiodiminy;

4) minepody.

6. SIkuii mpouec onucye peakuisi:

7.

8.

9.

Kuposwuit anmn-KoA + @AY + HAJT" + HS-KoA —
KupoBui atnit-KoA (Bkopouennit na 2C) + ®AJIH, + HAJIH + H* + anetnn-KoA?
1) B-OKHCHEHHS KUPHUX KHUCIIOT;
2) pO3IIeIUICHHS TPHALMITIIICPOIIB,;
3) OKHCHEHHS KETOHOBHUX TilT;
4) KOHTPOIb OKUCIICHHS KapHITHHY.

BuopaTtn npaBmIIBLHY MOCTiTOBHICTh YOTHPHOX €TAMiB 3-OKHCHEHHSI JKHPHUX KHC-

JIOT, 10 KATAJMI3YIOThCSl TAKUMH (hepMEeHTaMM:

1) Auun-KoA nerinporenasza — eHoin-KoA rigparasza — rigpoxcianuia-KoA nerinpore-
Haza —> [-KeToTionasa;

2) B-Kerorionaza — enoin-KoA rigparaza — rigpoxkcianuin-KoA nerizporenasa —
armi-KoA nerinporenasa;

3) Enoin-KoA rinparaza — anuin-KoA nerinporenasza — rigpokcianmi-KoA nerigpore-
Haza —> f-Kerorionasa.

I3 HaBeeHoro NMepetiky BUOpPaTH KeTOHOBI Tifa:
1) okcamoarerar;

2) anetmn-KoA;

3) ameroarierar;

4) B-oxcuOyTHpar.

Buoparn mopdodyHkuioHaabHI 03HAKH, XapaKTEPHI VIS MIEPOKCHCOM:

1) oToueHi oHi€IO JIITHO MEMOPaHOIO;

2) matotb Biacny JIHK;

3) oHMM i3 IPOJYKTIB B-OKHCHEHHS NOBIHMX KUPHUX KucaI0T € H O,;

4) A/ € akenTopoM eIEKTPOHIB [T IEPOKCUCOMaNBHOT armi-KoA-okcunasu;
5) MaroTh yci pepMeHTH, HeoOXiMHI s 3- i 0L-OKUCHCHHS KUPHHUX KUCIIOT.

10. KeTtoHoBi Tij1a yTBOPIOIOTHCA 3a:

1) roomyBaHHS;

2) xapOoTiaPaTHOTO BUCHAKCHHS,
3) BHCOKOKaJIOPiHHOI 1K

4) BIUITUBY aJipeHATIHY.
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PO3AIA 8

KATABOAI3M
bIAKIB I AMIHOKUCAOT

o Karaboai3m i cTpykTypa amiHOKMCAOT
¢ KaraboAizm amiHOKMCAOT

¢ BukopuctaHHs aMiHOKMCAOT y noAsiporpadpiuHmx
i AMP AocAirkeHHsAX

Binkn — BaxknnBa YyacTMHa xapyyBaHHsSI TBAPWUH | MOAMHU, OCKINbKU Ui
OpraHiaMy He MOXYyTb CUHTE3yBaTu MOBHWUM Habip aMiHOKUCMOT i MNOBUHHI
OTPMMyBaTK YacTUHY 3 HUKX i3 BinNKoBO Keto. Y npoueci TpaBneHHs npo-
TEONITUYHI PEPMEHTUN PO3LLENIIOIOTE CMOXMUTI BinkuK, posknagarym ix oo
aMiHOKMICIOT, siki BUKOPUCTOBYHOTbCS Y BioCcuHTESI OinkiB opraHiamy abo nig-
JalTbCa noJanbLlUioMy PO3LLENIeHHI0 AN OTpUMaHHsA eHeprii. Ha yaa-
ranbHeHii cxeMi eHepreTMyHoro metaboniamy (amB. puc. 6.1) 3azHadyeHo
TiNbKy NnepeTBopeHHs BinkiB Ha aueTnn-KoA, ane HacnpasAi aMiHOKMCNOTK
MOXYTb ByTW 3any4yeHi B GioeHepreTnyHi npouecu 1 iHwWmnmmn cnocobamu.

OxwuCHE pO3MIEIUICHHS aMiHOKHCIIOT BiOyBa€eThCS y KibKa eTariB. [ eHep-
TeTUYHHX MTOTPEO BUKOPUCTOBYIOTh aMiHOKHCIIOTH, HE 3aTy4YeHi Y CHHTE3 ITPOTETHIB.
3 orsiwy Ha Te, 0 aMiHOKHCIIOTH He 30epiraloThCsi B OpraHi3mi oHaa HOpMY, Hall-
JIMIIOK aMiHOKHUCIIOT, SIKi HAJAXOIATh 13 1Kel0, PO3IICTUIIOETHCS. Y pa3i roio yBaHHs
Y1 HEKOHTPOJHOBAHOTO J11a0eTy, KOJU BYIJIEBOAU HE HAJXOAATh UM HE YTHIII3YIOTh-
Cs1, KIIITHHHI O1JIKK TaKoXK CTaroTh nanuBoM. L{ikaBo, mo xmwkaku Ha 90 % nokpusa-
FOTh CBO1 CHEPTeTHYHI TOTPEOU Biipasy ITicisl BIAAJIOTO MOJFOBAHHS 3aBISKN O1TKaM.
Y pOCIHHOITHUX TBapHH POJIb OUIKIB 5K JUKEpea eHeprii € He3HaYHOIO.

VY ccaBiiB, SIK BUIHO 31 CXeMH KaraboiizMy aMiHOKHCIOT (puc. 8.1), ixHi amiHO-
IpyIU Ta KapOOHOBI CKeNEeTH METabO0i3yI0THCS OKPEMUMH, ajI€ B3a€EMOIIOB I3aHUMH
HUIgXaMu. Y Tpolieci Karabosi3My Bijl aMiHOKHCIIOT BIANICIUIIOIOTHCS aMiHOTPYIIH,
AK1 B TIOAAIBIIOMY BUKOPHUCTOBYIOTHCS y O10CHHTETUYHMX TpOoIlecax iHIINX aMiHO-
KHCJIOT, HyKJICOTHIIB 1 O10TeHHUX aMiHiB a00 HAaIXOmATh Y BUTIISAII KapOamoindoc-
(haty B ki ceqoBuHU. KapOOHOBHIA CKEJET EPETBOPIOETHCS HA OL-KETOKHUCIIOTH,
ki moTimM okucHorThCA 10 CO, 1 H,O abo nepeTBOproIOTHCS Ha TPH- YH YOTUPH-
KapOOHOBI CTPYKTYpH IIIIOKOHEOTEHE3Y JJIsl YTBOPEHHSI [JTFOKO3H.
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BHYTPILLUHLOKNITUHHI
6inkm

;

XapyoBi BINKN =3 AMiHOKNCIOTY

NH;Z Kap6oHosi
ckeneTu

CuHTes
aMiHOKMCIOT,
HyKneoTuais
i bioamiHiB

Kap6amoin- a-KeTokucnotu

docdart

AcnapraT-

apriHiHo-
U‘MKH CyKLI,VIHaTHVIl7| L|,I/IKI‘I er6ca C02 + HQO + ATq)
ce4vyoBUHU
LWWYHT UMKy

Kpebca

CeuvoBuHa OkcanoauetaTt

[mioko3a

Puc. 8.1. Cxema kataboniamy amiHOKMCIOT y cCaBLiB

8.1. KAACUODIKAUIA | CTPYKTYPA AMIHOKUCAOT

KokHa aMiHOKHCIIOTa MICTUTE X04a 0 oxHy KapOokcmibHy (-COOH) i amiaHy
(-NH,) rpymy. 3anexHo Big TOro, 10 AKOro aroMa KapOoHy NpHeEHAHA aMIHOTPYTIA,
aMIHOKHCIIOTH TTOAUIAIOTHECS Ha Ol-, B-, y- (1 T. 1.) aMiHOKHCTOTH. o.-KapOoHOM BBa-
YKAETHCSI TOW aToM KapOOHY, JI0 SIKOTO MPUETHAHA KapOOKCHIIbHA Tpyma. SKimo Ois
HBOTO JK pO3TalloBaHA aMiHOTPYyIa, Taka aMiHOKHCIIOTa HA3WBAETHCS OL-aMIHOKHC-
710TO10. MOHOMEpaMH O1NIKIB € TUTBKH OL-aMIHOKHUCIIOTH.

3a3Buuail aMiHOKHCIIOTH BiAPi3HAIOTHECS CBOIMH OOKOBUMH JaHIForamMu. 11°sTh
aMIHOKHCIIOT (aJIaHiH, BaJIiH, JICUIINH, 130JICUIINH, METIOHIH) € HETIOJSIPHIUMH 3 BU-
paXeHUMH TiIpoPOOHUMH BIIACTUBOCTAMHU. [0 HEMOMIPHUX aMIiHOKHCIIOT Haje-
’KaTh TAKOXK TIIIIIHH 1 TIPOJTiH, OJHAK BOHW BUKOHYIOTH TOCUTH CTIeU(DITHY (YHKITIIO
y Oinkax. CTymiab TiapopoOHOCTI aMiHOKHACIOT 3 apOMATUIHUMH OOKOBHUMU JIaH-
IIIOTaMH{ 3MEHIIIYETHCS y TTOCTIIOBHOCTI (peHimananin—rpunropad—Ttupo3ud. 1’11
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aAMIHOKHCIIOT — CepHH, TPEOHIH, IIUCTETH, acrapariH i IyTaMiH HE MarOTh 3apspKe-
HHX TPyl y OOKOBHUX JIQHITIOTaX, POTE € TOJSIPHUMH.

3anexHo Bif Toro, Yn 34aTHi aMiHOKUCITOTY NEPETBOPIOBATUCS Ha IOKO3Y,
X MOZiNsTb HA TPU FPYMW: FIHOKOrEeHHI, KETOTEHHI 1 aMiHOKMCINOTK “3Milua-
Horo” Tumy.

VY III0KOreHHUX aMiHOKHCJI0T KapOOHOBHI CKEJET PO3LICTUTIOETHCS Y MIPoLeci
KaTaboIi3My JI0 mipyBaTy abo 10 YOTUPHU- YU I’ AITUKAPOOHOBHX 1HTEPMEiaTiB UKITY
Kpebca, ski € cyOcTparamu Juisl TirOKoHeoreHe3y. Lledt MeTaOoiyHul 1HUISIX CTae
0COOJMBO BaXKJTMBUM, KOJIM PIBEHb IVIFOKO3W B OpraHi3mi 3HIKYyeThes. CHHTE30BaHa
TaKUM YHHOM TJTIOK03a MOYKe OyTH BHKOPHCTAHA SIK JKEPEINo eHeprii 6e3mocepeHpo
a0 1151 CHHTE3y DIIIKOTeHY YM JKUPHHUX KUCIOT. [0 TIIIOKOreHHHUX aMiHOKHCIIOT Ha-
JIeKaTh allaHiH, DIIH, IUCTETH, CEPHH, acriapTar, acriaparii, apriHiH, POJiH, TICTH-
JIVH, [TyTaMar, MEeTiOH1H, BaJliH 1 TNTyTaMiH.

KeTorenni aMiHOKHCJI0TH PO3LICTUTIOIOTECS 10 anleTii-KoA uu aneroanerary,
sIKi, OJIHAK, HE MOXYTh 3a0€3IIEYUTH YTBOPEHHS OKCalloaleTaTy, HeOOX1IHOTO JIJIsI
IJIFOKOHEOTeHE3Y, ajle BOHU MOXYTbh OyTH BUKOPHUCTaHI IJIsl KETOTCHE3y Ta CUHTE3Y
ninigiB. KapOoHOBHIA CKeNET KETOTeHHUX KHCIOT TAaKOK MOXKE OyTH BUKOPHCTaHUI
JUisl TeHepyBaHHs eHeprii y umkii KpeOca. KerorenHi aMiHOKHCIIOTH HE MOXYTb
[IEPETBOPIOBATUCS Ha IIIIOKO3Y. [0 KETOreHHUX aMiHOKHCJIOT HAaJIeKaTh TUIBKH JBI
aAMIHOKHCJIOTH — JII3MH 1 JieHIMH. Pelrta aMiHOKUCIIOT € 3MIilIAaHOTO THUILY 1 MeTabo-
JI3YIOTBCA K Y TTIOKOTEHHI, TaK 1 B KeTOTeHHI TpoaykTH (puc. 8.2).

docgoeHonnipysaT AnaHiH  niunH  TPeoHiH
N ¢ ‘ Linctein CepwuH | TpuntodaH
MipysaT
ﬂ ;pVII'ITOCbaH
NPO3UH
nioko3sa AueTnn-KoA €———— ¢eF|)-|inanaHiH
}_\ TpeoHiH
Acnaptar I3onenunH
AcnapariH |—>OKcanoaueTaT Lntpat Tiavh
/ JlenuuH
Manat IsounTpat ApriHiH - [poniH_
Uukn FctnonH MmyTamin
Kpebca l l

(—’ dymapat a-KeTornyTapar <— lmyTamar |

TuposuH . TpeoHiH | MeTioHiH
@eHinananin|  CykunHar Cykuphin-KoA < |3%J‘Iel7|LI,VIH BaniH |
Acnaptar

[] rniokorenti amitokucriotn [l Ketorenni aminokucnotn [ AmiHokucnoty amilaqoro tuny

Puc. 8.2. YTBOpeHHs cybeTpartis uukny Kpebca 3 aMiHOKUCIOT rHOKOreHHOro, KETOreHHOTo Ta 3MilLlaHoro
Tmny
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8.2. KATABOAI3M AMIHOKUCAOT

AMIHOTPYIT aMiHOKHCIIOT BUKOPHCTOBYIOTHCSI €KOHOMHO, aJlK€ a30T MOBITPs
€ CTIONTYKOIO 1HEPTHOIO, siKa 0E3M0CEPEHBO HE 3aTyYaeThesl Y METab0Ii3M TBapUHHUX
oprani3miB. Karabomism amiHorpyn BiOyBaeThCs MEpeBaXHO y mediHdi (puc. 8.3).
Ha nmouarkoBomy etarni aMmiHOTpyIa BiJIIEIUIIOETHCS BiJl KApOOHOBOTO CKeJeTa i repe-
MiIIIA€ThCA IEPEBAYKHO Ha OL-KETOMITyTapaT 3 YTBOPEHHAM [Ty TaMary, sIKMid HaIXOAUTb
y MmiToxonapii. Take TpaHncaminyBaHHs TOTpeOye HassBHOCTI KOpepMEeHTY MipuI0K-
casbpocdary — IPOCTETUUHOI IPYIU TpaHCaMiHa3. Y MITOXOHJPISX BiJ IIyTamary
BIZIIIETIIIOETHCS aMiHOTPYTIA, IKa BUBLIBHAETHCS ¥ (hopmi NH.

KapboHoBi ckeneTy aMiHOKMCIOT MOXYTb 3a3HaBaTh OKUCHEHHS | NepeTBo-
ploBaTUChb Ha CMOMYKW, L0 MOXYTb BXoauTu y uukn Kpebca, ae okucHIo-
I0TbCHA 40 KapBOoH Aiokcuay Ta BoaMW.

VY ckeneTHUX M’s13aX yHACIIIOK TPaHCaMiHyBaHHS aMiHOTPYTIH 3 aMiHOKHCIIOT
MEPEHOCTHLCS CIIOYATKY Ha O-KETOTIIYTapar 3 yTBOPEHHSIM IIyTamary, a 3roJoM —
3a yyacTi alaHiHaMiHOTpaHcepas3u 3 TIyTaMaTy Ha MipyBaT 3 YTBOPEHHSIM allaHi-
HY. AJIaHIH TPaHCIIOPTYETHCA 3 KPOB'IO JI0 KIIITHH MEUiHKH, JIe IEPETBOPIOETHCS Ha
TIIIOKO3Y. YTBOPEHA TIII0K03a OBEPTAETHCS Y M 513U, JIE PO3LICTIITIOETHCS Y TIiKOTi-
31 70 MipyBary, 3 SKOTO 3HOBY YTBOPIOETHCS anaHiH. L{eit MeTabomiuHmii ITUKT (TITI0-
KO3a — MipyBaT — ajlaHiH — MipyBaT — III0K03a) Ha3UBAIOTh IVIIOK030-aJIaHIHOBUM
nurJaom (puc. 8.4).

[Hmmit crioci6 ytwimizamii aMiHOTPYIT Yy TKaHWHAX — II€ CHHTE3 i3 IIyTamary
1 NH;-aMiHOKHCIIOTH TITyTaMiHy 3 BUKOpUCTaHHsAM eHeprii AT®. [yramin — ne mie
OJJHAa 3 HETOKCUYHUX TPAHCIOPTHHUX CIIOIYK amiaky, fKa TaKoX CIYI'ye DKEPEIoM
aMIiHOTPYH U1 PI3HUX CHHTETUYHUX peakuiil. Y mediHmi 3a yyacTio GepMeHTy Iiy-
TaMiHa3¥W IIyTaMiH MEepeTBOPIOEThCS Ha TiIyTamar 3 BimmeruieHHsM NH;. V Oiib-
IIOCTI TBAPHWH KOHIICHTPAIIIl IITyTaMaTy i IIyTaMiHy € HaWBUIIMMHU cepe]l yCixX ami-
HOKHCIIOT. Hanpukiiaa, KoHIeHTpalisi TiyTaMiny B KpoBi ctanoButh 0,5-0,9 MM.
VY mediHni mIyTamar 3a3Ha€ MOJANbIINX HEPETBOPEHb 3 YTBOPEHHSM J0JATKOBOI
kinbkocti NH; Ta kap6oHoBHX ckerneTiB. KapOOHOBI CKeeTH BUKOPUCTOBYIOTHCS SIK
JDKEPETI0 CHeprii B MeTa0ONMIYHIX PEaKIisaX, a TOKCHYHHUN VISl OPTaHi3My amiak BH-
BOJHTHCS 3 OPraHi3My 4epe3 IIMKJ CEYOBUHH.

Lukn ceuoBHHU MOYMHAETHCS Yy MaTpHUKCi MITOXOHIpid, ne NH; pearye 3 Bu-
BUIBHEHUM y X011 MiToxonapiansHoro auxanns CO, (y dopmi HCO;) 3 yTBOpEHHAM
kapOamoindocdary. Llst ATD-3anexna peaxiyisi € KIFOYOBOK Il PETYJTIOBaHHS LU~
kiry. Kapbamoindocdar B3aemosie 3 OpHITHHOM 3 YTBOPEHHSAM IUTPYITiHY, SIKUH BU-
XOIUTb Y INUTO301b (puc. 8.5). pyra amiHorpymna, o HaaXoAuTh y IIMKJ CEYOBHHH,
TIEPEHOCUTHCS Ha IUTPYJIIH BiJl acriapTaTy 3 yTBOPSHHSAM apriHIHO-CYKIMHATY 1 1aji
apriHiny. ApriHasa KaTtaii3ye po3IIeTUieHHs apriHiHy 0 CEYOBUHU W OpHITHHY, 3a-
MUKAIOYH TAKUM YHHOM IIUKJI CEHOBUHH.
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AmMiHOKMCHOTK
OinkiB ki

/ KniTuHHi 6inku MeuviHka \\

C|OO‘ COO~
+ I
H3N —(|3 —H C=0
> I
R / \ R
AMiHOKMCIIOTM  COO™ COO™ a-KeTokucnotun
|
C=0 HN—C—H o-KetornyTapar
| | COO~
CH, CH, o .
| | HN—C—H < T
CH, CH, I
| | CHs;
COO~ COO~
o-Ketornytapatr [mytamat
e
C=0
NHZ I
MipyBat
(i‘,OO‘
HaN —(|:—H
CH, myTamiH
| _ i3 M'A3iB
CH, abo iHLWKnX
| TKaHWH
C
7\
O NH,
K\ rnyTami /j

NHj, ceyoBuHa,
abo ceyoBa KuCroTa

Puc. 8.3. KataboniyHi nepeTBOpeHHs aMiHOKMCIOT Yy neviHLi ccaBuiB [3a HenbcoH, Koke, 2015]

Luxkit ceqoBunM Ta UK Kpebca B3aeMOIOB’s13aH1 uepe3 MPOMiKHI MPOILYKTH —
apriHiHOCYKIIMHAT, )yMapar, o.-KeTorTyTapar i Majar. MexaHi3mu, 110 TO€IHYOTb Iii
JIBa IIMKJTM, HA3MBAIOTh ACMAPTaT-apriHiHOCYKIMHATHUM IIYHTOM (puc. 8.5). Lleit
LIyHT 3a0e31medye e(heKTHBHE TOETHAHHS MeTabo0i3My aMiHOTPYTI i KapOOHOBHX CKe-
JIeTiB aMiHOKHCIIOT. BapTo 3a3HauuTH, 10 y TaKOMy OIIMKI (QYHKIIOHYIOTH MiTO-
XOHJIpiaJIbHI Ta IMTO30JIbHI MyNu Qymapary i Manary. @ymapar, 110 CHHTE3y€EThCs
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eTornyTtapar

[mtoko3a KpoBi AnaHiH KpoBi

LMK Ce4OBUHN

Ce4yoBuHa

Puc. 8.4. [MioKko30-anaHiHOBUIA LMKI

Acnaprar-apriHiHOCYKLMHATHUI LUYHT 3B’A3y€E LMK CE4YOBUHW i Lnkn Kpeb-
ca, 3abesnevytoun ePeKkTMBHE NOEAHAHHS MeTaborniaMy kapboHOBUX CKe-
neTiB | amiHOrpyn amiHOK1CIIOT.
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y IWKJII CEUOBWHU UM 32 OI0CHHTE3y IypHHIB, MOXE TIEPETBOPIOBATHCH Y IIUTO30JT
Ha Majar. ManaT majii HaaXoIuTh y MITOXOHJpIi depe3 Manar-acrapTaTHHH Tiepe-
HOCHUK 1 BKJTIOUa€eThCs y KT Kpeoca.

dopmu BUBEIEHHS HITPOTEHY MalOTh CBOIO BUIOBY crielinigHicTh. BeTanosme-
HO, IO JUTSI MIiKPOOPTaHi3MiB 1 KICTKOBUX pHO — I1€ amiak, JJis OLIBIIOCTI Ha3eMHUX
XpeOEeTHUX 1 aKyJIM — CEUYOBHHA, a TS MITaXIB 1 HA3eMHUX PENITIIIINH — CeY0Ba KHUCIOTA.

dymapat Apritin CevoBuHa

Manat

. Lnkn
AcnapraTt-apriHiHOCyKUMHaTHMI APFiHIHOCYKUMHAT (o (b n

wyHT uukny Kpebea OpHiTnH

Acnaptat  Lutpynin Lutosonb

Acnaprar LintpyniH OpHITUH

a-Ketornytapar
MnyTamar Kap6amoindocdat

HAO®
HALO*
Linkn Kpebca

ATO

(.

Manat

co, NH,

dymapar
MiTtoxoHapianbHuU
MaTpuKc

Pwuc. 8.5. AcnapTat-apriHiHOCYKUMHaTHWI WYHT cnpsbkeHHa umknis Kpe6ca i cewosuHn: CO, + NH, +
ATO® = kapbamoindocdgar

[Ticns BiAmIEIUICHHS! aMIHOTPYITH KapOOHOBI CKENETH MEPEeTBOPIOIOTHCS Ha CIIO-
JIYKH, SIKI 37aTHI HaIXOAUTH B UK KpeOca 1 1ai MoBHICTIO OKUCHIOBATUCH Y IUXAJb-
HOMY JIAaHLIFOTY MiTOXOH/piH. LI kKapOOHOBI CKeNeTH HaAXOATh Y MK y (opmi atie-
tin-KoA, a-kerormyrapary, cykuuHin-KoA, ¢ymapary i okcanoarerary. Yci MOXKIIUBI
BapiaHTH yTBOpeHHsI cyOcTpariB nukity Kpebca 3 aMiHOKHCIIOT HaBe/eHi Ha puc. 8.2.

Craprosuii cyocTpar nukiy Kpebca — okcasoanerar — MOXXe YTBOPIOBATUCS
3 acrapTary BHACHIIOK Jie3aMiHyBaHHs. Tak camo (BHACIIIIOK MOJIBIHHOTO TpaHCaMi-
HYBaHHs1) BiIOyBa€ThCsl IEPETBOPEHHS acriaparidy. AJaHiH, HUCTeTH, IIIIIHH, CEPHH,
TpuntodaH 1 TPEOHIH MOXYTh PO3LICTUTIOBATHCS IO TPUKAPOOHOBOT KETOKUCIOTH
nipyBary. 30kpema, yTBOpEHHsI MipyBary 3 ajlaHiHy BiZOyBacThCs 3aBASKH Je3aMi-
HYBaHHIO 1i€1 aMiHOKHMCIIOTH B TpaHCaMiHa3Hii peakuii. YHACIiAOK Ae3aMiHyBaHH:I
DIyTaMaTIeriAporeHa30r0 Y TPAaHCaMiHA3010 [y TaMaT IepeTBOPIOETHCS Ha O.-KeTO-
rIyTapar. Y CBOIO uYepry, IIyTaMar MOKE yTBOPIOBATUCS 3 apriHiHy, IIyTamiHy,
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rictununy i nponiny. CykuuHija-KoA cuHTEe3yeThCs 3 130J1eUInAY, BaliHy, METIOHI-
Hy Ta TpeoHiHy. [[pOMi>XHIUM TIPOILYKTOM IIUX peakiii € mpomnioHin-KoA, skuii Ta-
KO’)K MOXKE YTBOPIOBAaTUCH y TPOIEC 3-OKUCHEHHS )KUPHUX KUCIOT. BiH kapOokcu-
JIOETHCS 10 MeTHIIMaloH1T-KoA 1 mami — 1o cyknuain-KoA. ApoMarnyHi aMiHOKHC-
70TH (peHiNaNaHiHy 1 THPO3WHY PO3IIETUTIOITHCS 110 (pymaparty, a HAJIH € BTopuH-
HUM aKIIeTITOPOM €JIEKTPOHIB Y Iiii peakilii. AMiHOKHACIOTH NMepeBaXXHO KaTadomi3y-
FOThCS Y TICYiHIII, 32 BUHATKOM aMiHOKHCIIOT 13 PO3TalyKeHUM JIAHITFOTOM (i301eii-
[IMH, BaJIiH 1 JICHIINH).

8.3. BUKOPUCTAHHA AMIHOKNUCAOT
Y MOAAPOTPADIYHUX | AMP AOCAIAXEHHAX

Jlnst omiHKK (PyHKITIOHATHLHOTO CTaHY 130JL0BAHUX MITOXOHIPIH y Pi3HOMAHIT-
HHAX MOJIETHOBAHUX YMOBaX BUKOPHUCTOBYIOTH Pi3HI CyOCTpaTh OKHUCHEHHS — iHTEP-
Meniata KTy Kpebca, sKupHI KUCIIOTH, aMiHOKUCIIOTH ToIo. Pi3HOMaHiTHE mMo€a-
HaHHS ITUX €K30TEHHUX CyOCTpaTiB Ja€ 3MOTY MPOTECTYBATH Pi3HI JIAHKU CHCTEMH
eHepreTuaHOro 3abesnedeHds (Hampukiam, HAJl- au ®AJ[-3amexuuit mosax). Jo-
CHUTb BXIJIMBUM HAIIPSIMOM Y IIUX JIOCII/DKCHHSX € BCTAHOBJICHHS POJIi aMiHOKHUCIIOT
B EHEPreTHYHHX IMPOIIecax.

AMIHOKNCIIOTN 4YaCTO BUKOPUCTOBYHOTb SIK EHEPIrETUYHUI cybcTpaT y AoCHi-
IPKEHHSIX i30M1bOBAHMX MITOXOHAPIN, Hanpukniag, nonsporpagiyHum MeTo-
OOM Y/ METOOOM SAL4EPHO-MarHiTHoro pesoHaHcy (AMP).

3a ¢i31070T1YHIX YMOB ITyTamaT MOTPAIUISE y MITOXOH/IPIT 3a JIOTIOMOTOIO TITy-
tamat/OH™-00MiHHHKa Ta MEepPETBOPIOETHCS IO O-KETOTIIyTapaTy 3a ydacTio TIyTa-
MatJeriaporeHasu abo acnapraramiHoTpancepasu. a-Ketormytapar BKIIOUAETHCS
y ki KpeOca i miarpuMye MiToxoHpianbHe auxanHs. OCKUTbKY TIyTaMar yTBO-
PIOETHCS 3a TIAPOII3y IIyTaMiHy, TO 1 IIyTaMiH € JIy)Ke BayKIMBUM acpoOHHUM cyO-
CTpaTOM, HalIPUKJIAM, Ui KyasTypH kit [Kemp et al., 1994].

JlocuTh YacTo Al CTUMYJIAILIT TUXaHHS 32 TONsIporpadiyHux JOCHTiPKEHb BH-
KOPHCTOBYIOTh CyMillli cyOCTpariB quxanHs (IUB. po3ain 16). 3okpema, eeKTHBHO
CTUMYJIIOE JIMXaHHS CYyMIII MpyBaTy 3 MajaTtoM. Y Iil mapi Mayar € ¢i3iooriyHIM
MOTIEPETHUKOM OKCajloaleTary, iIkuii pa3om i3 anetui-KoA 3amyckae nukn Kpeoca,
a e inTeHcuikye JUXaHHS MITOXOHPIH.

3a BUKOpHCTaHHS CyMIillll IIIyTaMaTy 3 MajaToM OI[IHIOIOTh POJIb TpaHCaMiHa3-
HUX PeakIliil y MiTpUMaHHI TPOIIECiB EHEPreTHYHOTo 3a0e3NeueHHs. Y IbOMY BH-
naJIKy MajiaT BAKOPUCTOBYETHCS HE JIHMIIIE SIK IMTOTIEPESTHUK OKcajloalerary, aine i Juis
TPaHCIOPTY TIIyTaMary B MITOXOHJIIi.

[Mo3amiToXoHApiaNBEHIUH (IIMTOIUIA3MATUYHUI) MaJlaT aKTUBY€E MaJlaT-acrapTrar-
HUH IIYHT, 110 BKJIIOYAE TIIyTaMar-aclapTaTHUI TIEPEeHOCHHK 1 O.-KeTOTITyTapaTHHH
TpaHCIIOPTEP, KUK OOMIHIOE MajaT Ha o-keromtyTapar (puc. 8.6). Lluro3omnbha
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1 MiTOXOH/IpialbHa MaJaTAeTiporeHas3a i TpaHcaMiHa3a JOMOBHIOIOTh IIYHT, TIOTIOB-
Htoroun piBeHb HAJIH y mitoxonmpisix. Lleit HAJITH moxxe OyTn BUKOpHCTaHUH [Tt
JUXaHHS, KOJIM IPOTOHU TPAHCIIOPTYIOTHCS 32 ENIEKTPOXIMIYHUM I'PaJi€eHTOM Ha3ak
y MiToxoHpii. OTXKe, 32 BUKOPUCTAHHS CYMIII TIIyTamary 3 MallaTOM CIlocTepira-
€THCSl 3pOCTAHHS PiBHA O-KeTormyTapary, majary ta HAJIH y marpukci MiTOXOH-
Ipii, 10 3arajgoM 3yMOBITIOE TOCUJICHHS TOIJIMHAHHS KUCHIO.

Y MITOXOHJIPisIX CKEJIETHUX M’S3iB JIOMUHN BCTAHOBJICHO, III0 iHTEHCHUBHICTh
JIUXaHHS, SIKe CIPsDKEHE 3 OKUCHUM (OoChOPHIIIOBAHHSM, 32 OKUCHEHHS TUIBKHU €K-
30T€HHOTO TITyTamary cTaHOBHTh 50—85 % Bif iIHTEHCUBHOCTI IMXaHHS 32 OKUCHEH-
HS CyMillli ITyTamary 3 MajaroM. BogHouac rmmyTaMaT-CTUMY/IbOBAaHE AUXaHHS € Ha
10 % iHTeHCHBHIIINM, HIK 3a OKMCHEHHsl cyMimn mipyBary 3 mainatom (Gnaiger,
2009). 1li pesynpraTé MiATBEPIKYIOTh OCOONHMBY pOJb TpaHCAMiHa3HUX peaKIliit
B €HEpreTHYHOMY 3a0e3MedeHHi aepoOHUX MPOIIECIB y KITITHHAX.

HAOQ®

ManaT <t \ /

OkcanoaueTar Mnytamar
----------------- X

AcnaptaTt

I'I|pyBaT a-KeTornyTapart
HAOH
o-Ketornytapar Acnaptat
Auetnn-KoA
OKcanoam Myrawar
Ié‘HA,D,H VITpaT
ManaT HAD.H:% HCO;3

d)ymapaT o-Ketornytapar

HAJJ,H%
OAOH
Ak, CyKuuHar

Puc. 8.6. ManaTt-acnapTaTHui LWYHT y MITOXOHAPIAX

Ha puc. 8.7 HaBegeHo 3pasok 3'P-cnektpa AMP isonboBaHUX MiTOXOH-
Opiv cepus Lwypa, Ha AKomy no3HadveHo nikn AT (a, B, ), ADP (o, B), Heop-
raHiyHoro docpaty (®,) Ta metuneHandgocpoHaTHoro ctaHgapty (MOA®).
YMOBW TaKOro eKCnepmMeHTy HaBeaeHi y po3aini 18. Ak BUAHO, 3a OKUCHEH-
Hs1 @aMiHOKMCIOTK ryTaMaTty 3 ManaTtoM (CepefHin CNeKkTp) BenmMymHa nikis
AT®, gka Bigobparkae KOHLEHTpALito LIbOro Makpoepra, € NpakTU4HO PiBHO-
BENnMKa BENUYMHI MiKiB 32 OKMCHEHHS CyMiLli mipyBaTy 3 Manatom (HWXHin
cnektp). OgHak iHribyBaHHA rmyTamar-acnapTaTHOro NMepeHOCHMKa amiHo-
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okciauetatom (AOA) mpakTU4HO MOBHiCcTiO HiBentoe AMP-curHan Big -
i y-cpocatHux rpyn monekynu AT® (BepxHin cnekTp). Lie cBiguntb npo Te,
Lo cuHTEe3 AT® 3a BUKOPUCTaHHS CyMilli rinyTaMaty 3 ManatoM 3abesne-
YYETbCA OKUCHEHHAM MEepeBaXHO rryTamMary, WO AO0AAaTKOBO MigKpecntoe
MOTEHLINHO BaXIIMBY €HEPreTU4Hy porib aMiHOKUCIOT Ans OKUMCHOro doc-
dopunoBaHHS.

mytamar
+ manat
+ AOA

PV

mytamar
+ mManat

Wt

sk

yah,

Puc. 8.7.Ponb TpaHcamiHasHux

Mo >, BALO Zﬁ}l% peakuii 3a 9MH;e3y ATO

(ATO ¢ Y MITOXOHAPifX: P-cnelq:

Mipysat \ BAT® pu AMP miToXOoHApIN
+ manar cepus Llypa 3a OKUCHEH-
W HSA pi3HUXx cybcTparis:

M AL nipyeat — 5 MM, manar —

5 MM, mytamat — 5 MM,

25 20 15 10 5 pgm -5 -10 -15 -20 -25 AOA — 0,5 MM [BaBcbkiuii

Ta iH., 2003]

Miacymku 8. KATABOAI3M BIAKIB | AMIHOKUCAOT

3a MeBHUX YMOB aMiHOKHCIIOTH MOXYTh CIyTyBaTH JIKEPEIIOM eHeprii
JUTsE MeTa0oNiYHUX TporieciB. Jlesiki aMiHOKUCIIOTA MOXKYTh TIE€PETBO-
PIOBaTHChH Ha IIIOKO3Y, 1HIII — Ha KETOHOBI TiJIa, a e 1HII — SK Ha TITF0-
KO3y, TaK 1 Ha KETOHOBI Tija.

[Ticst BimmeTieHHs] aMiHOTPYTI 31 CKJIa/ly aMiHOKHCIIOT iXHI KapOOHOBI1
CKEJIETH 3a3HAIOTh OKMCHEHHS 1 MEPETBOPIOIOTHCS HA CIIOIYKH, SKi MO-
KYTh BXOAWTH y IUKI KpeOca, OKHCHIOIOYUCH 0 KapOOH JTIOKCHIY Ta
BOJIN.

ukn KpeOca moB’si3aHui 13 IUKIIOM CEYOBHHU Yepe3 acrapraT-apriHi-
HOCYKIMHATHUH IIYHT, 0 3a0e3Meuye BUKOPUCTaHHS KapOOHOBHX CKe-
JIETIB aMiHOKHCIIOT B €eHEPTETHIHOMY METa0O0Mi3Mi.

Kap0OoHOBi ckeneTn aMiHOKHCIIOT MOXKYTh HaaXoAWTH B Iukia KpeOca
Yyepe3 Taki MPOMiKHI CIIONYKHU: mipyBaT, aneTnia-KoA, o-kerormyrapar,
cykmmHLI-KoA, dymapar i okcanoarerar.
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3ABOAHHA | KOHTPOJIbHI MUTAHHA

TpancamiHyBaHHA Ta HHKJ CeHOBHHH. AKTUBHICTB aciapTaraMiHOTpaHchepasu € Haii-
BHILIOIO CepeJl YCiX aMiHoTpaHcdepas NeviHKH ccaBiiB. Yomy?

AunaniH i mryTamMin kpoBi. Y 1mmasMmi KpoBi 370pOBOT JTFOMMHA MICTSTBCS BCi aMiHOKHUC-
JIOTH, HEOOX1/THI TSt CHHTE3Y MPOTETHIB OpTaHi3My, OTHAK IXHS KOHIIEHTPAIIS € Pi3HOIO.
Hampukia/, KOHLIEHTpaIs ajlaHiHy Ta DIyTaMiHy 3Ha4YHO BHUINA, HDXK 1HIIMX aMiHOKHC-
70T. Ha3BiTh MOXXJIMBY IPHUYHMHY TaKol PI3HMIL.

IIpoaykTn TpaHcaMiHyBaHHSI aMiHOKMCJIOT. SIKi 0-KETOKHCIOTH YTBOPIOIOTHCS
B peakuii TpaHCaMiHyBaHHS O-KETOIIyTapaTy 3 aclapTaTtoM, IIyTaMaroM, ajJaHiHOM
i peHinazaninom?

IMopiBHsiiiTe Oy10BY TPHOX NPOAYKTIB OLIKOBOro MeTadoJii3mMy: amMiaky, ce4OBHHH
i ce4oBOI KHCJIOTH.

OTpyeHHs amiakoM i HecTauya apriHiny B XxapyoBuX npoaykTax. Kimkam micns Hid-
HOTO TOJIOJYBaHHSI BPaHIll HaTIIE Jajii aMIHOKUCIIOTHY CyMIlll, sSIKa MIiCTHJIa BCI aMiHO-
KHCJIOTH, KpiM apriHiHy. 3a /1Bl TOAWHH BMICT aMiaKy B KPOBI KIIIIOK 3piC BiJl HOPMaJIbHO-
ro piBHs (18 Mkr/i) 1o 180 MKI/i i 3’IBHIIMCS KJIIHIYHI CHMIITOMH OTPYEHHS. Y KOHTp-
OIIBHIH IpyITi TBAPWUH HEIOCTATHICTh apTiHIHY KOMIICHCYBAJIM OPHITHHOM i HE CITOCTEpi-
T'aJlM CUMIITOMIB OTPY€HHSI.

A)UnM 3yMOBIICHE TIiIBUIIICHHS PiBHS aMiaKy B KOHTPOJIBHHUX TBapuH? YoMy Opak apri-
HIHY NPU3BOAMTH JI0 aMiadHOro oTpyeHHs? UM € apriHiH HEe3aMIHHOIO aMiHOKHUCIIO-
TOIO JUTS KilIOK?

b) SIky posb y IbOMy EKCIIEpUMEHTI BiZirpao rojoayBaHHs?

B)Yomy apriniH MoXHA 3aMiHUTH OPHITHHOM?

Xukaku Ha 90 % NOKpHUBAIOTH eHepreTHYHI MOTPedU Biapa3y micias BIAJIOrO IO-
JIIOBAHHS 3aBISIKM:

1) amiHOKHCTIOTaM;

2) ByIJIeBOZAM;

3) JKUPHUM KUCIIOTaM;

4) IroKo3i.

Sxa 3 peakuiii HUKJIY ce4OBUHH BiI0yBa€eThbcsl y MiTOXOHApisix?

1) yTBOpeHHs IMTPYIIiHY 3 OpHITHHY Ta KapOamoiidocdary;

2) yTBOpPEHHS apriHiHOCYKIMHATY Yepe3 (opMyBaHHS HUTPYII-AM®;
3) yTBOpEHHS apriHiHy 3 apriHiHOCYKIMHATY;

4) yTBOpPCHHS CCUOBHHU Ta PETCHEPALlisS OPHITHHY.

Buoparn keroreHHi aMmiHOKHCJI0TH:
1) anawig;

2) NeWInH;

3) nizuH,

4) TryTamar.
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9. Ileii MmeTaGosiyHMii IIYHT NOB’A3y€ HukJa Kpedca i muki ce40BHHM 32 KaTa001i3My
AMIiHOKHCJIOT y CCaBIIiB.
1) aciaprar-apriHiHOCYKIIMHATHUI IIYHT;
2) nenrozodocharHuil MIyHT;
3) DIFOKO30-aJaHIHOBHIA UK,
4) ui UMK He TIOB’s13aHi MiX CO0OI0.

10. ¥V uukJji ce40OBMHU OPHITUH NPUEAHYE aMiak Yy (popMi:
1) xapbamoindocdary;
2) MUTPYIiHY;
3)N,;
4) NH;.

11. BuOparu cninbHuii cyocrpar nyukiaiB Kpedca i ceuoBunu.
1) opHiTHH;
2) bymapar;
3) cyKumHar;
4) uuTpar.

12. Y uukai ce4oBMHU 1ell cyOcTpaT MepeHOCHTHCS i3 MTO30/110 Y MiTOXOH/PIi:
1) opHiTuH;
2) UuTpyIiH,
3) apriHiHOCYKIIHAT;
4) uTpar.

13. Y nukai ceyoBMHH el cy0cTpaT NEPEeHOCHTHCS i3 MITOXOHAPIH Yy HUT0301b:
1) opHiTuH;
2) UMUTPYIIiH,
3) apriHiHOCYKIMHAT;
4) aprigin.
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PO3AIA 9

LIMKA KPEBCA

MipyBatAeriAporeHa3H1i KOMMNAEKC

Peaxuii umkay Kpedca

36epiraHHs eHepril, BUBIAbHEHOT Y LIMKAI

MetaboAiT1 UMKAY siK HioCHMHTETHUHI cyOCcTpaTH

e PeryAsiis umkay

Ha gpyromy eTtani OCHOBHUX eHepreTM4yHuUX npoueciB y KNiTUHI aue-
TUMbHI rpynu aueTtnn-KoA, siki yTBOpeHi Ha nepLuin ctagii, HaaxXo4aTb Y LMK
Kpebca (uukn TpnkapboHOBMX KMCNOT, abo LMK AMMOHHOI KUCNOTK),
B SIKOMY BOHW (DEPMEHTATMBHO OKWUCIIOTBCS OO MPOMiIXKHMX MeTaboniTis
umkny i CO, (ame. puc. 6.1). EHeprisi, BUBifibHeHa y LbOMY npoueci, 36epi-
raeTbCs y BiAHOBMEHUX MEPEHOCHMKAX EMEKTPOHIB — Y YOTUPbOX MOMEKY-
nax HAOH, ogHin monekyni ®ALJH, Ta oaHin monekyni AT®.

Y uboMy po3aini Mu AeTanbHO po3rnsHeMo peakuii umkny Kpebca, ane
crnoYaTky — NepeTBOpPEHHs nipyBaTy Ao auetui-KoA Ta BKIOYEHHS OCTaH-
HBOrO Yy LIMKIT.

9.1. MIPYBATAETNAPOTEHA3HUMN KOMIMAEKC

[TipyBart, oTpuMaHu# 13 TIFOKO3M W 1HIITNX ITyKPiB Y TIPOIIECi TIIIKOIi3Y, OKACITIO-
€THCS MPYBATAETIAPOreHA3HUM KOMILJIEKCOM Y MaTpHUKCI MiTOXOHIpiH. J{o ckima-
Ny MipyBaTICTiIPOreHa3HOr0 KOMIUICKCY BXOMSATh TPH OCHOBHHX 1 JIBa PETYJISITOP-
HUX (EPMEHTH, a TAaKOX 11’ SITh KOESPMECHTIB.

Peaktis, 1110 KaTasizyeTbes ITIM KOMITIIEKCOM, € HEOOOPOTHHM OKMCHHM JeKap-
O0OKCHITIOBAHHSIM, Y PE3YIBTATI SKOTO BiJl TiPyBaTy BiAMIEIUTIOETHCS KapOOKCHITbHA
rpyma, a JBOKapOOHOBUH CKEJeT, IO 3aJHIINBCS, CTAE alleTHIBHOIO TPYIOK0 arle-
Tii-KoA (puc. 9.1). HAJIH, yTBOpenuii y 1mii peaxitii, Bimmae rigpua-ion ((H")
y IUXaJIbHUHN JAHITIOT, Yepe3 AKUH BiIOyBa€ThCS MOCITITOBHE TIEPEHECCHHS TBOX
CJICKTPOHIB JI0 MOJICKYJTH KUCHIO.
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MipyBatgerioporeHasHUM KOMMIEKC OKUCITIOE NipyBaT Y MaTPUKCi MiTOXOH-
apin. Lis peakuis € HeobOpOTHO i 3aBEPLUYETLCH YTBOPEHHSIM aueTus-
KoA, CO, i HAQH.

[ToeHani npouecH aeriipyBaHHs Ta AEKapOOKCUITIOBAHHS MIpYBaTy 70 alleTHII-
KoA morpelyroth y3romkeHoi aii Tppox (epmenTis: mipysataeriaporenasu (E ),
auriapoainoinrpancauernaasu (E)) i auriapoainoingeriaporenasu (E,). Lia
(epMEeHTHA OCHOBA CTPYKTYpH MipyBaTAETiIPOTeHa3HOTO KOMILIEKCY 3aUIIIacs
HE3MIHHOIO ITPOTSATOM TPHUBAJIOT BOITIOLII.

Co,
o) o KoA-SH +
N\ + TMNo,
¢ \HAH ninoar, 9”“* 0 S-KoA
AN , ¢
Cl:_o MipyBaTaerigporeHa3Huin KoMMnekc g |
CH, (E1+Ex+Eg) CH;
MipyBat Auetunn-KoA

Puc. 9.1. CymapHa peakLis OKUCIIeHHs MipyBaTy nipysaTAeriaporeHasHim komnnekcom: E, — nipysar-
Aeripporerasa, E, — gurigponinointpaHcauetunasa, E, — aurigponinoingerigporerasa, TMN® —
TiamiHnipogocdat, KoA-SH — kodpepmeHT A

Buninenwnii i3 KIIITHH HIPKU KOPOBH TTipyBATIETiPOTEeHA3HNI KOMIUIEKC MiCTUTh
60 iTeHTHIHNX KOMiH AWTIIPOIIMOINTPpaHCAIeTHIIa3H, SKi Pa3oM i3 MOJIEKyIaMHu
JIIT1APOTITOTNAETiIpOTeHa3n (POPMYIOTh CEPIIEBUHY KOMIUIEKCY TiaMeTpoM ~ 25 HM
(puc. 9.2). JlurigpominoinTpaHcareTrnia3a € TakoK MICIIEM TIPUETHAHHS TTPOCTETHY-
HOi Tpyn® — Jinoary. HaBkomo po3ramroBaHi MOJIEKyIH TipyBaTAeTiApOreHasu, TOMY
Hazarai JiaMeTp MipyBaTIeTiIpOreHa3Horo0 KOMIUIEKCY CTAHOBUTH ~ 50 HM.

Puc. 9.2. CtpykTypa nipyBataerinporeHasHoro Komrekcy
3rigHo 3 mogennto Zhou et al., 2001. MNosicHeHHA
OVB. y TeKcTi

[TipyBataerinporeHa3Hui KOMIUIEKC TaKOXK MICTUTH I SITh KohepMeHTiB, abo
pocTeTHYHHX TPyT: Tiaminmipodocdat, DA/, kobepment A, HA/I i mimoat. Yotrpu
3 IIUX KOMIIOHEHTIB MiCTSITh, Y CBOIO YepTY, BITAMIHH: TiaMiH (y MOJIEKYJIi TiaMiHITipO-
tdhocary), pubodmnasin (y PAJL), viarma (y HAJL) 1 manToTeroBy kucnorty (B KoA).
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Posgin 9. UMKn KPEECA
Jlinoar mae ABi TiONOBI TPYIH, AKi 3a3HAIOTH OOOPOTHOTO OKUCIICHHS, YTBOPIOKOYH
aucynbQinHi 38’ 13ku (-S-S-). Tiaminmipodocdar po3raioBanuii B aKTHBHOMY LIEHTPI
nipyBaraerigporenasu, a ®AJ] — B akTHBHOMY IIEHTPI TUTiPOIINOUIIETiApOreHas3 .

YacTHHOIO JETiPOTeHa3HOT0 KOMIUIEKCY TaKOX € JIBA PETYISTOPHHX OUIKH —
poTeiHKiHa3a i pocdomnpoTeindocdarasa.

9.2. PEAKLUIT LIMKAY KPEBCA

eramiB (puc. 9.3).

VY eykapior peaxii nukiay KpeOca BinOyBarOTbCs B MITOXOH/PISX, SKi MiCTSATh
yci HeoOXimHi (epMeHTH 1 KodepmeHTH X peakmiid. [{ukn Kpebca Hamiuye Bicim

Auetun-KoA
(0]

I
CHp—C—S-KoA

Ho @

KoA-SH

untpar- _

CcuHTasa CH,—COO

O=C|)—COO_ HO—C—COO™

CH,—COO™ CH,—COO™
e Okcanoauetar Liutpar
xglqsgsreHasa akoHiTasa HzO
~ Uukn Kpe6ca
COO
HO—CH CH,—COO™
Manatr CH, ¢—coo” yuc-AkoHitat
COO™ ?—C007
H
o H,0O
bymapasa .
akoHiTasa @
H,O
(IDOO_ CH,—COO™
dymapat ﬁH H—?—COO'
H(|: HO—C—H IsounTpar

COO)

CyKI_.lMHaT-

AerigporeHasa

(IZHZ—COO’
CH,
COO™

CykumHaTt

CyKUMHIN-KoA-
cuHTeTasa

a-keTornyTtapat-
[AerigporeHasHnia

AerigporeHasa

CHp—COO™

COO™

isouuTtpar-

CHy
Komnnekc —
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Puc. 9.3. Peakuii umkny Kpebcea [3a Nelson, Cox, 2012]
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Peakuii umkny Kpebca y eykapioT BigOyBaroTbCA B MITOXOHAPIAX, AKi Mic-
TATb YCi PEPMEHTU | KODEPMEHTUN, HEOOXIAHI ANA LMKY.

Eran 1 — yrBopeHnsi qurpary. Y nepuriii peakii UKy METHIbHUN KapOoH
aneTHIbHOI TpymH aneTwi-KoA npueaHyeThes 10 KapOOHUTBHOT IPYIH YOTUPUKAp-
0oHOBOTO OKcaoanerary. Ll peakiis karamizyeTbcsi HUTPATCHHTA3010. L{uTpoin-
KoA € mpoMi>KHUM TIPOITyKTOM, SIKUH (HOPMY€ETHCS B aKTHBHOMY IIEHTP1 (PepMEHTY.
Le#t mpoMi>KHAN TTPOAYKT MIBUAKO TiIPOMi3yeThCs 10 BitbHOTO KOA i muTpary, sxi
BHBUTHHSIOTHCS 3 aKTUBHOTO TIEHTPY (hepMeHTy. VY il peakIlii Tigpoi3yeTbes came
BHCOKOEHEPTeTHYHHH TioehipHHiA 3B’ 130K UTPOin-KoA, 1110 poOHUTE yCIO peaKIlio
BUPXEHO €K3epProHiYHOI0. Brcoke BiJ’€MHE 3HAYEHHS 3MIHM CTaHJAPTHOI BUTBHOT
eHeprii nuTparcuHTaszHoi peakiii (AG’® = -32,2 kJ[>K/MOJb) € BU3HAYAIBHUM IS
riepediry Bcporo mukiny. KoA, mo BUBINBHAETHCS y IiHl peakilii, TOBTOPHO 3airyda-
€THCS y TPOLIEC OKUCHOTO JIeKapOOKCHITIOBAHHS 1€ OJTHI€T MOJIEKYNIH MipyBary
B ITipyBaT/JETiIPOTeHA3HOMY KOMILIEKCI.

Etan 2 — yrBopenHs i3ouuTpary uepe3 yuc-akonirat. O6opotHa Tpancgop-
Mallisi IUTPary B 130IUTPAT CYNPOBOKYETHCSI YTBOPEHHSIM ITPOMIXKHOTO TPOIYKTY —
TPUKApOOHOBOT KUCIIOTH IIMC-aKOHITaTy, SIKUH 3B’3aHHUI 3 aKTUBHUM IICHTpOM (ep-
MeHTY akoHiTas3u. Lleli hepMEeHT MOXke aKTHBYBaTH SIK 00OPOTHY JIETiApaTaito -
TpaTy 3 YTBOPEHHSIM yuc-aKkoHiTaTy (2a), Tak i 000pPOTHY TiipaTalilo yuc-aKoHiTary
1o i3onuTpary (26). epym-cynbdypHHUil IEHTp aKOHITa3u Oepe yJacTh 1 B IpUeTHAH-
Hi cyOCTpary 710 aKkTUBHOTO IIEHTPY, 1 B KaTAIITHYHINA B3a€EMOII1 3 MOJIEKYIIOIO BOJIH.
3a3Buuaii, 3a cranaapTHux yMoB in vitro (pH 7,4 1 25 °C) KoHILIEHTpaIlisl 130LUTpaTy
€ Jyxe HU3bKOW. Tak, piBHOBaKHA CyMIlll IPOJYKTIB 1 cyOCTpaTiB peakiii MiCTUTh
meHi Hix 10 % i3ommrpary. [IpoTe y KITiTHHI peakxiis 3MileHa B 01K yTBOPEHHS 130-
[UTPATY, OCKIJIBKH BiH aKTUBHO CIIOKHUBAETHCSA HAa TPEThOMY eTari 1ukiy Kpebca.

Etan 3 - nexap0okcuiIioBaHHS i30IUTPATy 3 yTBOPEHHSIM O-KeTOTJIYyTApaTy.
Le#t mpouec karanizye GpepMeHT i3ouuTpataerigporenasa. B akTuBHOMY LIEHTpI
poro pepmerty Mn?" B3aeMoi€ 3 KapOOHUIEHOIO TPYIIOI0 TIPOMI>KHOTO IMTPOIYKTY —
OKCaJOCYKIMHATY — 1 cTabii3ye Horo eHosbHy (HopMy, YTBOPEHY B IpoIeci AeKap-
OokcumoBaHHs. Bigomi 1Bi popmu i3ouuTparaeriaporeHasu — oqHa 3 HUX Iepeae
cBoi enektponn Ha HA L', a npyra —na HAJI®". V knitunax eykapior HA [l-3anexna
130LUTpaTACTiApOreHas3a TPaIsEThCs IEPEBaKHO B MITOXOH/IPiaTbHOMY MaTpHUKCi,
a HAJ1®d-3anexxna ¢opma GpepMeHTy — i B MaTpHKci, 1 B uuTo30:i. Bigomo, mo Bia-
HosieHnit HAJI® € nHeoOxinHUM (akTopoM aHAOONIYHUX peakLii, sKi MepeBaKHO
BiZOYBarOTHCS y LIMTO30J1 KIITHHH.

ETan 4 — nexap0oKcH/JIIOBaHHS O-KeTorayTapary no cykumHiia-KoA. Lleit
TIPOIIeC BiIOYBAETHCS B Ol-KEeTOIIyTapaTAeriiporeHa3HoMy KOMILJIeKci. 3a mhoro
TIpoIIeCy OKHCHOTO AekapbokcrmoBanas HAJI € akmenropoM enekTpoHiB, a KoA —
TOHOPOM CYKIHHITBHOI Tpynu (-S-KoA). EHepris oKuCIeHHS -KETOTIyTapary
36epiraeThes B TioehipaoMy 3B’sa3ky cyKmHLI-KOA (AG' = -33,5 xJI5K/MOIb).
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o-Ketormyraparnerigporena3Huii KOMIUIEKC (DYHKLIOHAJIBHO 1 CTPYKTYPHO TO-
nibnuii 10 mipysaraeriaporenasnoro kommiekcy. ®epmentu E, E, 1 E, a-kero-
DIyTapaTAeriporeHa3Horo KOMIUIEKCY € (paKTHYHO TOMOJIOT1YHI BiINOBIZHUM (ep-
MEHTaM MipyBATAETIIPOTEHA3HOTO KOMILIEKCY, 38 BUHATKOM TOro0, o E -hepmentn
3B’SI3yIOTh OL-KETOTIYTapaT, a He MipyBaT. Y o.-KeTorTyTaparAeriiporeHasHuid KOMII-
JIEKC BXOJSITHh TAKOXK Taki KopepMeHTH K TiamiHmipodocdar, mimoatr, DA/, HA/]
i kopepmeHT A. [IpumyckaroTh, 1110 00M/1Ba KOMIUIEKCH MAIOTh CITIJIbHE €BOJIIOLIIHE
[TOXO/PKEHHS.

Etan 5 — neperBopenns cykunHiiay-KoA 1o cyknunary. @epmeHT, Ikuil Ka-
TaJlizye 110 000POTHY peakiito, Ha3uBa€eThCs CyKIMHUI-KOA-cuHTa3010. Sk BKazaHo
BUIIIE, YTBOPEHHI Ha ITOTIEPEIHFOMY eTarli CyKInHINI-KOA Mae BUCOKOCHEPre THUHHH
TioeipHuil 38’ s130K. EHepris, 1110 BUBIIBHSAETHCS 32 PO3PUBY LILOTO 3B’S3KY, BUKO-
PUCTOBYETHCS 711 yTBOPeHHS (hochoaHTimpuaHOTo 3B 3Ky B MoJiekyii [ TD. Sxwit
MexaHi3M 1poro nporiecy? Ha nepriii crazii gpocdarna rpymna 3amimae KoA y ckia-
ni cykiuHiT-KoA # yTBoproe BHCOKoeHepreTuyHui cyknuHindocdar (puc. 9.4).
Jauti cyknuningocdar, 38’ s13anuii 3 cykiunii-KoA-cunTasoro, Bijae cBoro docdar-
Hy TPYIy Ha 3aJMIIOK TiCTHANHY B MOJIEKYJl (pepMEeHTY 3 yTBOPEHHSIM BHCOKOCHEP-
rernyHoro gocdoricruaundepmenty. Biarak, pocharna rpyma nepeHoCHTbCS Bif
(dbepMeHTy 10 apyroro 3anuiKy GochopHoi kucnotu y Mmouekyii [ 1D 3 yrBopeHHsIM
I'T®. YtBopenns ['TO 3aBmsxu eHeprii, akyMylIbOBaHii y Tporieci 1eKapOOKCHITIO-
BaHHS Ol-KETOTIIYyTapaTy, € MPUKIaJoM cyOcTparHOro GochopriIroBaHHs, MOAI0HOTO
no cuaTe’y AT® y npomeci timikomnizy. I'T®, yrBopenuii cyknuHin-KoA-cuHTa3010,
MOKe BijjaBatu cBow (ocharHy rpyny Ha AJID, yrBoproroun AT® B 060poTHIit
peakuii 3a yuacti HykJeoTuaandocharkinazu:

I'TO + AJI® — TAD + AT®, AG" =0 kJIx/Monb. 9.1)

Otxe, Ha [ILOMY €Tarli BUBIJIbHEHA CHEPTis aKyMYJIIOEThCSI, BPEITi, came y (op-
Mi AT®. Ockinbku AT® i I'T® € eHepreTHUHO €KBiBaJEHTHI, 3MiHA CTaHAAPTHOI
BUTHHOT eHeprii 3a iXHBOI B3aeMHOI TpaHchopMaIllii MpakTUIHO TOPIBHIOE HYJIIO.
[HIIi retani mporo eramy po3mIAHYTO B po3aiii 13.

Etan 6 — okucjiennsi cykuuHarty a0 pymapary. YTBopeHuii 3i cykiuHin-KoA
CYKLMHAT OKHCIIOETHCS 110 (pymaparty ¢uiaBoripoTeiHOBUM (pepMEHTOM — CYKIMHAT-
nerigporena3sono. Lle ennanii pepment mukiry Kpedca, sxuit € MeMOpaHO3B’ I3aHUM:
y €yKapioTiB — 3 BHYTPILIHBOIO MEMOPAHOIO MITOXOHPiH, a y MPOKapioTiB — i3 T1a3-
MaTUYHOI0 MeMmOpaHoto. Lleit ¢pepMeHT MICTHTH Tpu pi3HHX (epyM-CyTbhypHUX
LEHTPH 1 OJJHY MOJICKYITy KOBaJleHTHO 3B’si3aHOr0 DA I, uepes siki MpoXoAsTh eNeK-
TPOHHM, BUBUIBHEH] y MTPOIIEC OKUCICHHS CyKL[HATY.

Eran 7 — o6opoTHa rigparauist pymapary 1o majary. [leperBopenns pyma-
pary Ha L-manar karamizyeTses (pymapasoro. @ymapasa € BUCOKO cTepeocnernudia-
HUM (EpPMEHTOM, SIKMH KaTaji3ye riapaTalilo NoJABIHHOTO 3B’SI3KY MPAHC-THUILY.
[IpomixkauM eTarnoM y il peakilii € yTBopeHHs kapOaHioHy. B 000X Hampsmax
(hymapasa € oJHaKOBO cTepeocnenu]igHo0.
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Puc. 9.4. CykumHin-KoA-cuHTasHa peakuis: Iic — ricTuAnHOBWI 3anuLLok hepMeHTy

Eran 8 — oxkuciieHHss MajiaTy 10 okcaJioanerary. Y 1ii peakuii nukiny Kpeo-
ca HA I-3anexna L-manataeriaporeHnasa karaiizye okucieHHs L-manary 70 okca-
JoareTary. 3a CTaHAapPTHUX TEPMOJMHAMIUHHUX YMOB MEPEBaXXa€ YTBOPCHHS
L-manary. OpgHak y )KUBUX KIIITHHAX OKCaJoaleTar MOCTIHHO 3aTy4aeThes 0 BUCO-
KOEK3eproHIYHOI IIUTPaTCUHTA3HO1 peakiii (auB. etar 1). ToMy KOHIIEHTpaIlis OKca-
JoareTary B KIITHHI € ayxe HU3bKor (< 1 MkM). Llst ocoOnuBicTh OCTaHHBOT peak-
uii nukiy Kpebcea cripusie nepediry manaraerizporeHasHoi peaxiii y 01k yTBOpeHHS
OKCaJloarerary.

9.3. 3BEPITAHHA EHEPTII,
BUBIABHEHOI Y LIMKAI KPEBCA

Eneprisi, BUBiJIbHEHA 32 OKUCIICHHS 130LUTPATY, COL-KETOTJIyTapary, CyKLUHII-
KoA, cykuunary i Masary, 30epiraerbcsi y Tpbox Monekyiaax HAJIH, oaniii Monexy-
i ®AJTH, 1 B omniii monexyni AT® (I'T®). Hespaxaroun Ha Te, mo y nukii Kpedea
Oe3nocepeHbO CUHTE3Y€ETHCS TIILKU oHa Moiiekyna AT® (y peakuii nepeTBopeH-
Hs1 cyKkuuH1T-KOA 10 cyKunHary) 3a oAWH NOBHUH LUKII, YOTHPH 1HILI peakii okuc-
JICHHS 320€3MeuyIOTh MOTYKHHUHI MOTIK €JICKTPOHIB y AWXaJIbHUHN JAHIIOT MiTOXOH-
npii uepe3 HAJIH 1 ®AJIH,, 110 BpemTi NpUBOJAUTH 10 CHHTE3Y BEIMKOI KiTbKOCTI
Mmosiekyn AT® y npoueci okucHOro GpochoputoBaHHs.

Komu 00uzBi MomneKyau mipyBarty, yTBOPEHi 3 OHI€T MOJIEKY/IH IIFOKO3H, OKHC-
mo0Thes y tuKii Kpebea, a Bei BUBUIbHEH] €JIEKTPOHM NEPEHOCAThCA Ha O,, TO BHa-
CJITOK OKUCHOTO (pochoprittoBanHs cuHTe3yeThest 32 Monekyaun ATD (tadm. 9.1).

Ockinbku 3a rigpomisy oxguiei monekynu AT® BusinbHsAeTbCa 30,5 kJK/Mob,
TO CyMapHa eHepris, akyMynboBaHa B 32 monekynax AT®, cranosuts 976 k[ x/MoJIb
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(32x30,5 k/Ix/moib), a0o 34 % Bix TEOPETUUYHOTO MAKCUMYMY IIOBHOTO OKMCIICHHS
onHiel Monekynu rroko3n (2840 k/[x/monb). JlificHe 3HaYeHHS BUIBHOT €HEpPTii Bifl-
pi3HsA€ThCS Bif cTaHAapTHOTrO. Kom BHECTH MOMPaBKy Ha JAifiCHE 3HAYEeHHS BiLIHHOI
eHeprii MOBHOTO PO3IIETUICHHS TIFOKO3U, po3paxoBaHa e€(PeKTUBHICTh MPOIECY
3poctae 10 65 %.

Tabnuys 9.1
YTBOpeHHA BigHOBNeHUX KodpepmeHTiB i ATP 3a aepoOHOro OKMCHEHHS IMOKO3U
B peakuisix rnikonisy, nipyBaTtaerigporeHazHoro komnnekcy Ta uukny Kpebca

ATO - MakcumanbsHo
Peakuis YK BigHOBNEHI oL + | MOXIMBA KirnbKiCTb
KOOEPMEHTHU POSILIENNCHHA ATO**
nioko3a rmoKo30-6-ocdat -1 ATO -1
DpykT030-6-pocdat dpykTO30-1,6-pocdat -1 ATO -1
s ot | 2 ;
1,3-Aundocdorniuepat 3-cbocdporniuepar ATO x 2 2
docdoeHonnipysat nipysat ATO x 2 2
Mipysar auetun-KoA HAOH x 2 5
I3oumTpart o-KeTornyTapart HAOH x 2 5
a-Ketornytapat === cykuuHin-KoA HAOH x 2 5
CyKkumHin-KoA cyKumHaT ATO uyn Ir'To x 2 2
CyKkumnHat dymapat ®ALH, x 2 3
Manat okcanoauetar HAOH x 2 5
CymapHuii BUXig Ha O4HY MOMEKyny rroKo3n 32

Mpumitkn: *—BapTo 6paTi Ao yBary, Lo Y rikonisi Monekyna rioKo3v po3LenoeTbCst Ha ABi MOMeKynu
rniyepanbgerig-3-docdarty;
** — KinbkicTb Monekyn AT® pospaxoBaHa 3a MpunyLleHHs), Wwo 2,5 AT® yTBOpOETLCSA 3a
okncHeHHa HAIH i 1,5 AT® — 3a okucHeHHs ®ALH,; HeraTuBHe 3Ha4eHHs Kinbkocti AT®
CBiYMTb NPO CMOXUBAHHS eHeprii

9.4. METABOAITU LIMKAY KPEBCA
AK BIOCUHTETUYHI CYBCTPATU

ukniyauii mpouec, SIKUH CKIaJaeThesl 3 BOCBMU CTail 1 MpU3HAYCHHH, 31aBa-
Jocst ©, JUIS IPOCTOTO OKHUCJICHHS TBOKapOOHOBHX alETHIBHUX Iyl aneTuia-KoA
no CO,, He 0OMexyeThCs JuIe HUM. el IUKII € CBOEPiTHUM KOJIEKTOPOM s O1/1b-
mocTi MeTa0oaiuHuX nponeciB. YoTupu- i n’ITHKapOOHOBI KiHIEBI TPOLYKTH Oara-
TBOX KaTaOOJIIYHMX NPOLECIB MiHKUBIIOIOTh UK. Hampukian, okxcajoanerar
1 O-KETOTITyTapaT yTBOPIOIOTHCS TAKOXK 32 PO3LICIUICHHS BiANOBIHO aMiHOKHUCIIOT
acraprary i nrytamary (IuB. po3ain 8). 3a meBHUX YMOB MeTa0oniTu uukity Kpebdca
BUBIJIBHSIOTHCS Ta CIYTYIOTH MONEPEAHUKAaMH (CyOcTpaTamu) AJisl Pi3SHOMAHITHUX
010CUHTETHYHHX MPOLECIB.
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Linkn Kpebca € LLeHTPOM CXOAXKEHHSI MPAaKTUYHO BCix MeTabornivyHmx pe-
akKLin, Kony NpoayKTn kKaTabonivyHNX peakuin NigXXUBMIKTb LMK, a MeTa-
6onitu unkny cnyrywTb nonepeaHnkaMmyn Ans pisHOMaHITHUX aHabormiy-
HUX peakuin

[ukn Kpebcea, momiOHO 10 1HIIMX METa0ONIYHHX MPOIIECIB, € MPOTYKTOM €BO-
JIOIIIT, sTKa 3/1e01IbIIOro BiI0yBaacs HallepeI0/{HI BHHUKHEHHS aepOOHUX OpraHi3-
MiB. Lle#l muKIT He € MPUKITaI0OM HAKOPOTIIOTO MIISAXY MEPETBOPEHHS aleTaTy /10
CO,, npoTe BiH Mae Jiy’ke BENUKi nepesar. SIk BUIHO 3 puc. 9.5, MeTabosIiTH UKy
Kpebca € BaxsmBuMH OI0CHHTETHUYHUMH iHTepMeiatamu. Hanpukiaz, o-ketorty-
Tapar i oKcajoarerar MOXXyTh CIIyTyBaTH TMOIEPEIHUKAME aclapTaTy 1 iyTaMary
B peakIlisX TPaHCAMIHYBaHHS, sIKi BHKOPUCTOBYIOTBCS JIUIsl CHHTE3Y IHIIMX aMiHO-
KHCJIOT, @ TAKOXK MYPUHOBHX 1 MIPUMIAMHOBHX HYKJIeOoTHaiB. OKcanoaneTar Moxe
MEePETBOPIOBATHCS HA IJIFOKO3Yy B Tpolleci IrokoHeoreHnesy (puc. 9.5). Cykiunii-
KoA € meHTpasbHUM i1HTEpMEIiaToM y CUHTE31 TOpQIpHHOBOTO KIJIbIS TeMOBUX
rpym. [eMoBi Tpymu 3aiydeHi y nporiecH MepeHeCeHHsT KHCHIO TeMOTI001HOM, Horo
JICTIOHYBaHHSI MiODIOOIHOM 1 Y TPaHCIIOPT €NEKTPOHIB IIATOXPOMAaMH.

Mipysat
nipyeat-
Kap60Kcuna3a ALleTVIJ'I'KOA
DEMM-kap6okcukiHaza
docoeHonnipyeat < Okcarnoalietat Lrpar
(PEMM) ®EM-kapbokcunasza
Lnkn Kpe6ca x
Manat a-Ketornytapar

N

Mipysat CyKumHin-KoA

Puc. 9.5. Ponb uukny Kpebca B aHaboniami [3a Nelson, Cox, 2012]
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B aepobHux opraHisamax uyukn Kpebca € amiboniyHmm mexaHiamom,
KM 06’egHye kaTaboniyHi 1 aHaboniyHi Npouecn, ANs CUHTE3Y HOBUX
OpraHiyHnX CnosyK.

AM}i0omivHI TUIIXH 3a0€3MeUyI0Th META00II3My TIeBHY THYYKICTB, IO A€
3MOTy OLIBIIT TOYHO PETYIIIOBATH META0O0IITHI TIPOIIECH.

Ockinbku MeTabomiTu UKy Kpebca BUKOPUCTOBYIOTHCS K O10CHHTETHIHI
MOTIEPETHUKH, TO TXHIH 3amac MOMOBHIOETHCS AHAMJIEPOTHYHUMHU peaKIisMH,
MIPOAYKTHU SKUX MiABUIIYIOTh KOHIICHTPAIII0 CyOCTpaTiB MUKITY. Y HOpMaJbHHUX
YMOBaX peaxilii, B SKUX MeTaOOITH KTy BUKOPHUCTOBYIOTBCS IIJIS 1HIITIX METa0o-
JIIYHUX TPOIIECIB, € B THHAMIYHOMY OajlaHCi 3 peakIlisiMH, SKi TIOTIOBHIOIOTH 3arac
nux MetabomirtiB. OTKe, KOHIIEHTparis MeTadomitiB mukiry Kpebca y HOpMi 3amm-
[IA€THCS BITHOCHO CTaJIOH0.

AHannepoTUYHi peakLii 3a6e3nevyoTb NiATPMMAaHHSA KOHLEHTpaLii MpoMiX-
HUX MeTaboniTiB Lunkny Kpebca Ha isionoriyHOMY piBHi.

VY Tabin. 9.2 HaBemeHO HAWOUTBIN MOMUPEH] aHATUIEPOTHYHI peaKilii, ki BimOy-
BAaIOTHCS B PI3HUX TKAaHWHAX 1 OpPTaHi3Max, MPUIOMY KOXKHA 3 HHX BiATIOBiJae 3a
TIepETBOPEHHS MipyBaTy uu (oc(hOCHONITIPYBaTy 10 OKcaloareTary 9 Majary.

Tabnuysi 9.2
AHannepoTuyHi peakuii umkny Kpe6ca
Peakuia depMeHT TKaHMH.a i
opraHiam
MipyBat + HCO3 + AT —— . .
okcanoavierar + AflP + & MipyBaTkapbokcunasa Hupka, neviHka
®ocoeHonnipysat + CO, + [P === | ®ocoeHonnipysat- CkeneTHi M’s3u,
okcanoauetat + [ TP kapbokcurkiHaza cepue, neviHka
Mipysat + HCO3 + HA(®)H =— ManaTaeriaporenasa BinbLictb
manart + HA(P)* Aenap npoKapioT i eykapiot

HaliBaxnmuBilIO0 aHAMIEPOTHYHOIO PEaKIi€lo B MEYiHI Ta HUPKAaX CCaBIiB
€ 00opoTHe KapOOKCHIIIOBaHHS MipyBaTy MipyBaTKapOOKCUIIA3010 3 YTBOPCHHAM
okcanoanerary. Konu y uukii Kpebca Opakye okcanoanerary 4d iHIIOTO iHTEpMe-
Iiary, mipyBart 3a3Ha€ KapOOKCHIIIOBAaHHS 1 piBEHb OKcasoaerary 3pocrae. Llsg peax-
List € eHepro3anexkHoo. EHepria, HeoOXinHa A npueIHaHH KapOOKCHIBHOT TPY-
1 A0 mipyBaty, NpuOIM3HO NOPIBHIOE CHEprii, BUBLIbHEHIH 3 Monekynun ATO.
[TipyBarkapOoKcmiIaza € BaKIMBUM peryisitopom nukiy KpeOca, mist sikoi aneTui-
KoA € mo3uTuBHUM aJOCTEpUIHUM MOAYIATOpoM. KoxkHOTO pasy, Koiu piBeHb
anetmi-KoA, sikuit ininitoe nukn KpeOca, € B HaUTUILKY, 116 CTUMYITIOE IipyBaTKap-
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OOKCHIIa3HY PEaKIlil0 CHHTE3y OKcaioareTary. 301UIblIeHHs] KOHIIEHTpaIlil OKcato-
anerary inteHcudikye 1k Kpedca 3aBasku MUTpaTCHHTA3HIN peaKilii.

Ha BinmMminy Big mipyBaTkapOOKCHIIA3H, SIKa PO3TAIIOBAHA BUHHSATKOBO Y MATPUKCI
MITOXOHJIPiii, (hochoeHONKapOOKCHKiHA3a PYHKIIIOHYE Y JTFOMUHH SK Y MITOXOH/IPIsIX,
Tak i1 B IMTO30Ji. ManaraeriiporeHasa, sika TaKOK €KCIIPEecOoBaHa B TeMaTOIMTAX
000X KIITHHHUX KOMIapTMEHTIB, TIOPS i3 MEeHTO30(0oCHATHUM MUISIXOM ITOCTAYaE
HAJI®H nns cuHTE3y )XKUPHUX KHUCIIOT 1 XOJECTepUHY B IEUiHIli, MOJIOYHIN 321031
Ta IHIIUX OpraHax.

9.5. PEI'YAAUIA LIMKAY KPEBCA

3riHoO 3 KIAaCHUYHUMH YSBICHHSAMH, LUK Kpedca peryaroeTsest 4oTupMma Kio-
yoBuMH (pepmenTamu. OHI€I0 3 BU3HAYAIBHUX JIJAHOK HOTO perysuii € mipysarae-
rigporeHa3Hui KOMIUIEKC, IKMK (OpManbHO HE HAJEXKHUTh A0 (EPMEHTIB LIUKITY
Kpebca. BaxxnuBuMu TakoX € OUTpaTCUHTAa3a, 130LUTPaTAETiApOreHasa i o-KeTo-
DIyTapaTAeriiporeHasa.

A 5 AM®
KOA* Ca?*
MipyBat HAOH MioveaTt
nor Ve py nor < HAI'
Auetun-KoA —D HALH Auetun-KoA
| e =" | i
Lurpar —) Lintpar
¥ owar i ar
a-KeTortyTapaT HAOH o-KeTornytapat
ko — a-KrAr
Cymm;‘in-KoA—D CyKuwiin—KoA
¥
: MazaT TA'EI'(D

¥
M
ai'IaT ¢Aﬂ,¢ AuH?

Y2 O,
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%0, H
HAD SALH, ®AL

HALH
®ALH, DAL

Puc. 9.6. IHribytoui (A, F) Ta ctumyniotodi (B, <) unHHKKM y umkni Kpebea: MAIN — nipyBaTtaerigporeHasa,
L|C — untpatcuHTasa, ILAI — isountpataerioporeHasa, o-KIAIN — a-keTornyTtapatgerigporeHasa;
iHLLI NOSICHEeHHA AWB. Y TEKCTi

[Iponykuis ametnin-KoA mipyBaraeriqporeHa3HIM KOMILIEKCOM PETYIIOETHCS
Yyepes alloCTepHyHi Ta KoBaleHTHI MexaHi3Mu. AT®, a Takok MPOILyKTH TipyBaT/Ieri-
nporeHa3Hoi peakiii — anetmin-KoA i HA/IH, — edexruBHO iHTiOyIOTH MipyBaT/eri-
JPOT€HA3HUN KOMIUIEKC 3aBJSIKA HETaTUBHOMY 3BOPOTHOMY 3B’SI3Ky (puc. 9.6, A4).
AJocTepruYHe TaTbMyBaHHS OKHCIICHHS TPyBaTy MOCUITIOETHCS TAKOXK 33 HAsIBHOCTI
JTIOBTOJIAHITFOTOBUX JKUPHHUX KHUCIIOT. | HaBmaku, AM®, KoA 1 HAI™, siki HarpomMamKy-
IOTHCS Y MaTPUKCi MITOXOH/IPi 3a crioBiIbHEHHS 1TUKITy KpeOca, 31aTHi anocTepudHo
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aKTHBYBATH IipyBaTAerigporeHasHuii kommiekce (puc. 9.6, b). OTxe, mipyBaraeri-
JpOTeHAa3Ha aKTHBHICTh 3HMIKYETHCS Y pa3l HaUIMIIKY MeTaboiqyHoro “rnaausa’
y (hopmi KUPHUX KUCTOT 1 anteTri-KoA, a Tako TojIi, KoK KIIITHHHE CITiBBiTHOIICH-
Hs [ATOJ/[AD] uun [HAIH])/[HA] € Bucokum. OiHAK SKIIO y KIITUHH BUHUKAE
roTpeda B OUTBIIIN KUTBKOCTI €Heprii, 11 pepMeHTaTHBHA aKTUBHICTh 3pOCTAE, B Pe-
3yJbTaTi 4oro 30iNbIIyeThes NoTik anetwii-KoA y ki Kpebca.

VY ccaBIIiB 1Ii aJOCTEPUYHI PETYISTOPHI MEXaHI3MH JIOTTIOBHIOIOTHCS 11I€ OJTHUM
piBHEM peryJsiii — KoBaJleHTHOK Moaudikamiero 6inka. [lipyBaTnerigporenas-
HUI KOMIUIEKC TanbMyeThes (pochoprintoBaHHIM Crenrn()iqHOTO 3aJHUIIKy CEpPUHY
Ha Horo E -cyGomununi — mipysaraeriaporenasi. Ilipysaraeriqporenasnuii Komii-
JIeKC CCaBLiB MICTUTH JBa perynsiTopHux ¢pepmentu. CrenudivyHa nporeinkinaza
(hocdopuitroe i TAKMM YMHOM IHAKTUBYE MipyBaTAETiAporeHasy, a crenudiuna goc-
(domnporeindocdarasa singmemntoe pochaTHy rpymy i TaK aKTUBYE MTipyBaTIETiIPO-
rera3y. Cama npoTeiHKiHa3a aJOCTEPUYHO aKTUBYEThCS MOJieKyor ATD, i koiu
KOHLIEHTpALlisl [OTO HYKJIEOTHIY € BUCOKOIO, MipYyBaTAETiAPOreHa3sHUN KOMIIJIEKC
iHaKTHBY€ThCS. SIKmo koHnenTpanis AT® 3MeHIIyeThCsl, aKTUBHICTD KiHA3U 3HU-
XKyeTbes 1 pocdarasza Biamertoe GocharHy Tpymy BiJ MipyBaTAeTiIpOreHa3H, ak-
TUBYIOYHM KOMILIEKC. AKTHBHICTB (hocdara3zu Takox 3pocTae 3a 1ii karionis Ca?*
[McCormack et al., 1990].

OkpiM mipyBaTAETiAPOTEHA3HOTO KOMILIEKCY, (DepMEHTH IUTPaTCUHTa3a, 130-
LUTpPATACTIAPOTeHa3a 1 o-KeTorTyTaparaeriaporenasa (puc. 9.6), siki KaraiizyoTh
TPHU eK3eproHiuHi peakii mukiTy Kpebca, MOXXyTh 3a TIEBHUX 00CTaBHH SIK IPUCKO-
PUTH HOT0, TaK i CIIOBUIBHUTH. AKTUBHICTb IIUTPATCUHTA3U 3POCTAE 32 3HUIKECHHS
cuiBBigHomenHs [ATD]/[AJP]. | HaBnaku, 3a MiABUIEHHS KOHIIEHTPAIIil IUTpaTy
i HAJIH, 3rifiHO 3 IpUHIIUTIOM 3BOPOTHOTO HETaTUBHOTO 3B’ 3Ky, aKTUBHICTH IIHOTO
(hepMEeHTY 3HUKYETHCSL.

Linkn Kpebca peryntoeTbcs Yepes Noro Tpu eK3eproHiyHi naHku. Tpu dak-
TOPY BM3HAYaTb CTYMiHb MOTOKY B LMKMi — AOCTYMHICTb CybCTpaTty, ranb-
MyBaHHS NMpOoAyKTaMu, siki HarpOMaguInCh y peakii, i anoctepuyHe rasnb-
MyBaHHS 32 NMPVHLUUMOM 3BOPOTHOIO HEFATUBHOIO 3B’S3KYy (DEPMEHTIB, HAKi
KaTanidyloTb paHHi cTagii umkny. KoHueHTpauii cybcTparTiB Ta iHTepMegiaTis
y umkni Kpebca BM3Ha4aoTh NOTiK peakLin i3 TakoH iIHTEHCUBHICTIO, SKa 3a-
6e3nevye onTMManbHi KoHueHTpauii AT® i HAOH.

HAJIH — nponykT neriaporeHizariii i30mUTpaTy, o.-KeTOTIIyTapary i Mauary —
MOXKE HarpoOMa>KyBaTHCs 1 iHr10yBaTH HE TIIBKH HUTPATCUHTA3Y, a i Ol-KEeTOTITyTa-
patnerigporeHasHuii komruiekc. Bucoke crisBimnomenns [HAJIH]/[HA'] pery-
JIFOE AKTUBHICTh 1 MAJATIETiIPOreHa3!, KOJIU KOHIICHTPAILIiSl OKCAIOAETATY € HU3b-
KO0, CIMIOBUIBLHIOIOYH MEpIIy CTaAiro muKiy (auB. po3nin 13). Hakonuuenuit Ha
YEeTBEPTOMY €Talll UKy CYKIUHII-KOA Tex 3a NMPUHIUIIOM 3BOPOTHOTO HETaTHB-
HOTO 3B’sI3Ky 1HT10y€ O-KeTOIIIyTapaTAeriaporeHasy. Yci KiIro4oBi pepMeHTH — Lu-
TpaTCUHTA3a, 130IMMUTPATACTIAPOTeHA3a 1 Ol-KeTOITyTapaTaeriAporeHasa — 3a3Hal0Th
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iHT10yBaHHA 3a miABUIIeHOI KOHIeHTpalii AT® i akTuBYIOTBCS 32 MiABUIIIEHHOT
koHmeHTpamii AJD.

Kpim mipyBaraerigporenasu, Ca?-3ajgekHUMHA (GEPMEHTAMH TAKOX € 1301[H-
Tpar- 1 a-keTormyTapataeriaporenasu uukiy Kpebca [McCormack et al., 1990].
Karionn Ca’" 3amyckaioTh (yHKIIOHAIbHY aKTHBHICTh KJIITHHH, IO CYPOBOIXKY-
€Tbcsl 3HIKEHHAM KoHeHTpauii AT®. {00 3amobirtu HEeKOHTPOIbOBAaHOMY 3HH-
KeHHIo KoHIeHTpamii AT®, HeoOXiHO 3a3/ajeriap aKTUBYBAaTH OKHCHI MPOIECH
B MITOXOHJPIsX, 1 [ TAKOX peasi3yeThesi kKarionamMu Ca’" — 3rigHO 3 MPUHIIMIIOM
BUIIEPEKYBAILHOTO 3B’ A3KY.

Ortxe, 3a dizionoriuanx ymoB rmikoii3 1 nuki Kpedca ckoopaunosani. Timbku
TaKa KUIBbKICTh TIIFOKO3HW OyJie TIepeTBOpeHa JI0 IMipyBary, sika HeoOXiqHa s 3a0e3-
rieueHHs 1Kty KpeOca “mansHuM”. [HTEHCHBHICTD TIIKOIIZY CHPSKEHA 31 MIBUJI-
kictro Kty Kpebcea He Tinmbku uepes rambpmyBaHHs Mosiekyaamu AT® yn HAJIH,
KOTPi € CHIJTbHUMHU TPOAYKTAMH 1 TIIKOJITHYHOI, 1 IUXaTbHOI JTJAHOK OKUCICHHS
IJIIOKO3H, aJIe i TaKoX 4Yepe3 rajbMyBaHHs JEeTiAporeHa3 NpoAyKTaMu IXHIX peak-
i — anetunn-KoA, nurparoM i cykiuHiI-KoA. BimoMo, 1o nuTpar, sskuit € mpoayk-
ToM tiepinoi cranii mukiry Kpebca, — 11e Takok Ba)KJIIMBHIA allOCTEPUYHUH 1HT10ITOP
hochodpyxTokinazu-1 y mikomisi.

Himeubko-aHrmincekun 6ionor MNaHc Agonbd Kpebe (1900-1981) Ha-
poauscsa B lNnbaecranmi (HimeydnHa), B cim’i oTonapuHronora F'eopra
Kpebca. B octaHHi Micsaui MNepLuoi cBiTOBOI BiiHWM @HC CRy>XUB y MOMKY
3B’s13Ky NMpyccbKkoi apMmii. MegnyHmum gunmnom
oTpumaB y Fambyp3abkomy yHiBepcuteTi. HaykoBa
Kap’epa MOMOAOro BYEHOro posnoyanacb Ha no-
cagi acucteHTa-nabopaHta B nadoparopii OTTO
BapOypra B IHcTuTyTi Bionorii kar3epa Binbrenb-
Ma B bepniHi, ge BiH 3acBoiB po3pobneHui Bap-
Oyprom MeTog SOCHiAXKEHHS KITITUHHOIO AUXaHHS
Ha TOHKMX 3pi3ax CBiXMX TKaHWH. 3rogqom Len
MeToa AaB oMy 3mory pasom i3 Kyptom [eHce-
NENTOM OnmMcaTu LUK CEYOBUHM — MpOLiEeCy, 3a
OOMOMOTOH SKOTO 3 OpraHiaMy BUBOOSATLCSA KiHLe-
Bi MPOAYKTU HIiTPOreHHoro oomiHy. Y 1933 p., nic-
nga npuxogy po enaawm litnepa, Kpebc BTpatms

laHc Anonbd KpeGe po6oty B ®panbyp3bkomy YHIBEPCUTETI 1 emirpy-
(1900-1981) BaB 4o BenukobpuTtaHii. BiH npnbys y Kembpnax,

He 3axonuBLLM 3i COOOH “MPaAKTUYHO HIYOro, OKPIM MONErLLIEHHS, OEKINTbKOX
KHUT i 16 ynakoBoK anapata Bapbypra”. 3rogom BiH OyB npu3HavyeHuii Bu-
Knagadem 3 MorogMHHOK onnaTot Ha kadbeapi bioximii Leddinacbkoro
yHiBepcuteTy. BuByatoun npomixHi ctagii obmiHy Byrnesogis, Kpebc onu-
CaB LMKI1 IMMOHHOI KUCIOTH, abo LMK TpMKapOOHOBMX KUCHOT, AKUIN TENep
Ha3MBatoThb Oro iMeHeM. Y paHHix poboTtax AnbbepTta CeHT-[bliopabi Ta iH.
yXXe Byno BCTAHOBIMEHO, LU0 3a aepobHMX YMOB LmMTpaT (LecTtnkapboHoBa
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KMcnoTa) y pesynbraTi MoCniAOBHUX peakuin ne-
PETBOPHETHCA Ha OkcanoaveTar (YoTupukapbo-
HOBY KMCHOTY) i Byrnekucnun ras. ¥ 1937 p.
y CBOIl iCTOPMYHIN nybnikauii B >xypHani “EH3vnmo-
norig” (cnieasTop B.A. [>xoHcoH) Kpebc nucas:
«Y pasi 0o0asaHHS yumpamy iHMeHCU8HICMb
OuxaHHSI Yacmo 3pocmae ... HadIuWKo8e noasu-
HaHHSl KUCHIO € 3HaYHO 8UWUM, HIXK Ue MOXHa
byr10 6 nosicHUMU MOBHUM OKUCHEHHSIM yumparmy
... OcKinbKuU IUMOHHa Kucrioma Kamarsnimu4Ho r1o-
CUJTHOE OKUCHEHHS IHWuUx cybcmpamie y mKaHUHiI,
mo, MOX/IUB80, 80Ha 8UKOPUCMOBYEMbLCS Y I10-
Yamkosil peakuii, npome peseHepyembscs y 3a-
eepwarnbHil peakuii». Kpebc 0OBIB, O OCHOBHI
MPUHLMNW NOro LMKy CnpaBennuBi i Ans oKuc-
HEHHS XXMPHUX KUCMOT. Y 1953 p. BYeHOMY Byno npucymkeHo HobeniBcbky
npemito B ranysi gisionorii Ta MeguuuHn “3a BIOKPUTTSA LMKAY NIMMOHHOI
kncnotn”. Kpebe posginue Lo npemito 3 ®piyom JlinmaHoM. Y BiTanbHin
NPOMOBI AocnigHuk i3 KaponiHcbkoro iHCTUTYTY Epik FfamMmapcTeH ckasas:
«lukn Kpebca nosicHioe 0sa 0OHOYaCHUX rpouecu: peakuyiti po3nady, 3a
SKUX 8UBINIbHSIEMbLCS €Hepeis, | CUHMemuYHi Mpouecu, 3a SSKUX Us eHepais
sukopucmosyemscs». lNigkpecntoloun 3aranbHOBioNoriyHe 3Ha4YeHHsi CBO-
ro BigkputTH, Kpebc y HobeniBcbkin nekuii 3asHaumB: «HaseHicmb 00HO20
Ui Mo20 X MexaHi3My YMmeEOPEeHHs eHepeail 8 yCix Xueux icmom 0ae 3Mozy
3pobumu wje 08a 8ucHosKuU. lNo-rnepwe, yeli MexaHi3aM 8UHUK Ha Oy)Ke paH-
HiX emanax egosouii i, Mo-opyee, XUummsi y (020 HUHIWHbOMY 8u2rsidi 3a-
podursocs nuwe 00uUH pas».

Anbbept CeHT-[bliopabi
(1893-1986)

Miacymkn 9. LKA KPEBCA

e [lipyBar 3a 10MOMOTOI0 MipyBaTAETiAPOTeHA3HOTO KOMIUIEKCY IIEpETBO-
proeTbesi Ha aneTuia-KoA, sKuii € IOYaTKOBUM CYOCTPaTOM ISl LIUKITY
Kpebca.

e [luxn Kpebca — neHTpanbHUN MeTaOOMIUYHUM MeXaHi3M, 3a Mepediry
SIKOTO CITOJYKH, IO YTBOPHUJIMCH YHACIIIOK PO3LICIIIICHHS BYIJICBO/IB,
JKHUPIB 1 OINIKIB, AaJli OKMCIIOIOTHCS, a €HEPTis, BUBUIbHEHA y IHX MPO-
Hecax, aKyMYIIO€ThCSl Y BUIVISIII IEPEHOCHUKIB €JIEKTPOHIB — TPHOX MO-
nekyn HAJIH, onmiei monexynmu ®@AJIH,, a Takok B OfHiK MOJIEKyITi
['T® (AT®) Ha OOWH THAKIT.

e Bocbmuerannuii nukin KpeOca, sSikuid y eykapioT po3TalIoBaHUI B MiTO-
XOHJIPisiX, IOYMHAETHCS 3 PEAKILii 00’ €IHAHHS OKCAJIOAETaTy 3 alleTHII-
KoA, BHacIiZIOK 9OTO yTBOPIOETHCS IUTPaT. L{eit MexaHi3M € HUKIIIHUM:
Ha KOYKHY MOJIEKYJTy BHKOPHCTaHOTO OKCaloaleTary B LUK yTBOPIO-
€TbCsl OZIHA HOBA MOJIEKYJIa OKCAJIOALeTaTy.
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o [lukn Kpebca Britouae sik kaTaboJIivyHi, TaK i aHA0OJIYHI peakilii, TO0TO
€ amMmdi00IIYHIM.

o [IpoMikHI CITOJYKH MOXKYTh BHITy4aTHCs 3 IIMKITY 1 CTaBaTH cyOcTpara-
MU JIJISl CHHTETHYHHUX IPOIIeCiB. BrityueHi MpoOMIXHI CITOJYKH ITOTIOB-
HIOIOTBHCS 32 JIOIIOMOTO0 KIJIBKOX aHAIUIEPOTUYHUX PEaKIlii.

o KiacuuHUH MOMISA] MOJIATae B TOMY, IO IIBUIKICTH MEPEOIry IHKITY
Kpebca Bu3HAUAETHCS MBUIKICTIO IEPETBOPECHHS MIPYBaTy HA alleTHII-
KoA Ta moToxkoM MpOMDKHHX METaOOJITIB Yepe3 IUTPATCHHTA3Y, 130-
LUTPATACTIAPOreHasy i a-KeTornyTaparaerijaporenasy. 1li moToku iHri-
oyrotbest AT® 1 HAJIH # aktuByrotsest AJAD i HAT'

o VYrBopenns anetwi-KoA s nukiny Kpebca 3a ygacti mipyBaTaeriapo-
IeHAa3HOI'0 KOMIUIEKCY aJOCTEPHUYHO aKTUBYIOTh META0OIITH, SKi € CUT-
HaJaMH{ MPO 3HIKEHHs eHepreTuuHux 3amnacis (AJ1d, HA, KoA), Ta
1HT10yI0Th MaTa0OJIITH, SIKI CHTHAII3YIOTh PO 3a0€3IEUYCHICTh KIIITHH
MeTabomiuHo eHeprieto (ATD, HAJIH, sxupHi KucioTn).

3ABOAHHA | KOHTPOJIbHI MATAHHA

1.

CTHUMY/IIOBAaHHS NONIMHAHHSA KHCHIO MajaToM i okcasoaumeraroM. Ha mouarky
1930-x pokiB Ansoept CeHT-/Ipii0papi BCTAHOBHB, IO MaJi KiTBKOCTI MaJlaTy 4 OKCa-
JoaneTary, JOIaHi O FOMOTEHATy TPYAHHX M’s3iB roiy0a, MOCHIIIOIOTH MONTMHAHHS
KHCHIO. [IpHdoMy KiTBKICTh MOTIMHYTOTO KUCHIO Oylia MPUONHM3HO Yy CiM pa3iB BHIIA,
HIX IIe TIOTPiOHO AJIS TOBHOTO OKHCHEHHS MaJlaTy i OKCaJoaIeTaTy 10 CO, 1 HZO. Sk
MTOSICHUTH T1i ePeKTn?

B3aemo3B’s130k Mick quxaHHAM i mukiaom Kpe6ca. Xoya kuceHb 0€3M0CEPEIHbO HE
Oepe yuacri B 1iukii Kpebdca, ogHak nuki GpyHKIIOHY€ TUIBKH 32 HOro HasiBHOCTI. Yomy?

Tepmoaunamika HUTPATCHHTA3HOI peakuii y KIiTUHAX cepus mypa. Llurpar yrBopro-
€TBCS B pe3ynbTaTi B3aemoii aneTnin-KoA i okcanoarierary 3a y4dacTi hepMeHTy uTpart-
CHHTa3H:

Oxcanoanerar + anetnn-KoA + H,O — mutpar + KoA + H”

Y mitoxonapisix cepus mrypa 3a pH 7,0 1 25 °C xoHUeHTpallis peareHTiB 1 MPOAYKTiB cTa-
HOBUTH (y MKM): okcasnoanerary — 1, auetni-KoA — 1, uutpary — 220, KoA — 65. 3mina
CTaH/APTHOI BUIBHOI €Heprii ISl IIUTPATCUHTA3HOT peakiii CTaHOBUTH -32,2 K[/ MOJb.
PozpaxyBaru 3MiHy JiiCHOT BIJIBHOT €HEpTii JUIsl IIMTPATCHHTA3HOT peaKiiii.

JocaigkeHHs TUXaHHA i30J1b0BAHUX MITOXOHPIii. SIKiI0 B monsporpadiuHiii Komip-
1Ii 10 1307b0BAaHUX MITOXOHJPIH, SIKi OKHCHIOIOTh €K30T€HHUI €HEepTreTHIHNN cyOcTpar
MipyBart, TOJaTH MaJIOHAT HaTpifo (iHTiOITOp CyKIMHATAETiAporeHasu, AuB. c. 147), To
TIOTIIMHAHHS KUCHIO OpTaHeaMi IpUNHHATECS. Yomy? SIKuii TpOMIKHUHA MIPOAYKT Me-
Tabomi3My Oyze 3a X eKCIePUMEHTAIbHIX YMOB HAKOMMMYIYBaTHCEH? SIKMM criocoOom,
OKpiM BUAAJICHHS MAJIOHATY, MOJKHA BiTHOBUTH TUXaHHS MiTOXOHIPIN?
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10

11.

12.

PerysioBanHs mipyBaT/eriiporeHa3Horo KOMIIeKcy. Y M’s3ax KpoJisi MIBHAKICTS Iie-
peTBOpEHHS TipyBary Ha aneTHia-KoA peryiroeTsest CHiBBIIHOIICHHSIM aKTHBHOI ((oc-
(dopmiboBaHo1) 10 HeakTUBHOI (HeochopmILOBaHOT) POPMHU KOMIUIEKCY. SIK 3MIHUTBCS
MIBUIKICTB PEaKIIil, AKIIO 0 TOMOICHATY X M S31B JOJATH: a) KiHa3y MipyBaTACTiapO-
renasu, AT® i HAJTH; 6) pocdarasy mipysaraeriaporenasu i Ca’’; B) mamoHar?

Kaacununuii nuka Kpedca posnounnaernest:

1) yTBOpPEHHSIM IUTPATY 3 OKcajoareTary i anetuin-KoA;

2) YTBOPEHHSIM OKCHIY KapOOHY, BOJIM 1 pereHepariiero OKcaloareTary;
3) YTBOpEHHSM UTPATy 3 MipyBaTy i Maiary;

4) yTBOPEHHSIM OKCH/y KapOOHY 1 BOJIH.

Bka3zaTn KOMIIOHEHTH-BITAMIHM NiPyBaTAEriAPOreHa3HOr0 KOMILIEKCY:
1) pubodnasis;

2) HialuH,

3) ackopOiHOBa KHCIIOTA;

4) peTuHoI.

Buopatn npaBuibHy nocJigoBHicTh iHTepMeniartiB nukiay Kpeoca:

1) uurpar — akoHITaT —> 130LUTPAT —> OL-KETOMNTyTapaT — CYKUUHII-KoA —
CYKIIMHAT — (hymMapar — MajaT —> OKcaloaleTar;

2) okcajoaneTar — Manar — anetwi-KoA — CyKIuHaT — qUTpaT —> akoHITaT —>
i3onuTpar — o-KeTormyTapar — cykunHuI-KoA — ¢dymapar;

3) anermn-KoA — mipyBar — i301UTpar — ol-KeTorTyTapar — CyKIWHAT —>
cykuuHiI-KoA — ymapar — manar — OKcaoareTar;

4) uurpar — anetni-KoA — i3onurpar — o-ketoriyrapar — CyKiuuHiia-KoA —
CYKIIMHAT — (hymMapar — MajaT — OKCaloaleTar.

Buoparn peakuii nnkay Kpeoca, siki cynpoBozky0Thcsl 1eKap0OKCUIIOBAHHIM:
1) OKHCIIEeHHS 130LUTPaTy 10 Ol-KeTOTITYTaparTy;

2) OKHCIIEHHS Ol-KEeTOTIIyTapary 10 CyKInHiI-KoA;

3) OKHCIIEHHS LIMTPATY 10 130LUTPaTy;

4) yTBOpeHHs uTpary 3 aueTuia-KoA i okcanoanerary.

Bu6paru peakuii nnkiay Kpeodca, B sxux HAJ[" BitnoBaroersest 1o HAJTH:
1) mepeTBOpeHHs Ol-KeTOrTyTapaTry Ha CyKUMHUI-KoA;

2) nepeTBOpeHHs MipyBary Ha aneTniakKoA;

3) mepeTBOpPEHHS 1301IMTPaTy Ha LUTPAT;

4) mepeTBOPEHHS MajlaTy Ha OKcaoareTar.

Bxaszaru Ca?"-3asexui pepmentu nuxiay Kpeoca:
1) a-keTormyTaparaeriaporenasa;

2) IUTPaTCUHTA3A;

3) MamatzmerimporeHasa;

4) i3onMTpaTAeTiiporeHasa.

Buoparu inriéiTopu nipyBataeriaporeHa3HoOro KoMIUieKcy:
1) AT®;

2) anetmin-KoA;

3) HALl

4) HAJIH.
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13. Ieii ¢pepmMeHT KaTadi3y€e 3BOPOTHE KApOOKCUJIIOBAHHS NMIPYyBaTy 3 YTBOPEHHAM
OKCAJI0ALeTATY:
1) mipyBatkapOoOKcuiiasa;
2) mipyBaTjerijiporeHasa;
3) mipyBarcuHTa3a;
4) okcasoaleraraeKkapOOKCuIasa.
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PO3AIA 10

BYAOBA | ®YHKLIII
AUXAABHOTIO AAHLIOTA
MITOXOHAPIN

¢ [NepeHeceHHs eAEKTPOHIB AMXaAbHUM AQHLIIOTOM
o MyAbTHU(hepPMEHTHI KOMIAEKCH AMXAABHOTO AAHLIIOTA

e [MpotoHHuM# rpaaieHT ik popma 36epiraHHs eHepril

Ha TpeTbOMy eTani eHepreTuyH1x nepeTBopeHb (amB. puc. 6.1) Binody-
BaeTbCsA OkMCHeHHs HAH i ®A[IH,, 1o cynpoBOAXKYETLCA BUBINbHEHHSAM
NPOTOHIB | enekTpoHiB. Jani naHuroMm MyrnsTMepMeHTHUX KOMMIEKCIB,
AKUIA Ha3nBaloTb AuXanbHUM, a00 eNeKTPOHTPaHCMOPTHUM, ENIEKTPOHM
NepeHoCATbCHA Ha KiHLUEBUIA akUenTop — KUCEHb, @ NMPOTOHW TPaHCMNOPTY-
IOTbCSl B MDKMEMOpPaHHUI NPOCTip MITOXOHAPIN. [duxanbHUi naHur pos-
TalIOBaHUA Yy BHYTPILWHIN MeMOpaHi MiToxoHApi abo y nnasmaTu4Hux
MeMOpaHax bakTepiil i CMHbO3eneHnx BogopocTel. Taki MeMOpaHu Lie Ha-
31MBalOTh CMPSHKYOHYUMK, 6O B HUX BigOyBaeTbCs BaXNuBUn GioeHepreTny-
HUIM Npouec — oKUcHe chocchopunioBaHHA, a came CNpsKeHHs npouecis
OKUCHEHHSA Ta cuHTesy ATO.

10.1. NMEPEHECEHHA EAEKTPOHIB
ANXAABHNUM AAHLUIOTOM

TpaHCTIOPT eJNIEKTPOHIB TUXAJTLHUM JIAHIIIOTOM MITOXOHPIH 31iHCHIOETHCS Jie-
KilbkoMa criocobamu: 1) mpsiMUM TTIepeHECEHHSIM €JIEKTPOHIB MIXK MTPOCTETHIHUMH
rpylaMu, siKi MIiCTSATh MeTas 3i 3MIHHOK BalieHTHicTiO (Hampukian, Fe¥'/ Fe);
2) nepeHeceHHsM y opmi atoma rigporeny (H = H™ + e); 3) nepenecennsm y ¢opmi
rigpua-iona (:H = H™ + 2e).

[MepeHeCceHHs enekTPOHIB y AuMxanbHOMY NaHL3i MITOXOHApIA BiobyBa-
€TbCA Y NEBHIl NOCMiAOBHOCTI 3@ ZOMOMOIO HU3KN 3B’A3aHUX 3 Membpa-
HOHO BirKiB-NEPEHOCHWKIB, LLO MICTATb MPOCTETUYHI rpynu, 34aTHI MPUELHY-
BaTW Y1 BiggaBaTu oanH abo ABa ENEKTPOHMU.
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[lepeHOCHUKHN €NEeKTPOHIB IUXAILHOTO JAHLIOra (YHKIIOHYIOTH Y CKIai
MyNbTH()EPMEHTHUX KOMIUIEKCIB, SIKi BMOHTOBaHI y MeMOpaHu. BuainsioTs 4oTupu
OKpEMHX KOMIUIEKCH, KOKEH 13 SIKUX 3[aTHUH KaTaji3yBaTh MEPEeHECEHHS eJIEKTPO-
HIB Kpi3b [1€BHY J1aHKy JaHiora (tadm. 10.1). Kommuiekcu 1 i I1 karani3yrors nepexe-
CCHHJI eJIEKTPOHIB Ha yOiXiHOH BiJ ABOX 0cHOBHUX JoHOpiB — HAJIH (xomruiekce I)
i cyknuHary (komruieke 11). Kommieke I11 mepeHOCUTD eneKTpoHu Bij BiIHOBICHOTO
yOiXiHOHY Ha LIUTOXPOM ¢, a KoMIuleKkc [V 3aBepliye JIaHIIOT IEPEHECEHHSIM elleK-
TPOHIB Bijl IUTOXpomy ¢ Ha O,.

Tabnuys 10.1
®PyHKLiOHaNbHi KOMNOHEHTU AMXaNnbHOrOo JlaHLulra MiToxoHapin
Ne Komnnekc / 6inok MpocTeTnyHi rpynu MonekynsipHa Kinekicte
Maca, kda cyboouHnLpb
| | HAOH-gerigporeHasa ®MH, Fe-S 850 44
Il | CykumHatgerigporeHasa | ®PA[L, Fe-S 140 4
i | Y6ixiHOH-UMTOXpOM C- Femu, Fe-S 250 11
oKkcuaopeaykTasa
LinToxpom ¢ [em 13 1
IV | LUuToxpomokcuaasa lemu, Cu,, Cu, 160 13

10.2. MYABTUOEPMEHTHI KOMITAEKCHU
ANUXAABHOTO AAHUIOTA

Kommueke I nepenocuts enekrponu Binx HAJIH no yoixiHony. Lleli komruiekc,
skt Takok HasuBaroTh HAJIH : yo0ixiHon-okcumopemykraszow, abo HAJIH-
JEeTiIPOreHa3010, CKIIAAaeThCs 3i 44 PiI3HUX MOJINENTHIHUX JIAHLIIOTIB 1 (IraBorpo-
TeiHy, 0 MIiCTHTh mpocteTnuny rpyny ®MH i depym-cynbdypni rpynu. binku
komIuiekcy I MaroTe L-monioHy GopMy i MpOHHU3YIOTh BHYTPIIIHIO MEMOpaHy MiTo-
xoHpii (puc. 10.1), KOHTAKTYIOUH SIK 13 MKMEMOpPaHHUM MPOCTOPOM, TaK i 3 Ma-
TPUKCOM MITOXOH/IPIH.

Komnnekc | anxansHoro faHLora MiToXoHApiA NepeHocuTb BiAHOBIOBarIbHI
ekiBaneHTtu Big HAOH no y6ixiHoHy.

Sk naBeneno Ha puc. 10.1, kommiexkc [ karami3ye JBa OAHOYACHUX 1 CIIPSIKEHUX
MiX coOoto mporecu. [lepimii i3 HUX — 1€ eK3eproHivYHe NIePEHECEHHS Tipu/I-i0Ha
Bix HA/IH i mpoToHa 3 MaTpukcy Ha yOiIXiHOH y BHYTPIlIHIH MeMOpaHi MiTOXOH-
JIPiii;

+ +
HAJIH + H" + Q — HAT" + QH,,. (10.1)

I3 HUM cnpspKeHUE APYrHid Mpolec — SHJIEProHiuYHe TePeHEeCeHH! YOTHPHhOX
MIPOTOHIB 13 MATPUKCY MITOXOHJPiH y MixkMeMOpaHHuii pocTip. OTxe, KomIuieke |

144
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(GyHKILIOHYE SIK MPOTOHHA TIOMIIA, III0 BUKOPHCTOBYE €HEPTil0 MEepPEeHECEHHS BOX
eNeKTpoHiB (y ckiani riapua-iona :H) mis tpancniopty 4oTupbox mpotoHis (H) i3
MaTpUKCy B MiXMeMOpaHHUH HpocTip. Y IbOMY pasi Ha BHYTpIlIHIA MeMOpaHi
MITOXOH/Ipifl aKyMYITIOIOThCS 3apsau: JOAATHHUM (330BHI) 1 Bij'eMHHUIA (3 OOKY Ma-
Tpukcy; puc. 10.1).

MixmeMBpaHHUI npocTip

niuepon-3-chocpar
(UMTO30MbHWI)

4H* 4H"
A 4 H
® el AL ®
Fe-S STTLLLL! Q L. be, - Fo J J J J
: Il Fes (Fe-s) |
O [ 7 | ©
Fe-S
OAL
%0, +2H" H,0 F
1
HAOH HALO" CyKumHat
ETF
Matpuke AL + O, ATG
OAL
Aunn-KoA

(xupoBwit)

Puc. 10.1. JuxanbHuii naHuor MiToxoHapin [MoamdikoBaHo 3a HenbcoH, Koke, 2015]

OTxe, IPOIIeCH, 10 BiIOYBAIOThCS Y KOMIUIEKCI |, MOYKHA OmHcaT TaKUM CyMap-
HUM DPiBHSHHSM:

HAJIH +5H}, + Q — HAJT' + QH, + 4H', (10.2)

ne H; i H] — npoToHu 3 BHYTPIIIHBOTO Ta 30BHIIIHBOTO OOKY BHYTPIIIHBOI MeMOpa-
HU MITOXOHpPIH BiAMOBiHO. BapTo 3a3HaunTy, 1110, HA BiIMiHY BiJ] BiJJHOBIIIOBAJIb-
Hux exBiBanenTis, Hi HA/IH, na HAJI®H He MOXyTh NPOHUKATH KPi3b BHYTPILIHIO
MeMOpaHy MITOXOH/IPIH.

Bigrosnenns HAJI™ mo HAJIH BinOyBaeThcs 32 OKHCHEHHS TaKuX cyOcTpariB
SK TIpyBaT, 130LUTPAT, O-KEeTOIyTapar, Majar Ta iH. Taki cyOcTpaTH Ha3HBaIlOTh
HAl-3anexuanmu. OTxe, BHacHiok okucieHHs HAJl-3ane:xHux cyOcTpariB Bu-
BiJIbHEHA €HEprisl epeAaeThesl Ha KOMIUIEKC | TuXanbHOro JaHIora.

[TocninoBHICTE MEPEHECEHHSI EIEKTPOHIB Y AUXaIbHOMY JIAHLIOTY JOCIIIKY-
I0Th 3a JIOMOMOTOIO iHTiOITOpHOTO aHami3y. CrerianbHi iHTIOITOPH 1HCEKTHIIN
POTeHOH i 6apOiTypar 6apdamia OJIOKYIOTh IepeHeceHHs enekTponiB Bix HAJIH o
KoQ 1, BiamoBigHo, okrcHeHHs: HAJ[-3a1e:KHUX CyOCTpariB.

daBonpoTeiHN KOMIUIEKCY | MatOTh MIlIHO 3B’s13aHy MPOCTETUYHY IpyIty Y (Gop-
Mi ¢pnaBiHoBoro MoHonykiaeotuny (PMH; puc. 10.1). fAxmo oxucnena popma ®MH
[pUiiMae OIMH EJICKTPOH, YTBOPIOEThCA HamiBxiHOHOBa (opma (PMHH®), a skmio
NpuiMae J1Ba €JIEKTPOHM, YTBOPIOETHCS TOBHICTIO BiqHOBIeHa (opma (PMHH,).
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[lepenecenHs eneKTpoHiB Ha (IABONPOTEIH BiIOYyBAETHCS TOMY, 10 BiH Ma€ BUILUMA
BimHOBHMIA ToTeHIian, HibK HAJIH, Bix sikoro HaaXoAsTh €IeKTPOHU. SIKIIO st
HAJl cranmapTHU# BiIHOBHHI TOTEHINiANl HE 3aJ€KUTh BiJl B3aeMomii 3 OimkamMu
KOMITJIEKCY, TO CTaHAAPTHHI BiTHOBHUI noTeHITiarr DMH 3MiHIOETBCS 32 TpUEHAH-
Hs 110 Oinka. CripaBa B TOMY, 110 O1IKM 1e(h)OpMYIOTH €lIeKTpOoHHI opbiTani daBiHO-
BOTO KUIBIIS Ta 3MIHIOIOTh CTa0LIBHICTh HOTO BiJTHOBICHUX YU OKHUCICHHX (POPM.

®naBiHOBHIT MOHOHYKIICOTH] — 1€ HE PeareHT YH MPOAYKT peakilii mepeHeceH-
HS €JIEKTPOHIB, @ YaCTMHA aKTMBHOTO LEHTPY (IIaBONpPOTEiHy, sika Oepe yyacTs abo
B OIHO-, a00 B JABOXEJEKTPOHHOMY IE€pEHECEeHHI. [HII aeTani OKHCHO-BiIHOBHUX
nporiecis 3a yuacti HAJl, ®MH, a Takoxx ®AJ] onricano y po3miii 6.

Kommuiexe I nepeHOCUTD €lEKTPOHM BiJ CYKLMHATY 10 YOiXiHOHY, TOMYy HOTO
Ha3WBalOTh CYKIHMHATAETiiporeHa3omw, ado cykumHat-KoQ-pemykrazoro. Lleit
KOMITJIEKC CKJIAJAEThCS 3 T’ ATH MPOCTETHYHUX TPYH ABOX THUIIIB 1 YOTUPHOX PI3HUX
npoteiHoBux cyoomunuib (A, B, C i D; puc. 10.2).

30BHiLWHIN Bik
BHYTPILLUHBOT MemMBpaHu MiTOXOHAPIT

DO000000000C ANRMNANMNANNNNNNN

-> QH,
(Lt

(
e [0

Matpukc MiToxoHApiT

2H*

?OOH

fH2

COOH
Manonat

= — — — — Oymapar

Puc. 10.2. TpaHcnopT enekTpoHiB 3a AONOMOro CyKUMHaTAerigporeHasmn

Cy6onununi A i B 3opientoBani y Marpukc MiToxoHapii. Cybonunauus A mic-
TUTH LEHTP 3B’sI3yBaHHS CyOCTpaTy — CYKLUMHATY, a Takox 3B si3aHuid DA/, sxuii
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Ma€ OKHCHO-BiTHOBHI BIacTUBOCTI, mofiOHi 10 ®MH. 3a oKkuCIEeHHS CyKIWHATy
(B muki Kpebca) yTBOproeThest ymapar, a eneKTpoHH BimHOBMIOIOTE DAJ mo
®AJTH,. Nani na enexrponu Bix GAJIH, nepenarotbes moueproso uepes tpu Fe-S-
ueHtpu B cyboaunuii B. Cybomunuii C i D — 1e iHTerpanbHi MeMOpaHHI OiIKH,
KOKEH 13 SKHX Ma€ Tpu TpaHcMeMmOpaHHi cmipaii. BoHn mictaTe rem b i HeHtp
3B’s13yBaHHS YOiXiHOHY, IKMH € KIHIEBUM aKLENTOPOM JIBOX €JIEKTPOHIB y peakiii,
10 KaTali3yeThes KoMIuiekcom 11

Cyxnuaar HazuBatoTh DA J[-3anexxaum cydctparoM. Sk Grrokarop 3B’ s3yBaHHS
CYKIIMHATY 31 CyKIIMHATAETiAPOTeHAa30i0 BHKOPHUCTOBYIOTH MOMIOHMI 3a OymoBOIO
MaJIoHAaT. JleTalbHille Mpo CYyKIMHATACTIIPOreHasy TuB. y po3auti 13.

Y komnnekci Il guxansHoOro naHutora CyKUUHAT OKUCMETLCA CyKUMHAT-
OerioporeHasol, sika MICTUTb (PriaBonpoTeiH, WO nepedae ernekTpoHu
yepes Tpu Fe-S-LeHTpn Ha yBiXiHOH.

JIOHOpOM €eJIEKTPOHIB AJis IHUXaJbHOIO JIAHIIOIa MOXYTh OyTH HE TUIbKH
HA- i ®A/l-3anexHi cyOCTpaTH OKHUCICHHS, a i MPOAYKT [-OKUCHEHHS YKUPHUX
KHCIOT — anni-KoA. YV 11poMy pasi eneKTpoHU HOTPAIISIOTh Y AUXaJbHUH JTaHIIOT
oqpa3y Ha yOixiHOH, MuHatouu komruiekcu I i II. 3okpema, 3a OKHMCIICHHS alluJI-
KoA, sike karamizye auun-KoA-zmerizporenasa, enekTpoHH nepeHocaTbest Ha OAJ]
i€l JeriiporeHasu, a jaial — 4epe3 eNeKTPOHHO-TPAHCIOPTHUHN (aaBoOmpoTeiH
(ET®) na ET®: y6ixinon-okcunopenykrasy (puc. 10.1). Leit ¢pepment, sikuit mic-
TUTh Fe-S-IleHTp, IepEeHOCHTh EJIEKTPOHH 0E3MOCePeIHbO B NUXAIBHUN JIAHIIIOT,
BiTHOBJTIOIOUHM YOi1XiHOH.

BinHOBIIOBaIbHI €KBIBAJICHTH MOXYTh HAIXOJUTH TaKOXK 13 IIUTO30JII0, a HE
TIJIBKU 3 MATPUKCY MITOXOHAPiH. [luTo30mbHui miitepoi-3-pocdar, sKuit yTBopro-
€THCS 3 TITIIEPOITY, BUBUIBHEHOTO i Yac PO3MIETUIEHHS TPUAIMITITIIEPOTY, OKUC-
MoeThes Tinepmi-3-gocdarneriaporenazoro (puc. 10.1). Lei dbepment e dmaso-
MIPOTETHOM, IO PO3TAIIOBAHUM 13 30BHINIHHOTO OOKY BHYTPIITHEOT MITOXOHIPiaTb-
HO1 MEMOpaHH 1 Tiepeae eJIeKTPOHU Ha YOIXiHOH AUXaIhHOTO JaHITIoTa.

YoixinoH, a00 kodepMeHT Q — 1€ JKUPOPOIINHHUI OCH30XIHOH, KU MICTUTh
JIOBTHH 130TIPEHOITHUH JTaHIIOT. YOIXiHOH MOYKE IPHHHATH OOUH a00 J1Ba €IIECKTPO-
HU. Y TIepuoMy pasi yTBOPIOEThCS HaIiBXiHOHOBUH pannkan yoicemixinon (‘QH),
ay Ipyromy — MOBHICTIO BiIHOBJIEHa popma nepenocHuka ybixinos (QH,; puc. 10.3).
[ToBHe BinmHOBIEHHS YOiXiHOHY BiJIOyBa€ThCs y JBa €Tany i MoTpedye BOX eleK-
TPOHIB i ABOX MPOTOHIB. 3aBISKH CBOIM T1IpO(OOHNM BIACTUBOCTSAM i HEBEIIMKOMY
po3Mmipy, yOiXiHOH MOKe BUTbHO TU(YHAYBATH Y JIITHOMY IIapi BHYTPIIITHBOT MiTO-
XOHJpianbHOI MeMOpanu. BiH mepeHOCHTh BiAHOBIIOBAIbHI €IEMEHTH MiX elleK-
TPOHHMMH MEPEHOCHUKAMH, SIKi € HEMOOUIBHUMHM 1HTErpaJbHUMHU OlNKaMH y i
MeMmOpaHi — Mix koMruiekcoM | 1 kommiexcom II1 a6o xommaekcom 11 i kommexkcom
III. Kpim Toro, yOiXiHOH BiJirpae Ba>KIMBY pojib y CHPSDKEHHI MOTOKY €JIEKTPOHIB
3 MepeMillleHHSIM TPOTOHIB, 00 IEPEHOCUTD 1 TPOTOHH, 1 EIEKTPOHHU.
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O
‘'O OH
H,;CO CH, N _
CH3 e+H" Rs R, e+H" Ry R,
| ~— ~—
H,CO (CH,~CH=C—CH,)H Rs R Ry R
OH OH
OkucneHa HanisBigHOBNEHa BigHoBneHa
(y6ixiHoH, Q, n = 5-9) (yBicemixiHoH, QH) (y6ixiHon, QH,)

Puc. 10.3. OKMCHO-BIAHOBHI hopMuM YBixiHOHY

Kommnuiexe 111 quxaipHOTO TaHIFOTa IEPEHOCUTH €IEKTPOHH Bij yOiXiHOMY 10
nutoxpomy ¢ (puc. 10.4). Ileli kOMIUIEKC TaKOX HA3WBAIOTH YOIXiHOH: IIUTOXPOM
C-OKCHIOPEeAYKTA3010, Y1 KOMIUIEKCOM MHTOXPOMIB bc,, OCKLIBKHU 110 HOTO CKJIaty
OJIHOYACHO BXOIATH HUUTOXPOM b 1 uToxpoM ¢,. Kommiekc 11 cnipsirae nepenecenns
€JIEKTPOHIB 1 TPAHCIIOPT MPOTOHIB 13 MaTPUKCY B MiXXMeMOpaHHUN TIPOCTIp.

el xomiuiekc € romoauMepoM. Jlo ckiamy KOKHOIO MOHOMEpPY BXOAMTH 11
CyOOMMHMIIb, 30KpEMa, IMTOXPOM b, hepyM-CynbhypHuii 610k Picke i tuTOXpOM C,.
Hurtoxpom b mae nBa reMu (bL and bH), LUTOXPOM C| — TUIBKH OJHOMMEHHHUH T'eM,
a 6inok Picke mictuts Fe-S-uentp. Lutoxpom ¢, i depym-cynbdyphuii 6inok Picke
MOXKYTh B3a€EMOJIISITH 3 IIATOXPOMOM ¢ Y MDDKMEMOpPaHHOMY MTPOCTOP.

Komrneke Mae nieHTp 3B’ s13yBaHHS YOiXiHOHY 1 IIEHTp 3B’ sI3yBaHHS YOiXiHOIY —
Q,1Q,, AKi OJIOKYIOTBCS BIIMOBIIHO AHTUMIIMHOM A Ta MikcoTiazosiom (puc. 10.4).
[IpoTurpnOkoBuit aHTHOIOTHK aHTUMIIIMH A BUTICHS€E YOiXiHOH Ta iHTiOy€e Horo Bij-
HoBINeHHs. [IpoaytieHT MikcoOakTepiit MikcoTia30i1 OJIOKY€E IEpEHECEHHS EIEKTPOHIB
Ha (depyM-cynbhypHuii eHTp Oinka Picke. 3a 6mokyBanHs xomruiekcy I yci nepe-
HOCHHKHM €JIEKTPOHIB, 1110 PO3TAIIOBaHi “Nepen” IUTOXPOMAaMH b i ¢, y INXaIbHOMY
nanmory (HAJTH, KoQ), sanmviiatuMyThbes y BITHOBIEHOMY CTaHi, & IUTOXPOMH a i @,
komIiekcy 1V nepeOyBaTuMyTh B OKHCIEHOMY CTaHi.

[lepeHeceHHs enekTpoHiB i MpoToHiB y kKoMmiutekci 1l Ha3uBaroTh Q-IUKJIOM.
VY HbOMY IOYEPTOBO OKMCIIOKOTHCA Bl MosteKyni QH, y sminiaHoMy mapi BHyTpir-
HBOT MEMOpaHHU MITOXOHJIPiH 01115 11 30BHINIHBOT MOBEPXHi. Y Pe3yNbTari Bl KOKHOT
mostekyn QH, omuH enekTpon nepeHocuThes uepes Fe-S-uentp Oinka Picke i mami
4epe3 UUTOXPOM ¢, KOMIUIEKCY Ha IIMTOXPOM ¢, KW BUKOHYE (DYHKIIIFO PyXOMOTO
MIEPEHOCHUKA Y MIXKMEMOPaHHOMY ITPOCTOPI MiTOXOHPIi. [HIINIT eneKTpoH Bif ep-
1101 MOJIEKYJIM YOIXiHOMY NEPEAEThCS Yepes TeMu b, 1 b, UTOXpOMY b Ha MOJIEKY-
ny yoixiHoHy (Q) Oins BHYTPINIHBOT MOBEPXHI MEMOpPaHU, BHACIIOK YOTO YTBOPIO-
eTbest yoicemixinoH ("QH). [lns mboro BiHOBIIEHHS BUKOPHCTOBYETHCS MPOTOH 13
MAaTpHKCY, 10 TOAATKOBO MOCHIIIOE TPAHCMEMOpaHHUI IPOTOHHUMN rpanieHT. Enexk-
TPOH Bij ApYyroi MOJEKyIH YOiXiHOIy BUKOPUCTOBY€ETHCSI TAKMM CAMUM YHHOM JUIS
BiJIHOBJIEHHS YOiCEeMiXiHOHY 110 YOiXiHOTY (QHz). OTxe, 32 OIMH UK JIBI MOJIEKY-
71 yOiXiHOMy OKHCIIOIOTBCS, OIHA MOJICKYJIa — BITHOBIIIOETHCSI, /IBA €IEKTPOHHU I1e-
penaroThCsl Ha LUTOXPOM ¢ 1 YOTHPH NMPOTOHH BUBUIBHIETHCS Y MiKXMEMOpaHHUI
IIPOCTIip MITOXOH/IPIiH.
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CymapHe piBHSIHHS OKHCHO-BIIHOBHUX peakUiil Q-LHUKITy € TaKUM:
QH, + 2 mur. ¢ (Fe*) + 2H; — Q + 2 nur. ¢ (Fe**) + 4H]. (10.3)
Komnnekc Il guxanbHOro naHutora MiToxoHApi nepeaae no OgHOMY enek-

TPOHY Ha ABi MOMNEKYNN LIUTOXPOMY C 3 BUBIMIbHEHHSM Y MibXXMEMOpaHHUN
NPOCTIP YOTMPbOX MPOTOHIB.

Lintoxpom ¢

s S
- ~
) /

\
\, binok Picke

Lintoxpom c, /’

2Fe-2S-ueHT )\

LinToxpom b

Puc. 10.4. Komnnekc umtoxpomis be, (komnnekc Ill)

OynkuioHyBaHHS Q-IUMKITY 3a0e3Meduye MEepeMHUKaHHS MPOIECY MepeHeCeHHs
€JIEKTPOHIB BiJI IBOXEIEKTPOHHOTO TIEPEHOCHHKA YOIXIHOHY Ha OIHOCIIEKTPOHHI Tie-
PEHOCHUKHU HUTOXPOMH b, ¢, 1 ¢ Ta MOSCHIOE CTEXIOMETPIIO NEPEMILIEHHS YOTUPHOX
MIPOTOHIB Y MIXKMEMOpPaHHHI TIPOCTIP MITOXOHPIH Ha KOXKHY Mapy eIeKTPOHIB, SKi
repeHocsaThes yepes komuiekce I Ha nuroxpom c.

LuTOXpPOM € — 11€ pO3UNHHII HEBETTMKHU OLTOK 13 MOJIEKYIISIpHOFO Macoro 12 k/la,
0 MICTHTBCS Y MDDKMEMOpPaHHOMY TPOCTOpi MiToxoHapii. [Ticist Toro sik Horo eau-
HUW TeM TIpUMae eleKTpoH Bix komruiekcy Il muxamapHOTO JIaHITIOTa, IIUTOXPOM C
TepPEMIMIAETHCS 10 KoMIUIekey [V 1 mepenae enexTpoH Ha ABOX simepHuii Cu-mieHTp.

3aranom IUTOXPOMH — Iie OLIKH, JJISl SIKMX XapaKTePHUM € CHIIbHE MTOTJIMHAHHS
BHJIMMOTO CBITJIA, 10 3yMOBJICHO HAsBHICTIO (DePYMBMICHHX TEMOBHUX MTPOCTETHYHNX
rpym. MiTOXOHpIi MICTATh TPU PI3HUX THIH ITUTOXPOMIB, SKi TIO3HAYAIOTh 4, b, C.
Kosken Tum muroxpomy y BimHOBIeHi# dhopwmi (Fe*') mae cMyry MOTTMHAHHS Y BHIM-
MOMYy criekTpi: a — 600 aM, b — 560 uM, ¢ — 550 HM. [HKONIM 1O HA3BU ITUTOXPOMY JI0-
JAIOTH YMCJI0 MAKCUMYMY IXHBOTO CIIEKTPA MONIMHAHHS, HANPUKJIIAL, LIATOXPOM b, .

I'emu uTOXpOMIB @ 1 b MIITHO, ajie HEKOBAJICHTHO 3B’s13aHi 31 CBOIMH acoIliiioBa-
HUMH OlnkaMu. ['eMH HUTOXPOMIB ¢, HAaBMAKU, KOBAJICHTHO 3B’SI3YIOTHCS 3 OLIKaMHU
gyepe3 3anmumku 1ucteiny (puc. 10.5). CranmapTHUI BiITHOBIIOBATHLHUM MOTEHITIAT
reMOBOI0 aromMa pepyMy IIUTOXPOMY 3aJIKHUTh BiJl HOTO B3a€MOIiT 3 O1YHUMHU JIAHITO-
ramu Oika. [luroxpomu THIIIB @ 1 b, @ TakoXkK OLIBIIICTh IIUTOXPOMIB THITY ¢ HAJICXKATh
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JI0 IHTErpalibHUX OINKIB BHYTPIITHEOT MEMOpaHU MITOXOH/IPIiiA, 32 BUHITKOM BIIaCHE
IUTOXpOMY ¢. BiH MicTUTBCS Y MibXkKMeMOpaHHOMY TIPOCTOPI MITOXOH/IPiH, JIE € acolli-
HOBaHMI 3a JIONIOMOTOIO €JIEKTPOCTATHYHHUX B3a€MOJIH 13 30BHIIIHBOIO MOBEPXHEIO
BHYTPIITHKOT MEMOPAHH, OCKLITEKY MA€E BiJI’€MHO 3apsiKeH1 aMiHOKUCIIOTHI 3aJTUIIKH.

?—Ll,mc
CH, CHCH,
Ll,mc—?
CH,CH CH,
CH, CH,CH,COO~

CH, CH,CH,COO™

Puc. 10.5. MNpocTeTnyHi rpynu LMTOXpomy ¢

VY depym-cynbypHux Oinkax ¢pepym nepedyBae He y CKJIaJi TemMa, a B acoriarii
a0 3 HeopraHiuHUMHM aToMaMH CyIbQypy, a00 3 aToMaMu cynb(ypy 3aJIMIIKIB LUC-
Teiny. Yci hepyM-cyabpypHi MpOTeiHN OEpyTh y4acTh B OHOCIEKTPOHHUX IIEpEeHe-
CEHHSIX, I 9ac SKUX OIUH aToM depyMy hepyM-cyabhypHOTO EHTPY OKUCITIOETh-
csi ab0 BITHOBIIOETHCS. Y MITOXOHIPIaJIbHOMY NEpEHECEHH! eNEeKTPOHIB OepyTh
y4acTh pUHaWMHI BiciM Fe-S-011KiB. 3aie)HO BiJl MIKPOOTOUYCHHS )epyMy B MOJIC-
KyJii Oijika, BiTHOBJIFOBAJIBHUH MOTEHIIaN Fe-S-1leHTpiB 3MIHIOETHCS Y Jliania30Hi Bij
+0,65 mo +0,45 B.

Kommuieke 1V, sxuii me Mae Ha3By IMTOXPOMOKCH/A3a, Ha KiHIIEBOMY eTarli
JIUXAITBHOTO JIAHITIOTa MITOXOHJIPiH TIEPEHOCUTH CIIEKTPOHH BiJI IIUTOXPOMY ¢ Ha KH-
CEeHb 1 BIIHOBIIOE Horo mo Boaw. Llei Benmukuii pepMEeHTHUN KOMIUIEKC PO3TaIIoBa-
HUI y BHYTPIIIHIA MiTOXOHpiaNbHil MeMOpaHi Ta ckiaaaeTbes 3 13 cyOoauHuIb,
3 IKMX HAaBayKJIMBIIIMMHU JUIS TPAHCTIOPTY eneKTpoHiB € cyooannui 1111 (puc. 10.6).
Kommnuieke [V nepeHOCHTS SIK €IeKTPOHU Ha MOJIEKYJTY KHCHIO, TaK 1 IPOTOHH y MiX-
MEMOpaHHUH MPOCTip MITOXOHAPIH.

CyOomnnuns | KOMIUIEKCY MICTUTBH T€M @, T€M @, Ta OJWH KyNpyMBMICHHUI
uentp — Cu,,. I'em a, 1 Cu,-nentp dpopmyrors aeox’saepuuii Fe-Cu-uentp. Cybonu-
nuns 11 mae 1Box’snepuuii Cu, -lieHTp, y sxoMy jia ionr Cu** 38’s3ani SH-rpynamu
3aJIMILKIB [IUCTETHY.

Enexrponu Bix nutoxpomy ¢ nepenocsatbes 10 Cu, -eHTpy Komruiekcy 1V, nami —
110 TeMy a, 3BiaTu — no Fe-Cu-nieHTpy. 3 remom a, UbOTO UEHTPY 3B’ SI3aHUN KHCCHD,
SIKUH 1 € KIHIIEBUM aKIIEITOPOM ITiX eNleKTpoHiB. CyOcTpaToM peakilii BiTHOBICHHS
KHCHIO JIO BOJM KOMIUIEKcoM [V € JiBa MpOTOHHM Ha KOKHHUX J[Ba €JIEKTPOHH, SKi
HAJIXOJAITh BiJ TUTOXpoMy c. [Tops i3 1iviM, Ha rmapy NepeHeCceHnX eNeKTPOHIB (ep-
MEHT TPaHCIIOPTYE J[Ba 1HIIUX MPOTOHHU 3 MATPHUKCY JI0 MIKMEMOPaHHOTO MTPOCTOPY
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MITOXOHIpil. 1le MPUBOANTH 10 3pOCTAHHS €JIEKTPOXiMiYHOro moreHuiamxy' npo-
TOHIB Kpi3b BHYTPIIIHIO MEMOpaHy MITOXOHApPii. 3aranbHa peakuis, SIKy KaTamizye
komiuiekc 1V, moxke OyTH 3amucaHa Tak:

2 nwr. c (Binnosnenuit) + 4H; + 20, — 2 uut. ¢ (oxucHenuit) + 2H! + H 0. (10.4)

Mixmem6paHHui 2H*
npocTip

l/éL" .c"

L 2e‘<>

2H* 2H*  H,0
(cybcTpaTtHui)

Matpukc
Puc. 10.6. TpaHCnopT eNeKTPOHIB Bif LUTOXPOMY C A0 KUCHIO y komnnekci IV

OKHUCHO-BIIHOBHI LIEHTPH KoMIUIeKCy [V 31aTHI IEPEeHOCUTH TINBKH IO OTHOMY
€JIEKTPOHY, 1 JIJIs BiTHOBJICHHS OIHOI MOJICKYJIM KHCHIO IO BOAM HEOOXiTHO, MI00
Oynu nepeHeceHi BiJ uurtoxpomy ¢ 10 Fe-Cu-uentpy dotupu enekrponu. Komu ye-
pe3 komIuieke [V nepeHocsThes TUIBKH /1Ba €JIEKTPOHM, IPOMIXKHI IMIPOLYKTH LIOTO
[IPOLIECY 3aIHUILAIOTHCS MILHO 3B’ A3aHUMHU 3 KOMIUIEKCOM JOTH, IOKU HE HAAIHAYTh
HACTYITHHUX JIBA EJIEKTPOHH, i KHCEHb (O,) MOBHICTIO HE IEPETBOPUTHCS HA JIBI MOJIE-
kyau H,O. V pasi HeZIOBIIHOBIEHHS IPOMDKHUX IIPOIYKTIB € HEOE3IIEKa yTBOPEHHS
BHCOKOPEAKTUBHUX CIIOIYK (HaPUKIA[, T'1IPOreH NePOKCUAY ), SIKi MOXKYTh IOLIKO-
JOKYBaTH KIITHHY (IUB. po3ain 12).

Hianinnuii amion CN- eekTUBHO OJIOKYE IMEPEHECEHHS EJIEKTPOHIB y KOMII-
nekci V. Bouxanust HCN a6o gis coneit KCN npu3BoanTs 10 MIBUAKOT CMEPTI de-
pes 38’ a3yBanHsa CN i3 KaTioHOM (epyMy B LIMTOXPOMI @, 1 IIPUTHIYEHHS aKUBHOCTI
LUTOXPOMOKCH/Ia3H. 3a TaKOro OJIOKYBaHHS yC1 IEPEHOCHHUKH €JICKTPOHIB Y JUXaJlb-
HOMY JIAHIIOTY TepeOyBaTuMyTh y BIJHOBJICHIH (OpMi Ta HE IIiJIaBaTUMYThCS
OKHMCHEHHIO.

! 3aranom — 1ie TepMOAMHAMIYHA (DYHKILis, 10 XapaKTepPU3ye CTAH KOMIIOHEHTA, KU CKIIaJAeThCs i3
3apAKCHIX YaCTHHOK (EJIEKTPOHIB, 10HIB). [loTeHIian BU3HAYAIOTH SK MPUPICT OYIb-SKOTO 3 TEPMOJIH-
HAMIYHMX TIOTEHI[aiB CHCTEMH MICIIsl BBEICHHsI B HEl O/IHI€T 3apsiPKEHOT YACTHHKH 33 CTAIIUX PELITH
YCIX 3MIHHHX, BiJl SKUX 3aJI€KUTh [eil moteHIian. OTKe, pi3HUIS IECKTPOXIMIYHUX MOTCHIATIB MiXk
JIBOMa TOYKaMH € EHEpTi€ro, sika OyJie BUIIIICHA B CHCTEMI 3a TIEPEMIICHHS YaCTUHKH Mix HUMH. Ejek-
TPOXIMIYHHUI MTOTEHIIIAN € YACTKOBUM BHIIAIKOM XIMIYHOTO TIOTEHIIATY, SIKHI KiTbKicHO (y J[k/MOIb)
XapaKTepHu3ye NparHeHHs TEPMOIMHAMIYHUX CHCTEM 10 BCTAHOBJICHHSI PIBHOBArk
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lMopsigok nepeHeceHHs enekTpoHiB Big HALH 0o MONEKynu KUCHIO € Takuii:
HAOH — Q — uuTtoxpomu bc, — UWTOXPOM C — LMUTOXPOM a@ —
umtoxpom a, — O,,.

10.3. MPOTOHHWUM IPAAIEHT
1K ®OPMA 3BEPITAHHS EHEPTIT

[lepeHOCHUKHN TUXaTbHOTO JAHIIOTa PYHKI[IOHYIOTh Y MOPSIKY 3POCTaHHS Biji-
HOBHOTO IMTOTEHI[iaTy, OCKIIBKY €JIEKTPOHU TEePEXOASTh Bijl IEPEHOCHHUKIB 13 HIXK-
yuM 3HaueHHAM E'° 10 TepeHOCHHUKIB 13 BUIMM E'°. EKcliepuMeHTaIbHO BU3HAUCHI
CTaH/IapPTHI BiJJHOBHI MIOTCHIIIAJIU IEPSHOCHUKIB €JIEKTPOHIB y JMXAJIBHOMY JIAHITFO-
Iy IpeicTasieHi B Taon. 5.1.

Eneprist nepeHeCeHHs €JIEKTPOHIB 3 BUCOKOIO €()eKTHBHICTIO 30€pIiraeThest y mpo-
TOHHOMY TpajaieHTi. CymapHa peaxilis MepeHeCceHHs JBOX eliekTpoHiB Bix HAJIH
4yepes AUXaJIbHUHN JIAHIIOT Ha KUCEHb € BUCOKOEK3ePTOHIUHOK. JIJ151 OKUCHO-BITHOB-
noi napu HAJI'/HAJTH 3nauenns E" cranosuts -0,320 B, a ans mapu O,/H,O —
+0,816 B. Tomy AE'® must peaxmii oxwucuenns HAJIH wmae 3mauenus 1,136 B
(0,816 B — -0,320 B). Y upomy pasi 3MiHy cTaHAapTHOI BUTBHOI eHeprii o04YmcIIro-
IOTh 32 (OPMYIIOI0

AG" = -nFAE™, (10.5)

i 3a mepenecenns Bigx HAJIH AG'® cranoBuTs -220 KJIK/MOJIE.

3a OKHMCHEHHS CyKLMHATY BEIMYMHA 3MiHM CTaHAAPTHOI BUIbHOI eHeprii mepe-
HECEHHS eJIEKTPOHIB BiJl HHOTO Ha O, cranosuts -150 kJDx/mMonb (AE™ mist mapu
(ymapar/cykmmaar = 0,031B). 3a peanbHux, a He CTaHIAPTHUX YMOB, BEIWYMHA
3MiHH BiJIbHOI €Heprii peakiiii € HaBiTh OLIBIION.

binbia yactuHa eHeprii TPaHCHIOPTY €JIEKTPOHIB BUKOPUCTOBYETHCSI HA TPaH-
CIOPT MPOTOHIB i3 MITOXOHIPiaTbHOTO MaTpuKcy. Ha KokHy mapy eJIeKTpOHiB, sKi
nepeHocATbecsa Ha O, YOTUPH NPOTOHM TPAHCIOPTYIOTHCS KOMILIEKcoM I, yoTupu
nporonn — komiutekcom 111, i nBa mpotonu — kommiuekcom IV (puc. 10.1). Cymaphe
PIBHSHHS AJIS1 IHOTO TPOLIECY BUIIISAAE TAK:

HAJIH + 11H, + 20, - HAJ[" + 10H+ H,O. (10.6)

[epeneceHHs MPOTOHIB Ha 30BHIMIHII 01K BHYTPIIIHEOI MEMOpaH! MiTOXOHIPil
CTBOPIOE HOTO ENIEKTPOXIMIUYHHUH TPaJi€HT, IKUi 30epirae Oibllly YaCTHHY BHBiJIb-
HeHol eHeprii. EHeprito Takoro rpafieHTa Ha3UBAIOTh MPOTOHOPYIIIITHOIO CHJIOKO,
sIKa MICTUTB JIBI KOMITOHEHTH: 1) €Heprito XiMiYHOTO TpaJlieHTa MPOTOHIB, 3yMOBJIC-
Horo piznutero pH (ApH) mixk 1BoMa cepeoBUIaMK, PO3AITICHUME MEeMOPaHOI0;
2) eHepTio TPali€HTa EIEKTPUIHOTO OIS Ay, OCKITBKH TPAHCIIOPTYBAHHS IPOTOHA
B MDKMEMOpaHHUI MPOCTIp HE KOMIICHCYEThCS MEPEMIIEHHIM BiJl'EMHOTO 3apsiLy
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B MaTPUKC MITOXOHJpIiH. ¥ pe3ynbTari BAHMKAa€e NpoToHOpyIiiina cuna (AG ), AKy
MO’KHa OOYHCITHTH 32 TaKOK (hOPMYIIOLO:

AG,. = RT In ([H'J/[H;]) + FAy=2,3RT ApH + FAy. (10.6)

[Tin yac iIHTEHCUBHOTO JUXaHHS CJICKTPUYHUHN MOTEHIAN Y MITOXOH/IPIsX CTa-
HOBHTH -150 ... -200 MB, a pizanmg pH Mix OiTbII JTy>KHUM MaTpUKCOM 1 KHCITIIINM
MiXXKMEeMOpaHHUM NPocTOpoM cTaHoBUTH 0,75 onmaumi. OTke, 3MiHa BiIbHOI eHep-
rii 3a mux ymoB € Onm3bkoto 10 20 k[ Ha onuH npoToH. OCKIJIBKY 32 TIEPeHECEHHS
nBox enekrponiB Big HAJIH na O, Ha3oBHi BUHOCHTBCs 10 mpOTOHIB, TO CyMapHa
BEJIMYMHA 3MiHHU BibHOI eHeprii nopiBHioe 200 k. TooTo 3 Tx 220 /X, 110 BU-
BUIBHAIOTBCS Y pa3i okucHenHs: oguoro monst HAJIH (muB. Bume), 200 k/Ix 30epi-
rarotecs y popmi rpajieHTa mpoTOoHiB.

Y GinbLUOCTi HOBOHAPOAXXEHMX CCaBL|iB, @ TaKOX OOPOCMX 3BipiB, SKi
BMagaloThb Yy 3MMOBY CMIISAYKY, € OCOOMNMBUIA TUM XUPOBOI TKAHVHU — Bypun
XUP. Y Ui TKAHUHI eNeKTPOXiMiYHWIA rpafieHT NPOTOHIB, WO hOpMYETHCH
BHACIIJAOK TPAHCMOPTY EMEKTPOHIB Y AUXarbHOMY NaHLry MiTOXOHAPIN,
cnyrye He ons cuHtesy AT®, a Ansa TennoyTBOPEHHS i NiATPUMAHHS Temne-
patypu Tina. Bypuin konip TKaHWHW 3yMOBIIEHUN, 30KpeMa, BESUKO Kifb-
KICTHO MITOXOHAPIN. 3eMeHOro Konbopy LUTOXPOMW Ta YEPBOHOIO KOMbOPY
remornobiH KpoBi pa3oM i HagawTb Ui TKaHUHI 3abapBrneHHs. BoHa mic-
TUTBbCS! HABKOJTO KPOBOHOCHMX CYAMH, SKi MOCTa4aloTb KPOB'H XXUTTEBO BaX-
NUBI OpraHu: rorioBHMN MO30K, OpraHy O4YepeBUHW, MNiALLITYHKOBY 3arosy,
HUPKKU. 3aBOsKM OypoMy KuUpY Lii OpraHu y HEMOBIIAT HE OXOJTOAXKYHTbCS
B CEPEOOBMULLi 3 HA3BKOK TEMMNEPATYPOLO.

MpuHUMNoBa 0cobnmBICTb MITOXOHAPIA Byporo Xupy nondrae B TOMY,
WO Yy iXHIM BHYTPIWHIA MeMOpaHi € crneuudivyHni iHTerpanbHUA Binok
TepMOreHiH, BiJOMU Takox sk po3’eaHyBanbHui 6inok (UCP). BiH 3abes-
neyye anbTepPHATUBHUI CMOCIO 4N NOBEPHEHHS MPOTOHIB Y MaTpUKC MIiTO-
XOHAPIN, BHACNIZOK YOro eHepris MPOTOHHOrOo rpajieHTa po3CiloeTbCs Y BU-
rnagi renna.

153



OCHOBW BIOEHEPTETUKN

Y MITOXOHAPIAX TEPMOreHiH aKTUBYETbCH XUPHUMU KUCHOTamu, arne
iHribyetbca Hykneotugamu (Hanpuknag, AL un I[Ad). Y npouec aktmBauii
3anyyeHuUn HenpomegiaTtop CUMNATUYHOI HEPBOBOI CUCTEMW HOpaApeHa-
NiH, SKUN aKTMBYE PB,-aapeHopeLenTopu nnasMaTmiHoi Mmembpanu. Ak Ha-
cnigok, a-cyboanHnua G -6inka akTueye apeHinaruvknasy, ska karanisye
yTBOPEHHS LAM® 3 AT®. BHYTPILLUHBOKIITUHHUI MeceHmpkep LAM® akTn-
BY€ MpoTeiHkiHa3y A (BMBIMNbHAOYUM ii KaTaniTuuHy cy6oamHuMLE0), sika doc-
dopuntoe i, BiaTak, akTuBye Tpuauunrmniueponninasy. Llen doepmeHT BigLLen-
NOE Bi, TPUALMAITILEPONIB XUPHI KUCMOTU, AKi 1 aKTUBYHOTb TEPMOIEHiH.

HopagpeHaniH MnasmatnyHa MembpaHa

G-binok ApeHinatuvknasa

® ATO
-ALpeHepriyHui
geu,enTop i u,AMcDg) MpoTeiHkiHaza A
TepmoreHiH
AT¢;>
ALo

A
[opMoH-4yTnMBa

H ninasa
H*
H*
" |
YKupHi ;
chnom(_ Tpwaunnrniueponu
MiToxoHgapis

Puc. 10.7. AkTvBaUis TennonpoaykKLii Yepes MiTOXOHApPianbHUA TEPMOreHiH

Miacymkn 10. BYAOBA | ®YHKLUT
ANXAABHOTO AAHLIIOTA MITOXOHAPIN

e V MITOXOHIPISIX TiPUI-10HH, BimersieHi Bij cyocrparie HA JI-3anex-
HUMH JIET1IPOTeHA3aMH, TIEPEIAI0Th CIICKTPOHH Y JIMXaTbHUH (EJIEKTPOH-
TPAHCHOPTHUI) JIAHIIIOT, KWK MEPEHOCHUTH Ili €JICKTPOHH Ha KHUCCHb,
BiTHOBITFOIOYH HOTO J0 BOIH.

e BinHoBmOBaIbHI eKBiBaJIeHTH Bijx ycix HAJ[-3anexHux peakiiii aeri-
JIPOTEHI3allil MePEHOCATHCS Ha KOMIUIEKC | IMXaJIbHOTO JIAaHITFOTa MITO-
XOHJPiH. J]ami BiTHOBIIIOBAIBHI €KBIBAJICHTH MEPEHOCSTHCS Yepe3 HU3KY
Fe-S-nientpiB Ha yOiXiHOH.

154




Po3gin 10. BYOOBA | ®YHKLII AVXANBHOIO NAHLIKOFA MITOXOHAOPIN

e CyKUMHAT OKHCHIOETHCS CYKIIMHATIETiAPOreHAa3010, sIKa 1 € KOMILICK-
com I nuxanpHOrO JIaHIFOTa MiTOXOHIPIN. L{el KoMIuieKke MicTUTh (hia-
BOINPOTETH, IO MEpeaae eIeKTPOHH depe3 Aekinbka Fe-S meHtpiB Ha
yOixiHOH. EnleKTpoHu, BiALIEIUIeH] Yy IPOoLeci OKUCHEHHS KUPHHUX KHC-
JIOT, MIEPEHOCATHCSI Ha YOiXiHOH 32 y4acTIO €JEKTPOHTPAHCIOPTHOTO
(taBomnpoTeiny.

e [Ipomykrtu >xupoBoro meradouizmy anui-KoA rta rminepon-3-docdar
MepealoTh SNEKTPOHN Oe3MOCepeaHb0 Ha KopepMeHT Q OuXalbHOTO
JIaHIIOTa.

e V0ixiHOH mepenae enekTpoHu 10 koMiuiekcy I auxanbHOro NaHmtora.
VY LbOMY KOMIIJIEKCI €IEKTPOHU TPAHCHIOPTYIOTHCS JBOMA PI3HUMHU CIIO-
cobamu: 4epe3 remu b, Ta b, uuroxpomy b i uepes Fe-S-uentp i rem
LUTOXpOMY c¢,. LIUTOXpOM ¢, po3TaIoBaHui y MiXKMEMOPaHHOMY MPO-
CTOPI, IEPEHOCHUTH IO OAHOMY €JIEKTPOHY A0 KomIuiekey [V auxansHo-
O JIAHLIOTa MITOXOH/PIH.

e Enexrponu Bix Cu,-1ieHTpy KOMIUIEKCY [V IMXaibHOTO JIaHIFOra MiTo-
XOHJIPif MEPENAKOTHCSA 10 TeMY a, 3BiaTH — 10 Fe-Cu-nientpy. 3 remom a,
LBOTO LEHTPY 3B’A3aHUI KUCEHb, SIKMH 1 € KIHIEBUM aKIENTOPOM IIHX
CJICKTPOHIB.

e EHepris OTOKY €JIEKTPOHIB 30€piraeThesl 3aBAsIKU CIIPsHKEHOMY (3 Tie-
PEMIILEHHSM E€JIEeKTPOHIB) TPAHCIOPTYBAaHHIO MPOTOHIB Y MiKMEMO-
PaHHHI MPOCTIp MITOXOHAPIH, YHACIIIOK YOrO0 BUHUKAE MPOTOHOPY-
nriifiHa cuia.

1.

3ABOAHHA | KOHTPOJIbHI MUTAHHA

OxucHo-BinnoBHi peakuii y HAJIH-nerinporenaznomy kommekci. Lleit xomriexce
MITOXOH/IPiaThbHOTO MUXAIBHOTO JIAHITIOTA KaTalli3ye HaBeIeHI HIpkde peakmii, e E —
(bepmeHT:

a) HAJIH + H" + E-OMH — HAJ[" + E-OMHH;

6) E-®OMHH, + 2Fe*" — E-OMH + Fe*" + 2H™;

B) 2Fe*" +2H"+ Q — 2Fe’ +QH,.

JA1st KOXKHOT 3 TPHOX peakiiii BU3HAYUTH, 10 € a) JOHOPOM eJIEKTPOHIB; 0) aKIenTopoM
€JIEKTPOHIB; B) CIIPSDKEHOIO PEIOKC-TIAPOI0; ') BIITHOBHUKOM; /1) OKUCHUKOM.

KinbkicTs mpoToHiB y ofniii MiToXoHApii. 3a MepeHeCeHHS IEKTPOHIB Y JUXaIbHOMY

JIAHITFOTY MITOXOHIPIA MPOTOHH BUXOISATH 13 MATPUKCy B MDKMEMOpPaHHHMA MPOCTIpP

i popmyroTs TpamieHT pH. 3BopoTHa AH(y3isd MPOTOHIB HA3ad y MATPHUKC € PYIIiHHOIO

cuioro it cuaTe3y AT®. SIKIo y MITOXOHIpIsX, CyCIIeHI0BaHUX y cepenoBuli 3 pH

7,4, BinOyBaeTbes cunte3 AT® 3 AJID, To pH marpukcy B 1ipomy pasi 3poctae 1o 7,7.

A) OOunCIUTH, SIK 3a UX YMOB 3MIHIOETHCS KOHIeHTpallist H® y MixkMeMOpaHHOMYy Ta
BHYTPIIIIHEOMY CEPEIOBHII MiTOXOHIPIH.
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B) PospaxyBaru eHepreTHYHY BapTICTh PI3HUII KOHIIEHTpAIlill MPOTOHIB y MeMOpaHi
MITOXOHJPIN 32 (POPMYIIOIO:
C
AG =RTIn| =2 |+ zF Ay,
G
ne C, i C| — KOHIIEHTpallii IPOTOHIB; z — 3apsx ioHa; F'— crana Dapanes; Ay — TpaHc-
MeMOpaHHHH eNeKTpuIHui moTeHmian (y B).
B) O0uncnuTi KiTBKICTh TPOTOHIB y (DYHKIIOHYIOUiH MITOXOH/PIi renaTonuTa, IpuIryc-
THUBIIH, 10 ii giamMeTp 1,5 MKM.
I') Yu e rpamient pH gocratHiM IKeperoM eHeprii At OKUCHOTO GochoprimroBanHs?

BigHoBJICHICTh IEPEHOCHUKIB €JIEKTPOHIB y AUXAJbHOMY JIAHIIOTY MIiTOXOH/pIii.
Ouinntw, KM Oyzie CTYTIiHb OKMCHEHHS yOIXiHOHY, IMTOXPOMIB b, ¢, ¢, a i a, 33 TaKux
YMOB:

A) nocrararo HAJIH Ta OZ, aJie ToJaHo IiaHig;

b) nocratnso HAJIH, ane 3anac O, Bu4epnaro;

B) mocrarnrbo O,, ane 3amac HAJIH Buaepnano;

I') mocraruro HAJIH i 0,.

BniuB poreHoHy il aHTHMMILMHY A Ha IepeHeCeHHs €JIEKTPOHIB Y JHXAJILHOMY
Janmory. PoreHoH cuiibHO nipurHiuye aktuBHicTs HA JIH-znerinporenasu B MiTOXOHpI-
SIX pr0 1 KOMax. AHTUMIIAH A CHIIBHO MIPUTHIYY€E OKMCHEHHS yOiXiHOITY.

A) YoMy pOTEHOH € CMEPTEIBHOIO OTPYTOIO JJIsl KoMax i puod?

b) Yomy aHTHMINUH [i€ K oTpyTa?

B) Slkwuii 3 iHri0ITOPIB — POTEHOH YK aHTUMIIMH A — € CHIIBHIIIOI OTPYTOIO?

Po3paxyHok 3MiHM CTaHIAapTHOI BiJIbHOI eHeprii 3a nepeHeceHHs MapH eJ1eKTPOHIB
y AMXaJbHOMY JIAHIIOTY MiTOXOHAPii (mpukiax 1). /s okucHO-BITHOBHOT apH (1u-
toxpoMm b — Fe*") / (uroxpom b — Fe?*) cranmapTHuii BinHOBHUH moTentian (AE'?) cTa-
HoBuTh +0,007 B, a 115t mapu (utoxpom a,— Fe’*) / (uutoxpom a, — Fe?") e 3nauenns —
+0,550 B. Po3paxyparu 3MiHy AG" 3a mepeHECEHHs Mapu €JICKTPOHIB y THXaIbHOMY
JIAHITIOTy MITOXOH/IPiH Bil IUTOXpOMY b J10 IUTOXpOMY @, 3a hopmystoro AG™ = -nFAE™.
(Uncno ®apanes = 96,5 kJx/B x moins):

1) -105 xx/mMomnb;

2) +220 xx/mMoib;

3) -110 B;

4) -96,5 x/I/B x M0J1b.

VY eykapioTiB ¢epMeHTH AMXATBHOIO (€JIEKTPOHTPAHCIIOPTHOIO) JAHIIOra PO3Ta-
LIOBaHi:

1) y ourormmasmi;

2) y mua3MatuyHii MeMOpaHi OakTepiii;

3) y 30BHINTHIA MeMOpaHi MITOXOH/PIH;

4) y BHYTpIlIHIA MeMOpaHi MiTOXOH/IPIH.

IlepeHeceHHs eJ1eKTPOHIB i3 IUTOXPOMY ¢ HA OKCUTEH KaTaJi3ye:
1) HAJIH : y0iXiHOH-OKCHAOPEAYKTa3a;

2) CyKIMHAT : yOIXiHOH-OKCHIOPEIyKTa3a;

3) yOIiXiHOJ : IIUTOXPOM C-OKCHIOPEIYKTa3a;

4) LUTOXPOM C : OKCUT'€H-OKCUI0PEIyKTa3a.
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8. IMoc/igoBHiCTHL KOMIIOHEHTIB AUXAJBHOIO JIAHIIOTA 3yMOBJICHA:
1) BenmumHAMM TXHIX OKHCHO-BiJJTHOBHUX ITOTCHIIIAJIB;
2) BCIUYMHAMH iXHIX MOJICKYJISIPHHX Mac;
3) CIOpiTHEHICTIO IO €IEKTPOHIB;
4) po3mipamMH MOJICKYIL.

9. Po3paxyHok 3MiHH CTaHJapTHOI BIJIbHOI eHeprii 3a nepeHeceHHs MapH eJ1eKTPOHIB
Yy AUXaJIBHOMY JIAHIIOTY MiTOXOHApiil (mpukiax 2). {1 OKMCHO-BIHOBHOI TapH
HAI/HATH cranmapTauii BiqHoBHEH moTentian (AE'™) cranosuts -0,320 B, a myist mapu
O,/H,O ue 3nauenns — +0,816 B. Pospaxysaru AG' 3a nepeHeceHHs Mapy eIeKTPOHiB
y IMXajbHOMY JaHIory mitoxonapii six HAI® no O, 3a popmynoro AG™ = -nF x AE"
(aucno Dapazest = 96,5 kIx/B x monb):

1) -220 x/]x/Moib;
2) -150 xJlx/mMomnb;
3) +220 x/x/Mob;
4) -96,5 k/Ix/B x Mob.

10. BuOpaTu npaBH/IbHY NOCJHiTI0OBHICTH HUTOXPOMIB 32 NlepeHeCeHHs eJIEKTPOHIB y /1H-
XaJbHOMY JIAHIIOTY MiTOXOHPiii:
) be,»>c—>a,—>a;
2) a,—~>a—>c—>bc;
3) be, >c—>a—>a;
4) a—a,—> bc—c.

11. BuOpaTu npaBuJbLHY NOC/TiIOBHICTh IEPHOCHUKIB eJIEKTPOHIB y AMXAJTbHOMY JIAH-
HIOTY MITOXOH/APIii:
1) cykmunar — ®AJ] — yOiXiHOH — HUTOXPOM bc, —> IUTOXPOM ¢ —> IIUTOXPOM d —>
UTOXpoM a, — O,;
2) HAL — ®MH — y6iXiHOH — HHTOXpOM bc, —> WHUTOXPOM ¢ —> HUTOXPOM @ —>
LIUTOXPOM @, —> 0O,;
3) HAJl — ®AJl — yOixiHOH —> HHMTOXpoM bc, —> HHUTOXPOM ¢ —> LUTOXPOM a —>
UUTOXPOM &, — OZ;
4) cykuunar — ®MH —> y6ixXiHOH —> IUTOXPOM bC, —> LIUTOXPOM ¢ —> IIUTOXPOM @ —>
O, — uuroxpom a,.

12. SIxmii NepeHOCHUK eJEeKTPOHIB y JMXAJLHOMY JAHIIOTY MiTOXOH/JpIiil Moxke mepe-
MimaTuch y Jinignomy mapi memopanu?
1) y0ixiHodm;
2) xodepmenrt Q;
3) TUTOXPOM ¢;
4) uMTOXpOoM a,.

13. SIxwmii nepeHOCHUK eJIEKTPOHIB y AUXAJTbHOMY JIAHIIOTY MiTOXOH/pIiii JoKani30Ba-
HMI HA 30BHILIHBOMY 00U BHYTPilIHBOI MeMOpaHu?
1) cykumHateriporeHasa;
2) xodepmeHT Q;
3) OHUTOXPOM c;
4) mUTOXpOM 4.
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14. Y saxiii ¢popmi nepenarornes enekrponu Bix HA/IH y nuxanasHoMy JaHIIOTY MiTO-
XOHAPii?
1) rimpua-ioHa;
2) :H
3) mpoToHa;
4) H".
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PO3AIA 11

CUHTE3 ATO
Y NMPOUECI OKUCHOIO
DOOCOOPUAIOBAHHA

e Teopii cnpsbkeHHsI AUXaHHS i1 OKUCHOTO
docchopuatoBanus

e byaoBa ATD-cuHTasm
¢ PorauiitHunit kataai3 cuHtesy AT

e CniBBIAHOWEHHSI MDXK CMOXUTUM o,
Ta cuHTe30M ATD

KinbkoCTi eHeprii, WO BUBINIbHAETLCA 3@ NEepeHeceHHs1 OgHiel napu
€NEeKTPOHIB AMXanbHUM JTaHLIOroM MITOXOHAPIN i 30epiraeTbes y BUMMAAi
NPOTOHOPYLUIAHOT cUMnK, BinbL HiXX JOCTaTHBLO ANA 3abe3ne4YeHHss CUHTE3Y
opgHiei monekynu AT®. MNpoTe BUHUKAE iHLLE NUTAHHSA — SKUM € MEeXaHi3M
CMPSHKEHHSI MPOLECIB NEPEHECEHHS MPOTOHIB Y MiKMEMOpaHHWI NpocCTip
i okmcHoro dooccpopunioBaHHs? Y 1940 p. ykpaiHcbkuin Gioximik Bonogumup
Beniuep BcTaHOBUB, WO 32 BiAHOBMEHHS OQHOMO atoma OKcureHy (abo 3a
nepeHeceHHs Napu enekTPOoHIB Bif cybCcTpaTy Ha KUCEHb) Y TKaHWMHaX opra-
Hi3My BWKOPUCTOBYIOTbCA TPU HEOpraHiyHux docdartn, a BigHOLLEHHS
3B’A3aHOr0 HeopraHiyHoro docdarty A0 MOMMMHYTOrO KUCHKO (KoediuieHT
P/O) popiBHtoe NpmbnusHo 3. TobTo y AMxanbHOMY MaHLt3i MiTOXOHAPIN
€ SIK MiHIMYM TPU MYHKTU CMPSKEHHS NPOLeCiB ANXaHHS N OKUCHOro ¢oc-
dopuntoBaHHSA, Aie HeopraHivyHui docdat bepe ydacTb y cuHTesi ATO.

11.1. TEOPIi CIIPSHKEHHS AUXAHHA
M OKMCHOIO ®OCO®OPUAIOBAHHA

€ KinbKka rimore3 Ajist MOSICHEHHS MEXaHi3My CIPSOIKSHHS AMXaHHS H OKHCHOTO
¢dochopmmoBanns y mpoueci cuatesy ATO. ['inores3a XiMiuHOTO cHpsizKeHHsI BIIEp-
e Oyna Bucnosnena y 1953 p. Enapnom Crelitepom. Bona rpyHTyeThCs Ha ysiB-
JICHHSIX MPO MOAIOHICTh MEXaHi3MiB OKHCHOTO Ta cyOCTpaTrHOro GpochopriItoBaHHs.
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3riiHO 3 WLI€I0 TIMOTE3010, CIPSIKYIOYHM YHHHUKOM € XIMIYHUN MOCEPETHHK, SIKHH
YTBOPIOETHCS il Yac TPAHCIOPTY €JIEKTPOHIB, 30epirac eHepriro y BUIIISAI MaKpo-
eprivyHoro 3B’ 43Ky 1 HaJali BUKOPUCTOBY€EThCS Jisi cuHTe3y ATO:

A, +I1+B =B, +A ~I (10.1)
A ~I+AD+d =4 +]+ATd +H,0, (10.2)

) Ta

BT

ne A 1 B — peloKc-KOMITIOHEHTH JTUXaJIbHOTO JIAHIIOTA Y BiTHOBIICHIHN (Am, B
okucneHi (4 _, B ) hopmax; I — ximMiuHui ocepeaHuK (iHTepMeniar).

JinsHKY IMXaabHOTO JIAHIIOTA, SIKi MalOTh PEIOKC-KOMIIOHEHTH A4 1 B Ta moce-
penHuK /, Manu OM CTBOPIOBAaTH cHpsbKeHI neHTpu. Ha ponb mocepennuka / rimore-
THUYHO MPOTNOHYBAJH OfiHY 31 cyoonuunis AT®-cunTasu. [lepeabayanacs HassBHICTb
TPHOX CIPSDKEHUX LEHTPIB Y TUXAIbHOMY JIAHIIOTY. AJle TiloTe3a He OTpuMala J0-
CTaTHHOTO EKCIICPUMEHTAIBHOTO MiATBEPKCHHS, OCKUIBKH XIMIYHHX KOMIIJICKCIB
tuny A, _~ I ue Oyno 3HaiiieHo.

Kondopmaniiina, ado mexanoximiuna rimoresa
, crpsbKeHHsI Brepiue Oyna BuciosieHa y 1964 p. Ilonom
Boepom i ponosuena y 1972 p. [Jlesinom Ipinom. Bouu
BBaXKaJIH, 1110 CIPSKYIOUMM YMHHHUKOM € HE OKpeMa eHep-
reTUYHO 30arayeHa XiMivyHa CIIONYKa, a IUISHKA MEeBHOL
O1TKOBOT MOJICKYJTH B EHEPTETUIHO 30aradeHoMy KoH]Op-
MariiiHomy crani. [lepexin y et craH, 3riiHO 3 rinore-
3010, CIIPSDKEHUH 13 TPAaHCIIOPTOM EJICKTPOHIB y JHXallb-
HOMY JIQHIIIOTY, a BiJIbHA €HEepTis, fAKa 30epiraeThcs y BU-
IJIsII €HepreTHYHO 30araueHoro KOHQOPMaIiifHOTO CTaHy,
BUKOPHUCTOBYETbCs it cuHTe3y ATD. B ocHOBI Takmx
KOH(MOpPMaLiHHUX 3MiH JIC)KHUTh, MOXKIIHBO, MPOCTOPOBE

(1';‘;’;:52009198) HaOJNMKEHHsSI KapOOKCHIBHUX 1 CyNbQTiIpUIBHUAX TPYII
MOJIEKYJIH OiJIKa 3 YTBOPEHHSIM TiOe(ipHOTO 3B’ S3KY.

BinnoBigHO 10 1i€i MOJENi TPAHCIOPT EJIEKTPOHIB JUXAJIbHUM JIAHIFOTOM
CIIpUYHHSAE KOH(MOPMAIIHI 3MIHH ONHOTO 3 KOMIUIEKCIB JMXAJIbHOTO JIAHITIOTa
y hopmi MeXaHIUHOTO 1 eeKTPUYHOTO HanpykeHHsL. [loniOHI Hanpy>keHHS CpUYH-
HAIOTH Taki K 3MiHE B AT®-cuHTa3HOMY KOMIUIEKCi. BinHOBIEHHS momepenHboi
koH(popmarii AT®-crHTa3M (2 TaKOK KOMILIEKCIB TUXaIbHOTO JAHIIOTa) i CyIpPOBO-
JOKYy€eTbes cuHTe30M ATO.

ExcnepuMmenTanbHi 1aHi 3aCBiIUYIOTh CTPYKTYPHI 3MIHH Y BHYTPIIIHIX MeMO-
paHax MITOXOHJIpili 32 IXHBOT eHeprizalii 3aBIsKU pyXy eneKkTpoHiB. OJHaK 3auia-
€THCS1 HE3 SICOBAaHUM, SIK JIOKAJIbHE IIEPEHECCHHS eJICKTPOHIB ANXaJIbHUM JIAHLFOTOM
[IO3HAYAETHCS HA CTYIEH] eHepri3alii BeIMKoi AUITHKK MeMOpaHu Ta SIKUM € (i3ny-
HUH MeXaHi3M BUKOPUCTAHHS €HEPri30BAaHOIO CTaHy MEMOpaHH JUIsl CHHTE3y MOJIe-
kyn AT®. Kpim toro, mpotn koH(GOpMAaIifHOT TiIMOTE3H CBITYATH TOW (DaKT, 1110 Yac
KOH(OPMAIIHHUX 3MiH MOJICKYJI, SIKi pEECTPYIOTH 3a JIOTIOMOTOI0 CIIEKTPAIbHUX Me-
TOJIIB, HE 30ITa€THCS 3 YaCOM OKHCHOTO (hochOpHITIOBAaHHS.
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XemiocMoTHYHA rimoTe3a (Teopis) Oyna BUCIOBIEHA aHIIICHKUM OioeHepre-
tukoM Ilitepom Mituesnom y 1961 p. 3rigHo 3 HOro rinoresoro, CpspKyHOuuM YHH-
HUKOM MK OKACHEHHSM (TPaHCIIOPTOM €IIEKTPOHIB) i (hOCHOPHITIOBAHHSM € eleK-
TPOXiMiYHUI MPOTOHHUH TpamieHT (muB. puc. 10.1). MiTuen Ha3BaB CBOIO TEOpir0
“XeMIOCMOTHYHOI”’, OCKIJIbKY BOHA IPYHTYEThCS Ha OIMCI pPeaKIlii, ski 3a0e3medy-
FOTh OJHOYACHUH CIPSDKEHUH mepedir XiMiuHOI peakiii i TPaHCIIOPTHOTO MPoIecy
(ocMocy). BinmoBiiHO 10 XeMiOCMOTHYHOT TEOPil 32 TPAaHCTIOPTY KOXKHOT apH eJIeK-
TPOHIB 1O AuXaabHOMY JaHmoory Big HA/IH 1o KHCHIO 3 MaTpHuKCy MepeKauyeThes
necstb nporoHiB HY, a B marpukci 3anumaerbes aecats anionis OH™. Tpancmopt
MIPOTOHIB BUKOHYIOTh TPH CIIPSHKEHUX MYHKTH BHYTPIITHEOT MEMOPaHU MiTOXOHIPIH.
OTxe, BHYTpIIIHS MeMOpaHa MITOXOHAPIM CIyrye €HepreTHUYHUM MeEXaHi3MOM,
SIKMH TIEPETBOPIOE CHEPril0 OKMCHEHHS CHEPreTHYHUX CyOCTpariB 3a MOCEpeaHu-
urea HAJIH (un ®AJIH,) na enepriro pocharnux 38°a3kis ATO.

Mitep Mityen B IHCTUTYTI Biodisuku
B MywmHo, 1992 p. 3niBa Hanpa-
Bo: B.M. Ckynauos, M. Mituen,
A.M. Babebkuin, M.M. KoHgpaluoBa,
O.B. OkoH. ®oT1o C.E. WHons

Hwuzka excriepuMeHTiB, TpoBeieHX MiT4enoM i ciiBpoO., MiATBepanIIa, o AH-
XaJIbHUI JIAHITIOT MIEPEHOCUTh IPOTOHH Ha 30BHINIHINA OiK BHYTPIITHBOT MEMOpaHU
MITOXOH/IPif i CTBOPIOE PI3HUINIO ENEKTPOXIMIYHUX TIOTEHINIAIB 10HIB TiApOTeHy:

A =2,3RTI —[H+]3 FA
Hye=2,3RTlg——=+ FAy, (11.3)
[H'],

I . o . . .
ne [H'], i [H"], — koHIEHTpallis NPOTOHIB BiIMOBIIHO y MiXXMEMOPaHHOMY MPOCTOPI
1 MaTpUKC1 MiITOXOHAPIiH; Ay — pi3HUII €IeKTPUYHHUX MOTEHIIAIB 10 0011Ba OOKH
BHYTpilIHBOI MeMOpanu; F — uucno dapanes.

3aranpHa MPOTOHOPYIIiiHA cua A(Q CTAaHOBHTS:

2,3RT
Ago:A\y+TApH, (11.4)
ne ApH — pizauns mixxk pH marpukcy ta pH MikMeMOpaHHOTO MpOCTOPY MiTO-
XOoHJpiH. I3 nux (opmyn BUIIMBAE, IO TPOTOHOPYLIiiHA CHJIa CKIAAAETHCS i3
JIBOX YUHHUKIB — €JICKTPUYHOT0 MEeMOpPaHHOro noTeHmiany Ay i pizauni pH aBox
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CEePENOBHIL — MAaTPUKCY Ta MKMEMOPAHHOTO MPOCTOPY. 3a TNXaHHS CHEPri30BaHUX
MiTOXOHIpiH, ko ApH = 1, a MemOpanHwmit moreHtian Ay = -160 MB, mpoToHOpy-
mriiiHa cuira A cTaHOBHTH pruOiu3HO -220 MB.

BaxnuBe miciie y XxeMioCMOTHYHIH Teopii 3aliMae CTeXiOMETpUYHE CIiBBiTHO-
menHs H/e, To0To criBBiIHOMIEHHS KiJTbKOCTI MTPOTOHIB, SIKi MIEPEHOCATHCS y MiXK-
MEeMOpaHHU MPOCTip MITOXOHAPIH, 10 KITBKOCTI €IEKTPOHIB, SKi IEPEHOCATHCS 110
JUXaJIbHOMY JIAaHLIOTY. Y MOJeli peloKC-3aJIeKHOT MPOTOHHOT HOMITH J1JIsI OSICHEH-
HsI MEXaHi3My reHepallii BAKOPUCTOBYIOTh cTexiomeTpiro H/e = 1 : 1. Bimomo, 1o
JUISE YTBOPEHHSI OJHOTO MakpoeprigyHoro 3B’s3ky AT® weoOximHo 30,5 x/x/M
€Heprii, ToMy eHeprii MBOX MPOTOHIB, AKi TPAHCIOPTYIOThCS Yy MiKMEeMOpaHHUI
npoctip MiToxoHapiit (7,04 x 10 kJ[Xk), MIJIKOM TOCTaTHBO Ul CHHTE3Y OIHIET
monekyau AT® 3 A/I® i Heopraniuaoro ¢ocdary.

3rigHo 3 Teopiero Miryena, eHepris elIeKTPOXIMIYHOTO TpaJieHTa MPOTOHIB,
SIKUH YTBOPIOETHCS 3aBIISKH PI3HUII B KOHIICHTpAIIil MPOTOHIB Ta PO3/LICHHIO 3a-
PAAIB MK 30BHIIIHIM 1 BHYTPIIIHIM OOKOM MiTOXOHApiaTbHOT MEMOpaHU, BUKOPHC-
TOBY€EThCs JUTst ciHTe3y AT® 1111 Yac MacuBHOTO (32 TPaIiEHTOM ) TIEPEMITIIEHHS ITPO-
TOHIB Ha3aJl y MaTPHUKC KPi3b NPOTOHHY Mopy B Monekyni ATd-cunraszu. 1106 min-
KPECIINTH BU3HAYAJIbHY POJIb IPOTOHOPYIIIHHOI crid, piBHAHHS cuHTe3y AT® iHKo-
JIM 3aIUACYIOTh y TaKuid Crocio:

ALl® + @ _+ %0, +H! — AT® + H,0 + Hi, (11.5)

ne H: i H] — KOHIleHTpallil IPOTOHIB Ha 30BHINIHEOMY Ta BHYTPIIIHEOMY OOKax BHY-
TPILIHBOT MEMOpaHH MITOXOHIPIM.

XemiocmoTnyHa Teopis lMitepa MiTyena NoOSCHIOE MEXaHi3MU CNPSKEHHS
NpoLeciB KNITUHHOIO AMXaHHA M OKMUCHOro docdopuntoBaHHa AP, konu
€Heprisi MOTOKY ENEKTPOHIB Yy AMXanbHOMY NaHLry BUKOPUCTOBYETLCS
ONs TPaHCMOPTY MPOTOHIB KPi3b BHYTPILLHIO MEMOpaHy B MiXXMEMOpPaHHWI
NPOCTip MITOXOHAPIN, YHAcMigOK YOro BUHMKaE NPOTOHOPYLUINHA cuna, sika
i € DKepernom eHeprii onsa cuHTesy ATO.

Ha puc. 11.1 HaBeneHo eKcCTIeprMEHTANbHI KPUBI TTOTTITHAHHS KUCHIO Ta CHHTE3Y
AT®, Ha OCHOBI SKUX MOXKHA MIPOLTIOCTPYBATH CHPSHKEHHS TPAHCIIOPTY €IIEKTPOHIB
y IUXAIBbHOMY JIAHIIOTY 3 OKHCHUM (hochopmmoBanusm AJl®. Komu o i3omsoBa-
HUX MITOXOHJPIH B 130TOHIYHOMY cepenoBuili goxatn AJID, @ Ta cyberpar okuc-
HEeHHsI (HalpuKiIal, CyKIMHAT YX TipyBar), TO MOJKHA 3aPEECTPYBaTH iHTEHCHBHICTh
TPBOX KJIFOUYOBHX NMPOLECiB: noruHanus O,, OKUCHEHHs cyOcTpary i cunresy ATO.
3a OmokyBaHHS [V KOMIUIEKCY AMXaILHOTO JIAHITIOTa MiTOXOHpid mmiaHizom (CN")
TMUXaHHS ITUX opraHen i okucHe dochopmmoBanus AlD cTpiMKO 3HU3UTHCS Maiike
1o MiHiMymy (puc. 11.1, A). 3 inmoro 6oky, skio cuare3 AT® He BigOyBaeTbes, TO
TIepeHEeCeHHsI eJIeKTPOHIB y JUXaIbHOMY JIAHITIOTY TaKoXK Oyre 3a0I0KOBaHO.

CrpspxeHicTh tuxanHs 1 cuHTe3y AT® MOXKHA TaKoXK JOBECTH Y AOCHI/, KOIH
130JIbOBaHI MITOXOH/PIT TOMAIOTH IO CEPEIOBUIIA, IO Ma€e CyOCTpaT OKUCHEHHS, ajie
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Hemae AI® (puc. 11.1, 5). 3a Takux 0OCTaBMH PEECTPYIOTH TNBKH MiHIMAJIbHY
MIBUJIKICTh TUXaHHS MITOXOHApPiH, a AT® He CHHTE3y€eThCs B3arali.

CropspKeHHST OKHUCHEHHSI Ta (ocOprIoBaHHS MOXKHA TAaKOX JIOBECTH, BUKO-
PHUCTOBYIOUH OJIIrOMIillHH — aHTUOIOTHK, 37aTHUH 3B’s3yBarucs 3 AT®-cuHTa3010
B MiTOXOHIpisiX. Lle#t aHTHOI0THK OTHAKOBO e(peKTUBHO NPUTHIUYE K cuHTe3 ATD,
TaK i pyX enekTpoHiB 10 O, y310BkK AMXaIbHOTO JAHIIOTa MITOXOHApiH (puc. 11.1, b).
Binomo, 1o omiroMinuH 0e3rmocepeaHpo OIIOKY€e TIOBEPHEHHS MPOTOHIB Y MaTPUKC
MiToXOHAPiH kpizb AT®-cuHTa3y, OAHAK HE BIUIMBAE HA TPAHCIIOPT CJIIEKTPOHIB. 3a
LUX YMOB TPAHCIIOPT MPOTOHIB AWXaJIbHUM JIAHIIOTOM Yy MIXXMEMOpaHHUN HPOCTIp
MITOXOHJIPiii CTBOPIOE 3HAYHWI MPOTOHHUH EIEKTPOXIMIYHUN T'PAJIEHT, TOMY IPO-
TOHOpYIIiliHa cuiia 3pocTae. Lli mpouecn TpuBaTUMYTh JOTH, TOKH HE BCTAHOBUTHCS
piBHOBara MiXk €HEepri€ro, 10 3aTpadacThcs Ha BiJIKa9yBaHHS MPOTOHIB i3 MaTPUKCY
MITOXOHJIPiii, 1 eHepTi€to, 0 BUBUTRHSIETHCS 32 TIepeHeceHHs elekTpoHiB Bix HA JIH
(an ®AJIH,)) na O,.

. N ) 3 [Ho ,

g OniromiuyH Pog'eaHaHHA

3

3

I

Cy6cTpar 2 ¢
(cykumHar) (5} AL® + O,
Cy6eTtpat
AQD + D,
cyKumHaT
(eyky ) LWBMAKICTb NornmMHaHHa O,
cuHTes ATO

Yac

Puc. 11.1. CnpsipkeHHs AMXaHHs i3011bOBaHMX MITOXOHAPIN | cuHTedy AT

L1i exciepyMeHTaIbHI 1aHi MiATBEPANIH, IO IPOLECH TIEPEHECEHHSI EIeKTPO-
HiB i cuHTe3y AT® crpsikeHi, TOMy 32 HOpMaJILHUX YMOB, KOJIM MITOXOH/IPii HE TI0-
IIKO/DKEHI, HE MOKYTh BiIOYBaTHUCh OJMH O€3 OHOTO.

3a meBHUX MAaTOJOTIYHUX YMOB 7 Vivo BHYTPIIIHS MeMOpaHa MiTOXOHIpiH
MoOXe OyTH momko[pkeHa. Taki yMOBH MOYKHA 3MOJEIIOBAaTH EKCIIEPUMEHTAIbHO
in vitro 3a il nmeBHUX pedoBUH. llomrkomkeHi MITOXOH/pII 30epiraroTh 3AaTHICTH
riepeHocuTH enekrponu Bim HAl- un DA Jl-3amexHux cyOCTpaTiB, CIIOKUBATH KH-
ceHb, ane He cuaTe3yBaru AT®. J[o peqoBHH, siKi po3’€JHYIOTh IIPOLIECH OKUCHEHHS
Ta (hoCcHOPUITIOBAHHS, HAJIEKATh KapOOHIIIIaH 1-p-TpUPTOpMETOKCHU(DEH T Ipa3oH
(FCCP) i 2,4-nunitpodenon (AHD) (puc. 11.1, F). Lli rinpodoOHi cnabki KHUCIOTH
y IPOTOHOBaHIN (popMi JIerko AUQPYHAYIOTh KPi3b BHYTPIIIHIO MEMOpPaHy MITOXOH-
npiii. Bonn BUBUIBHSIOTH CBOi NIPOTOHM HA HETaTHUBHO 3apsIKCHIN MOBEpXHi BHY-
TPIIIHEOT MEMOpaHU MITOXOHJPIH 1 TAKUM YHHOM ‘‘pO3CIFOIOTH” POTOHHHIA Tpaji-
€HT. 32 IUX YMOB PEECTPYIOTh HaWOUIbIIy IIBUAKICTh AWXaHHS MITOXOHApIH, fKa
XapaKTepu3ye MaKCUMaJIbHy OKHCHY 371aTHICTh Itux oprane:n [Hreniukh et al., 2016].

[Ipontecu muxanHs 1 hochoprnroBaHHS MOXYTh OyTH po3’€qHAHI W IHITUMHU
ioHO(hOpamu, SIKi TOJIETIIYIOTh TIEpEHECEHHS] HEOPTaHIYHUX 10HIB KPi3b MEMOpaHy.
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Jlo Takux pevYOBWH HAIIGKWTH, HANPUKIAA, 10HOGOp Kajifo BAJIHOMIIMH, SKUI
TpaHcropTye ioHM K y mMarpukc MITOXOHApPIH 1 “po3ciioe” eNeKTPUYHY YacTKy
CJIEKTPOXIMIUHOTO Ipajii€eHTa MPOTOHIB. BapTo 3a3Ha4unTH, 110 SIKIO KPi3b BHYTPIll-
HIO MeMOpaHy MITOXOHAPIA eKCIIEPIMEHTAIBPHO CTBOPUTH MPOTOHHUHN KOHIICHTpPA-
UidHUN TpaJieHT (3aKUCIMBLIM CEPEJOBHUINE), TO Taki MITOXOHIpii OyayTh 37aTHI
cunresyBatn AT® HaBiTh 3a Opaky cyOcTpaTy OKHCHEHHSI.

11.2. BYAOBA ATO-CHUHTA3U

Cunres AT® 3 AII® i @y MiToxoHapisx BinOyBaeTbes 3a Karanizy AT®-cun-
tazoro. Llelt hepmenTHni komIuteke F-Trity okanizoBaHni y BHYTPIIITHIA MiTOXOH-
IpianeHii MemOpani. Peakmist cripsbkeHa 3 TEPEHECEHHSM MPOTOHIB 13 JTOAATHHO
3apSHKEHOT0 MIKMEMOpPAHHOTO TPOCTOPY MITOXOHPIHA y Bil’€MHO 3aps/KEHUI
matpukc (puc. 11.2). AT®-cunTa3za, SKy 111e Ha3UBaIOTh I’ ITUM KOMIUIEKCOM JIMXaJTh-
Horo sanmrora (puc. 10.1), cknanaerscst 3 1BOX (yHKIIOHAIBHO-CTPYKTYPHUX KOM-
nonent. [lepma 3 Hux — F| — ne nepudepuunnii MemMOpanHuii 010K, a apyra — F —
iHTerpanbHui O1NIOK, sIKa MPOHHU3YE BHYTPIIIHIO MEMOpaHy MIiTOXOHIpiH (IO3Ha4Ka
«0» O3HAuYa€ Yy TIMBICTB I1i€1 KOMIOHEHTH J10 iHTi0iTOpa cuHTE3y AT® onmiroMinuHy).

Ha nouarky 1960-x pp. y naboparopii amepukaHcbkoro OioeHepreruka Edpai-
ma Pexepa Oyrna iienTudikoBana KOMIOHEHTa F| 1 JOCHiPKERa 1i poJib B OKUCHOMY
dhochopuroBaHHi.

H+
o+ + o+t
a \ Cro BHyTpilWHs
F MembpaHa
MiTOXOHAPIT
| TR N == ettt
Y
o Bs AO + O,
F, b
ATO
1)

Puc. 11.2. Bygosa AT®-cuHTasu

BcranosiieHo, 1110 130J1b0BaHI MITOXOHJIPI1 Ta HABITh BE3UKYJIU, yTBOPEHI 3 (ppar-
MEHTIB IXHbOT BHY TPILIHEOT MiTOXOHAPiaIbHOT MeMOpaHH, 30iHCHIOITH cuHTe3 ATO
1 IEpEHECEHHS EIEKTPOHIB y ANXATbHOMY JIAHIIOTY, 00 MICTSITh OOUABI KOMIIOHEHTH
AT®-a3u — F, 1 F. Besuxyinu, sKi 1o36asieHi /7, MOXyTb KaTali3yBaTu EPEHECEH-
HSl €JIEKTPOHIB, ane He MOXyTb cuHTedyBaTH AT®. [IpuunHOIO LBOTO € HE JHIIe
Opak CUHTa3HMX OJMHUIL KOMIOHEHTH [, aje i “po3CitoBaHHs” €NEKTPOXiMIYHOIO
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rpalicHTa NPOTOHIB, OCKIILKH ' MiCTUTB IPOTOHHY TIOPY, Y€PE3 AKY BOHU IOBEPTa-
IOTBCSI Ha3a/l y MaTPUKC MITOXOHPIH.

ExcniepumenTanbHO BCTaHOBIIEHO, IO 130Jb0BaHa KOMIIOHEHTA /| MOKE TUIbKH
rizposizyBary, a He cuHTe3yBaTi Mojiekyny AT®. Came Tomy ATd-cunTasy e Ha-
3uBaroTh F-AT®-a3010. SIKIO K 10 Be3uKyn 3 F, ane oe3 F |» JIOJIaTH OYHLICHY
KOMIIOHEHTY F, TO BOHA PEacOLilOeThCs 3 F, IPOTOHHA MOpa 3aKPUETHCA 1 BiJIHO-
BHUTHCS 3AaTHICTh MITOXOH/IPiaIbHOT MEMOpPaHH JI0 CITPSIKEHHS MPOIIECiB TPAHCIIOP-
TY €JIEKTPOHIB JUXaJIbHUM JIAHIFOTOM T2 OKHCHOTO (OChHOPHITIOBAHHS.

Komnonenra F' | AT®-cuHTa3u CKIIAA€THCS 13 IeB AT CyOOMUHUIIB 1 SITH Pi3-
HUX THIIIB: TIO TpH . 1 3 Ta o oaHil v, O 1 €. KoxkHa 3 TppoX B-cyOOANHHILIB MICTUTB
OJIMH KaTaMiTHIHUNA TeHTp ais cuHtesy ATD i moxe Ha-
OyBaTy TPHOX Pi3HUX KOH(pOpPMAIIii.

Jxon Bokep 3 konmeramm Ha MiAcTaBl KpHcTallorpa-
(biYHMX JOCIIHKEHh BCTAHOBUIIM, IO KyJscTa (CXOKa Ha
MaH/IapuH) YacTuHa F'| Mae Bucoty 8 um i miametp 10 Hwm,
a o~ Ta B-cyO0oquHUI po3TaloBani noueproso (puc. 11.2).
[ominentuau, mo GOpMyIOTh Y-CYOOTUHHINO — “HIKKY”
KOMIIOHEHTH F'|, po3TamoBani acumeTpudHo. y-Cyoonunu-
L1 Ma€ JBa JIOMEHH, OAMH 13 SIKUX YTBOPIOE LIEHTPAJIBbHUI
CTPHIKEHB, IO MPOHU3YE F|, a IHIINK NPUEHYETHCS 10 O/
Hi€l 3 TppOX P-cyOommumib. Yci Tpu B-cyOoauHuLi igeH-
TUYHI 32 aMiHOKHCJIOTHOIO TTOCIIJIOBHICTIO, ajieé PO3pi3Hsi-

. [xoH Bokep
HOTBCA KOH(I)OpMaI_III/IHO. 1941 p.H.

[MpOTOHHWIA rpadieHT Ha BHYTPILLHIA MiTOXOHApPIanbHin MembpaHi noctavae
€Heprito y PopMi NPOTOHOPYLWINHOI cnin Ans cuHTesy AT® 3 ALI® i &
hepmeHTOM ATD-CHHTaA3010, AKWIA CKINAJAETbCA 3 ABOX KOMMOHEHT — F i F_.

CriopiHeHICTh calTy 3B’ s13yBaHHS HYKICOTH B 10 ATD i AJI® K0KHO1 3 TPHOX
[-cyOonnHULIB 3aBK M € PI3HOIO Ta 3MIHIOETHCS IPOTATOM HUKITY. LIeHTp 3B’ A3yBaHHs
onHi€i 3 HUX MicTUTb AT®, inmoi— Al®D, a ieHTp 3B’ s13yBaHHS TPETHOI B-CyOOANHUIII
€ nopoxHiM (puc. 11.3). 3mMiHa CHOPIIHEHOCTI UX CYOOJAMHUIL IO HYKJICOTHIIB
€ My’>Ke BKITUBOIO st cuHTE3y ATD.

Kommnonenra F AT®-cunrasu GopMye MPOTOHHY MOPY Y BHYTPIIIHIA MeMO-
pani MiTOXOH/Ipii. BoHa cKIamaeThest 3 TPHOX THITIB CYOOIMHUIIB: OAHIET a, IBOX b
1 10—12 cy6oqununs c. Cybonunuiis ¢ € HeBenukoro (8000 k/la), MicTuTh 1Ba TpaHC-
MeMOpaHHi1 AOMeHH, 3’€aHaHl MK coboto mernsmu (puc. 11.2). N-kiHUeBi rpynu
KOXKHOT 3 ¢-CyOOIMHHIIb YTBOPIOIOTH BHYTPIIIHE KiJIbLIE PyXOMOT YaCTUHU (POTOPA)
F,a C-KiHIIEBI TPy — 30BHINTHE KUTBIIE T1aMETPOM 55 A. Kinbre C-CyOOTUHUITH
MILHO yTpUMY€ CyOOIMHMIL Y Ta & KOMIOHEHTH [, sIKi yTBOPIOKOTH “HIKKY Ta
migomBy” AT®-cunatazu. CydbonuHuts b npueaHaHa 10 CyOOIWHUIN @ 1 pa3oM 3i
CyOOMHHMIIETO J (3 KOMITOHEHTH F ) BOHM yTPHMYIOTh KOMILIEKC 0L~ Ta 3-CyOOIMHMIIb
y HEPYXOMOMY CTaHi CTOCOBHO ITOBEPXHI MEMOpaHHU.
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11.3. POTAUIMHUI KATAAI3 CUHTE3Y AT®

Cunre3 AT® AT®-cuHTa3010 € HEMOXIUBHHA O€3 PyXy NMPOTOHIB y MaTpPUKC
Kpi3b ii KOMIIOHEHTY F . EHeprist bOro MOTOKY MPOTOHIB KPi3h MOPY B KOMIIOHEHTI
F, o0eprae HUITH/P CYOOAUHHUIb ¢, 10 SIKOTO IPHUKPIIJIeHa Y-cyooaunuis. Lei mquc-
KpEeTHUH 00epTOBHIA PyX 3MIHCHIOETHCS HABKOJIO JOBTO1 OCI Y-CYOOIMHHUIII, SIKA PO3-
TaIloBaHa MEPIeHIUKYISIPHO /0 TUIOUIMHA BHYTPIIIHBOT MEMOpaH!U MiTOXOHJPII,
TOJIi sIK B-CyOOIMHUII HE 00epPTAThCA, OCKUIBKH ‘3adhikcoBaHi” 1BOMA b Ta OHIEIO
S-cybomuuanusivu (puc. 11.2). [loBcskuac, Konu y-CyOOOMHHUIS TIOBEPTAETHCS Ha
120°, BoHa KOHTaKTYye 3 iHIIOW0 B-cyboaununero. Komu y-cybomuauiis poOUTh OI1H
noBHuH 00ept (Ha 360°), kokHA 3 B-CyOOMHHUIIb [TOYSPIOBO HAOYBAE TPHOX PIZHUX
koHpopMmartii (puc. 11.3).

AE‘D

o, \
AL®
+ +
@, @,
Peakuia
O6eprt 120° p (6e3 06epTty)
z
0% \

x

__INan
% &V o

X

] 3H, 3HE

@

ATO

Peakuis
AT¢‘\1T (6e3 06epTy)

Peakuia
(6e3 06epTy)

ALO®
+
b,
Puc. 11.3. Mogenb dyHkuioHyBaHHA ATD-cuHTasn [3a Boyer, 1997]

Porauiiianii xaraniz € ocHOBOIO MexaHi3My cuHTe3y AT®, 3rigHO 3 SIKUM TpU
AKTMBHMX LIEHTPU KOMIIOHEHTH /7| AT®-CHHTa31 TIOMEPrOBO KaTalli3yoTh IIEH CHHTES.
Crnovarky onna 3 B-cybonuuunns (. 3, Ha puc. 11.3) y Binkpuromy crani (O —open
state) 38’s3ye HasBHI y cepenopuui AJI® ta @ . Ilicns 1poro BHACHIOK 00epTaHHs
y-cyoomuamIi Ha 120° 1151 B-cyOOAMHUII TIePEXOIUTh 31 CTaHy 3 HU3BKOKO CIIOpiHE-
nictio (O) y cran i3 nomipHoro cropianenictio 10 AJI® ta @ (L —loose state). [Torik
HPOTOHIB 3HOBY CIPMYHMHSE 0OEPTaHHs Y-CyOOAMHMILL, BHACIITOK 90T0 B -CyOOnMHuIIs
IEPEXOMTH y CTaH i3 Bucokoro (T — tight state) cnopinnenictio 1o AJI® ta @ , 3 sKux
y nboMy cTaHi (6e3 qomaTkoBoro obepranus) yreoproerscsi ATD. Binrak Ha moBepx-
Hi ()epPMEHTY BCTaHOBIIOETHCA piBHOBara Mixk AJI® + @ i AT®. Hanpukini karai-
TUYHOTO LUKy [-CyOOmuHUI mepexonuTh y Binkputuid crad (O), 3a sikoro ATD
BiJl’ € THYEThCA Bifl PEPMEHTY, 1 Jalli IIUKJI TOBTOPIOETHCS.
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JIBi iHIII B-cyOOMMHMIN TPOXOAATH TaKUH caMUil UK Bix 3B si3yBaHHA AJ|D
Ta O 10 Bix’ eqHanHss AT®, ame 3i 3mimeHHsM (a3u obepranns. Komm omna
3 B-cyOOIMHHMIIb € Y BIIKPUTOMY CTaHi, TO Apyra y CTaHi 3 TOMIpHOIO CITOpiTHEHiC-
Ti0 10 AJI®D, a TpeTs — y cTaHi 3 BUCOKOIO CIIOPITHEHICTIO JI0 HYKJICOTHAIB. Tomy 3a
OJTHOTO TIOBHOTO ITMKJIY CHHTE3YIOTHCS Ta BiJl'€HYIOThCA Bin moBepxHi ATO-
cuHTa3u Tpu MoJekyau ATD.

Macacyki Vownaa 3 koneramu ekcnepuMeHTanbHO BCTAHOBUMM, LLO
3a1eXxHo Bif TOro, y AKMi Bik NoBepTaeTbes y-cyboanHnus, F_F.-komnnekc
Moxe abo cuHTesyBatu AT®, abo rigponidyBatu ii [Yasuda et al., 1998].
Crno4yaTKy y CBOEMY €KCNEPUMEHTI BOHM MPUKPINMAW A0 y-Cy0oauHWLI reHe-
TUYHO CKOHCTPYMOBAaHOI KOMMOHeHTH F, (6e3 F) noBry nomiveHy droo-
PECLIEHTHOK MITKOK MOMIMEPHY MOMEKyNy akTuHY, a KOMMMEeKC o- Ta
B-cyboamHuLpb — Yepes ricTMANHOBI 3aNULLKU 40 NPEAMETHOIO MiKPOCKOMiY-
HOro ckna, NOKpUTOro Hikenesum Komnnekcom (puc. 11.4, A). Konn y cepe-
noBuLle goganu AT® (sk cybctpat gna AT®-a3Hoi peakLii), To cnocTepira-
nv nig droopeCUEHTHUM MIKPOCKOMOM NEPEMILLEHHS Y-CyO0aMHNLI LLoAo
Komnnekcy a- Ta B-cyboanuuub (puc. 11.4, A). Lle obeptaHHs Byno guc-
KpeTHuM y Tpu Kpoku no 120°. OTxe, eHepria po3wenneHHs AT® kommo-
HEHTOI0 F, BUKOPUCTOBYETLCA AN 06epTaHHs y-Cy6oanHNUI.

Konu > B ekcnepuMMeHTi JOCMiAHWKMA BUKOPUCTanu NOBHUA KOMMIEKC
AT®-cuHTasm (F, + F,) i npuegHanu Morekyny akTuHy ao c-cy6oamHui, To
pa3om 3 y-cyboamHuLeto obepranocs Bee KinbLe c-cyboamHnLb, ane y npo-
TUNEXHOMY HanmpsIMKy, Hi 3a rigponidy AT® (puc. 11.4, b). Po3paxyHku
BUSIBUNU, L0 €PEKTUBHICTb Takol TpaHcdopMaLii XiMiYHOT eHepril y pyxoBy
€ mamxe 100 %-Hoto.

FictnavH rictnamH

Komnnekc Ni Komnnekc Ni

Puc. 11.4. EKCiepuMeHT i3 ninTBepmKeHHs OMCKPETHOTr0 06epTaHHA KOMMOHeHTU Fj i cy6-
oavHuLi v 3a rigponisy (A) i cuHTesy (b) AT® [Yasuda et al., 1998]
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11.4. CIIBBIAHOWEHHA MIX CIMOXWUTUM O,
TA CUHTE3OBAHUM ATO

BaxnmuBuM mMOKa3HUKOM IS OIiHIOBAaHHS €(EeKTHBHOCTI OKHCHOTO (hochopu-
JIOBaHHS Yy MITOXOH/IPiSiX € CIIBBIIHOMIEHHS KiIbKOCTI HeopraHidHoro (ocdary,
BHKOpHUCTAHOTO /715 cuHTe3y AT®, M0 KiTbKOCTI CITOKUTOTO KUCHIO. L{eit moka3Huk
TpaauIitHo no3Ha4aroTh sk P/O (P/2e), i BiH exBiBajeHTHUH KinbKocTi pochopu-
nroBaHoro AJ1D (AD/O).

SIK110 13051HOBaHI MITOXOH/IPIl IIOMICTHTH B i30TOHIUHE CEPEOBHUIIIE y MOISIPO-
rpadiunii komipii, mo Mictuts O,, CyOCTpaT OKMCHEHHS (HANPUKIIA/, MipyBaT Yu
CYKIIMHAT) i ® , T0 32 IXHBOIO MIBHJIKICTIO JUXaHHS micis gonaBaHHs AJID moxkHa
omiHuTH MBHJKICTh cuHTE3y AT®. Teopernuno cmiBBimHomeHHs P/O mae mopis-
HioBaTH 3 3a okucHeHHS HAJ[-3anmexxHnx cyOcTpatiB i 2 — 3a oxucHeHHs DAJl-
3aJIe)KHOTO CYKIIMHATY, OCKIJIBKHM 332 OKHCHEHHS X CyOCTpaTiB 3aIy4eHi BiIOBi/I-
HO TPH 1 /1Ba MyHKTHU CIPSKCHHS TUXaHHSA 1 OKMUCHOTO (POCHOPUIIIOBAHHS Y JUXaJlb-
HOMY JIQHITFOTY MiTOXOH/Ipiii. OHak BUMiproBaHHS BinHomeHHS P/O ycknaaHOeTh-
Csl TUM, TIO iIHTAKTHI MITOXOH/IPil CIOYKMBAIOTH KUCEHB HE TITBKH y TIPOIIECi OKHICHO-
ro dochopunroBanns, a AT® mapaienbHO BHKOPHUCTOBYIOTH Yy OaraThboX iHIINX
peaxIisx.

3TiTHO 3 XEeMiIOCMOTHYHOIO TEOpIi€l0, KIBKICTh TMPOTOHIB, IO BUBOISTHCS
y MDDKMeMOpaHHHA MTPOCTIp MITOXOH/IPiH, y pO3paxyHKy Ha MEPEHECEHY Mapy elek-
tpoHiB Bimt HAJ[H nopisHtoe 10, a Bix cykumHaTy — 6. EKCriepuMeHTanbHO T0BeIe-
HO, IO KUTBKICTh TIPOTOHIB, HEOOXiHA AJIs 3a0€3TeYeHHS CHHTE3Y OJIHI€T MOJIEKYITH
AT®, 1opiBHIOE YOTUPH, 1 3 HUX OAMH IIPOTOH BUTPAYAETHCS HA TPAHCIIOPTYBAHHS
@ , AT® i AII® kpi3zb MiTOXOHApianbHy MeMOpany. OTxKe, AKIIO 32 OKHCHEHHS O/l
Hiei Mmonexyrt HAJIH BukadyeThCst 3 MaTpHUKCy AECITh IPOTOHIB, a AJIs 3a0e31eveH-
Hs cuHTe3y onHiel Monekynu AT® votupu 3 HuxX moBepraetrbes (10/4), To BigHO-
menas P/O cranoButume 2,5. 3a OKHCHEHHS CyKIWHATy BigHOMeHHs P/O craHo-
BUTH 1,5 (6/4).

CniBBigHOWeEHHA MiX cuHTe3oBaHuM AT® i cnoxutum O, 3anexuTb Big
KiNbKOCTi MPOTOHIB, BUNMOMIMOBAHMX i3 MiITOXOHAPIN 32 NEPEHECEHHS ETEKTPOHIB
OVXanbHUM JTAHLIIOrOM, KifTbKOCTi MPOTOHIB, SKi HEOOXiaHi Ansa cuHTe3y ATO,
a Takox TpaHcropty AT, A[ID i @ Kkpisb BHYTPILLHIO MEMOpPaHy MITOXOHAPIN.
BigHoweHHs P/O gna HAD-3anexHux cybcTpatiB cTaHOBUTL ~ 2,5, a ang
DA[l-3anexHoro cykuuHaty ~ 1,5.
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11.5. TPAHCIOPTHI NMPOLUECHU KPI13b BHYTPILIHIO
MEMBPAHY MITOXOHAPIN 3A CUHTE3Y ATO

Oxpim nocrayanHs eneprii st cuate3y AT® y MITOXOHIPISIX, TPOTOHOPYIIii-
Ha cuJja 3a0e3neuye nepedir HU3KKU TPAHCIOPTHHUX MpoLEeciB. BHyTpilIHA MiTOXOH-
IpiaybHa MeMOpaHa TIepeBaKHO HETPOHUKHA IS 3apSHKEHUX CITONIYK, aje Ma€ IBi
cnenudivHi TpaHCIOPTHI cucTeMu 1 nepenecenns AJI® ta @y Marpukc MiTo-
xXoHIpiit, a ATD — i3 marpukcy B nuToruiazmy. [lepiia 3 HUX — 11e iHTerpabHuH O110K
aleHiHHYKJI€OTHATPAHCI0KA3a, sska oOMmiHoe AJID i3 MixkMeMOpPaHHOTO MITO-
XoHpianbHOTO Tpoctopy Ha AT®* i3 marpukcy (puc. 11.5). YHacnizok 1poro 00-
MiHy OZMH BiJ’€MHHUI 3apsii BUBOJUTHCS 3 MAaTPHUKCY, YOMY CIIpHs€ MeMOpaHHMI
MOTEHIII A MITOXOHIpild. TpaHcMeMOpaHHMI eJIeKTPOXIMIYHUHN TPali€HT MPOTOHIB,
SKUH (popMye 3HAYHY YaCTHHY MEMOPAHHOTO MOTEHIIady MiTOXOHAPiH, € HeoOXi -
HOI0 yMOBoto (pyHKIionyBaHHS AJID/ATD-anTunopTepy. ANCHIHHYKICOTUATPAHC-
JIOKa3a crenupivHo iHri0yeThCsl AaTPAKTHIIO3UAOM — TOKCHYHUM [IIIKO3HJIOM, STKUN
eKCTParyroTh i3 JCIKUX BUJIIB YOPTOMOJIOXY.

AT®d-cmHTasa

H* ApeHiHHykneoTna-
docgarTpaHcnokasa TpaHcnokasa
H* ATd*
4 MixmeMBpaHHWiA
H2PO4 Aﬂq)?:— npOCTip P
. +
Marpukc
3—
H" H,PO; Ao
AT+

H+
Puc. 11.5. TpaHcnokasu ageHiHOBUX HykneoTugis i gpocdarty

Jlnst IOBHOIIHHOTO OKUCHOTO (hochopriIroBaHHS HEOOXIJHA Ie OJHA TPaHC-
MopTHa cucteMa — (ocaTTpaHcaoKa3a, sika MiCTUTBCS Y BHYTPIIIHIA MeMOpaHi
MITOXOH/IPi 1 371ilicHIOE cuMMOpT oftHiel Mostekynu H,PO, Ta oxroro H' y marpukc
(puc. 11.5). e mporec 3aleKUTh B MPOTOHHOIO TpajiiEHTa Kpi3b MEMOpaHY.
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Cumnopr H,PO, Ta H" He CynpoBOIKYETHCS CyMAapHUM BUTOKOM 3apsijly, ajie 3aBJis-
KM 3MCHIICHHIO POTOHHOTO KOHIIEHTPAIIIHOTO rpajlieHTa, y MaTPUKC MITOXOHAPIH
OJTHOYACHO TPAHCIIOPTYIOTHCS 10HU HeopraHigHoro gocdary.

EHepria TpaHcMeMbBpaHHOro enekTpoxiMiYHOro rpagieHTa MpPOTOHIB BUKO-
PUCTOBYETLCH A1 TPAHCMOPTYBAHHSA KPi3b BHYTPILLHIO MIiTOXOHApPIaNbHy
MembpaHy AT®*, a TakoX peYoBMH, HEOOXIOHWX ANst OKUCHOro chocdopu-
noBaHHA — A®3 i H,PO,.

BuyTpimHs mitoxoHpiaabia MemOpana HenpoHukHa Juis HAIH. Tomy aust
TPaHCIOPTY BiJIHOBIIOBAJILHUX €KBiBaJeHTIB nuTo3oiabHoro HAJIH (yTBOopeHoro,
HANpPHUKIA, Y MPOIECi TIIKOMI3Y) B MITOXOH/IPIT, PyHKIIIOHYIOTh 0COOINBI YOBHUKO-
Bi cucremu. Lle, 30kpema, MasiaT-acnapTaTHUIA IIYHT, SIKUI BUSBICHUN Y MITOXOH-
JpisiX TIEUiHKH, ceplis Ta HUpOK (puc. 11.6).

MixxmeMGpaHHUM Matpumkc

npoctip Manar-o-KeTornyTapaTHuii

TpaHcnopTep
@ [OvxanbHun naHLuor

HAL®

Manaf *Manar HAL®

H

HAOH

|

L

H* + HAOH

&i

i

&

OkcanoauetaT

i.

OkcanoauertaT

i

i

myTtamar mytamart

ii

Acnaprtat- @

@ Acnaprtat-
amiHoTpaHcdepasa

amiHoTpaHcdepasa

a-Ketornytapar a-Ketornytapar

A

)
Acnaptar p——4 Acnaptat

®

[nyTamat-acnapTaTtHui
TpaHcnopTep

Puc. 11.6. Manat-acnapTtatHa YOBHWKOBA CCTEMA TPAHCNOPTYBaHHS BiQHOBMIOBANbHNX EKBIBANEeHTIB Bif
uutosonsHoro HAJH y MiToxoHApiansHWA MaTpuke

Criouarky B 1iuTo3011i (M>KMEMOpaHHOMY TIPOCTOPi) BiHOBIIOBAJIbHI €KBiBa-
nentr Bim HAJIH mepeHocsThcst Ha okcanoarnerar 3 yrBopeHHsIM manary (1). Lo
peakiiio KaTtaizye IUTO30JbHAa MayaTAeriaporeHasa. Jlaai Manar mpoHUKae y Ma-
TPHKC MITOXOHJIPiii 3aB/ISKH MaJlaT-0l-KeTOTITyTapaTHOMY OOMiHHHKY (2). Y MaTpukci
MaJiaT BiJiZla€ BiHOBITIOBaJIBbHI ekBiBaieHTH Ha HAJ[" y peakiiii, Ky karajii3ye mMiTo-
XOHJIpiajbHa Manat/eriaporenasa (3), a yreopernit HAJIH nepenae enexrponu 6e3-
[IOCEPEAHBO B ANUXAIBHUNA JaHIIOL MITOXOHIpiadbHUM OKCAN0aLeTaT, yTBOPECHUI
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13 Masary, He MoXke 0e3MoCcepeAHBO MOTPANUTH Y LIUTO30J1b. TOMY BiH CIIOYATKy TPaHC-
amiHyeTbca A0 acnaprary (4), SsKMi BHBOJHMTBCS 3 MITOXOHIpIH uepe3 IiryTamar-
acraprarHuii 0OMiHHUK (5). {715t 3aImycKy HOBOTO LIMKITY MaJlaT-aclapTaTHOroO IIyHTa
HEOOX1/1HO, 11100 BiZ0YJI0CS BIJHOBJICHHS IIUTO30JILHOIO OKCAJIOAIETaTy B PEaKIIisix
TpaHCaMiHyBaHHS 32 y9acTi acTapTary, oi-KeTorTyTapary i rryramary (6).

VY ckeneTHUX M’sA3aX 1 MO3KY JUIsS TIEpEHECEHHs BITHOBHUX E€KBIBaJICHTIB Bif
HAJIH BUKOpHCTOBYIOTH IJIilepoJi-3-pochaTHy YOBHHKOBY CHCTEMY (IIUB. PO3-
min 10, puc. 10.1). Bona nepenae BinHOBHI ekBiBasneHTH Bix HAJIH He Ha xomri-
nekc I, a 6e3nocepenHbo Ha yOiX1HOH, JIOKATI30BaHUH Y JiIliAHOMY Oimapi BHYTpill-
HBOT MEMOpaHu MITOXOHAPIH, 1 gani Ha komruekc [11, To0To 6e3 yuacti MeMOpaHHUX
TpaHCTIOpTHUX cucTeM. Crovyarky aurigpokcianeTondocdaTr y MUTO30I1i IPUETHYE
nBa BimHOBIeHUX ekBiBaseHTH Binm HAJIH y peaxii, sy karamizye UTO30JbHA
rrinepon-3-pocdaraerinporeHasa. [loTiMm Bxe MiTOXOHApianbHA Tiinepon-3-doc-
¢argerizporenasa, sika po3MillleHa Ha TOBEPXHI BHYTPILIHbOI MEMOpaHU MIiTOXOH-
Ipii, IEpEeHOCUTH Ba BIJTHOBHUX CKBIBAJICHTH Ha YOiXiHOH.

BigHoBntoBanbHi ekBiBaneHTn Big uutosonbHoro HALH nepepatotbes
y AnXanbHUM NaHLr MITOXOHAPIN 32 LOMOMOroK ManaT-acnapTaTtHoro
WyHTa (Yepe3 komnnekc |) i rniuepon-3-cdoctarHoi YOBHMKOBOI cUCTEMU
(4yepes kodhepMmeHT Q).

Miacymku 11. CUHTE3 AT® Y NMPOLIECI OKMCHOIO
DOOCOOPUAIOBAHHA

e 3rizgHo 3 XeMiOCMOTHYHOIO Teopieto 1. Mityena, eHeprisi IPOTOHHOTO
SIIEKTPOXIMIYHOTO Tpajli€eHTa Kpi3h BHYTPIIIHIO MEMOpaHy MIiTOXOH-
Ipif BUKOPUCTOBYETHCs st cuuTe3y AT® 3 AIID ta @ .

e ®epmenT AT®-cuHTa32a CKIAAETHCSA 3 IBOX KOMIIOHEHT — F| 1 F. Kom-
NOHEHTa F'| CTIPAMOBAaHa y MAaTPUKC MITOXOHJIPIH 1 CKJIaa€Thes 3 TPhOX
O~ 1 TppOX [B-CyOOIMHMIIB Ta IO OAHIH V-, 8- 1 €-cyOoauuuIi. Kommonen-
Ta I CKIIaiaeThes 3 OJHI€ET g-CyOOonMHUII, 1BOX b-cyOomauHuUIb 1 10—12
C-CyOOIMHUIIb.

e Poramitiauii karami3 cuaTe3y AT® — NUKITIYHO MOBTOPIOBaHA TpU(azHA
3MiHa KOH(popMalii KOKHOI [-cyOonuMHuI y CKIaai KOMIOHEHTH F|
AT®-cuHTa3u BHACIIZOK AUCKPETHOro (3 KpokoMm 120°) oGepranHs
Y-CyOOIMHUIII.

e KoxHa 3 B-cyOOqMHHMII MPOXOIUTH UK Bij 3B’ s3yBaHHsI AJlD Ta @
1o Bix’eqHanHs AT®, ane 31 3mimenasM ¢asu odepranns. Konu onHa
3 B-cyOONMHUIIB € Y BIIKPUTOMY CTaHi, TO JIpyra repedyBae y cTaHi 3 mo-
MIpHOIO criopigHeHicTIo 10 AJID, a TpeTs — y cTaHi 3 BHCOKOO CIIOPiTHE-
HICTIO 10 HYKJICOTHAiB. ToMy 3a OZHOTO MOBHOI'O LMKy CHHTE3YIOTHCS
Ta BiJ €IHYIOTbCS BiJ moBepxHi AT®-cunaTrasu Tpu Mojiekynu ATO.
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e EdekTuBHICTH OKUCHOTO (HOCHOPHUITIOBAHHS Y MITOXOHAPISX OLIHIOIOThH
3a BigHOIIeHHsM P/O (AID/O), sike ais HAl-3aiexHux cyOoCcTpaTiB
CTAHOBHTH NPUOIU3HO 2,5, a uis DA J-3anexuaux — 1,5.

e EHepris eNeKTpOXiMIYHOTO TPali€HTa IPOTOHIB BUKOPUCTOBYETHCS JUIS
TPaHCHOPTYBaHHS KpPi3b BHYTPILIHIO MITOXOHIpiadbHy MEMOpaHy pe-
YOBHH, HEOOX1THUX Jyist cuHTe3y ATD.

e OcCKiIbKM BHYTPIIIHS MIiTOXOHJpialbHa MeMOpaHa HEMPOHHWKHA JUIS
HAJIH i HA/T', BiTHOBHI €KBIBaJICHTH MOTPAILISIOTH 13 IIUTO30JIEO B JIH-
XaJbHAN JIAHIIOT MITOXOHJPIH 3a JOMOMOTOI0 YOBHHUKOBUX CHUCTEM —
MaJiaT-acrapTatHoi (depe3 komiuieke ) 1 nmineposn-3-docdarHoi (uepe3
koepmeHt Q).

1.

3ABOAHHA | KOHTPOJIbHI MATAHHA

Po3’ennyBaui okucHoro gochopunoanns. Po3’eqaysadi FCCP i JH® nopymryrots
CIPSDKEHHS TPOIIECiB KIITHHHOTO AUXAaHHS M OKUCHOTO (hOC(hOpMITIOBaHHS.

A) i po3’emHyBadi in vivo MiIBUIIYIOTH TEMIIEPaTypy Tija. [I0sSCHITE 1ie SBUIIIE HA MO-
JIEKYISIPHOMY PiBHI.

b) Sk 3minuThcs BigHomenHs: P/O 3a HasBHOCTI po3’eaHyBauiB?

B) Kounuces nikapi npunucyBamu JJH® mist cxyanenns. Uu Moxe 1iei npernapar Hacnpasi
Oyt epekTHBHUM 3ac000M JUTs CXyaHEHHs? 3aiKCOBAHO KijIbKa CMEPTEIIbHUX BHIIAIKIB
TTiCIIsi BAKOPUCTAHHS PO3’€/IHYBadiB. SIKUM YHHOM BOHU MOXKYTh CIIPUYHHUTH CMEPTh?

MaJsaT-o-KeTorIyTapaTHa TPAHCMOPTHA cHcTeMa 3a0e31euye IIepeHeCeHHs Mallary
W o-KeTomIyTapary Kpi3b BHYTPILIHIO MITOXOHIpiaibHy MemOpaHny (nuB. puc. 11.6)
1 pUrHIYy€eThCs n-OyTHiManoHaroM. [IpumycTimMo, 1o el iHriGiTop noxanu o cyc-
meH3ii aepoOHUX KIIITHH HUPOK, SKi AK JDKEPENIo €Heprii BUKOPUCTOBYIOTH BHUKIIIOYHO
DITIOKO3Y. SIK y mboMy pasi n-OyTHiIManoHaT BIUTHHE Ha (A) COKUBaHHS KHUCHIO, (B) -
ko3, (B) yrBopenns makrary, (I') okucHe hocdoprmoBaHHs?

Iotpeda B AT® y cepueBomy M’s3i 1rypa 3a aepo6anx ymMoB Ha 90 % 3a10BOTBHAETH-
¢ 3aBISKH OKHCHOMY (ochopmmroBanHi0. KokeH rpam Miokap/a MOTIHHAE KUCEHb 3i
IIBUAKICTIO 10 MKMOITB/XB, SIKIIO JPKEPEIIOM €HEPTii € TITI0K03a.

A) 3 K010 IIBUKICTIO CEPUEBUI M 53 CIIOXKMBAE TIIIOKO3Y Ta CHHTe3ye ATD?

b) Bepyuwu 1o yBaru, 1o cranionapHa koHuenTpauis AT® y cepueBomy M’s31 JOpiBHIOE
5,0 MKMOJIb/T TKAHUHH, OOYUCIIITEL Yac, HeOOX1JHUI JIsi IOBHOIO OHOBJICHHSI KIITHHHO-
ro nyny AT®.

Slka Teopist CTBepP/KY€E, 110 CHEPTis €IEKTPOXIMIYHOIO I'paJlieHTa MPOTOHIB KpPi3h BHY-
TPILIHIO MITOXOH/IpiaIbHy MeMOpaHy BUKOPUCTOBYeThCs [uisi cuHTesy AT® 3a nacuBHO-
ro nepemitieHHs: H™ Ha3aj y Marpukc yepes npoToHHY 1opy B Monekyii AT®-cunrazu?
1) xemiocMOTHYHA;

2) ximivHa;

3) xoH(popMariiiiHa;

4) enmexTpoximiuHa.
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6.

7.

9.

Yomy cunre3 ATPD y MiTOXOHIPisiX 0JOKYETHCA 32 J0AaBAHHSA OJiroMiuuHy?

1) OGmokyeThcs cipsiMOBaHUH y MaTpuKe moTik H' uepes mporonnmii kanan AT®-cuaTa3M;
2) “po3citoeThcs’” TpaHCMEMOPaHHUI I'PaJIIEHT ITPOTOHIB HA MEMOpaHi;

3) Onoxyrotbcs caiitu 38’ s3yBannd A/l i @ na F| cy6omunnii AT®-cunTasy;

4) iHriOyeThCs MEepeHeCeHHs eICKTPOHIB MK Komiutekcamu | i 11 auxampHOTO NaHIOTA.

BuopaTtn npaBuIbHI XapaKTepUCTHKHU poTaniiiHoro karanizy AT®-cuHTa3010:

1) TmoTiKk MPOTOHIB Yepe3 KOMIOHEHTY [ CHPUYMHSE IMKJIIYHO MOBTOPIOBAHY 3MiHY
KOoH(OpMaIlii KoYKHOTO 3 HYKJIE€OTH/I3B A3yBaIbHAX LEHTPiB KOMIOHEHTH F;

2) HyKJIEOTHI3B’A3yBabHi IIEHTPH KOMIIOHEHTH F, CroYaTKy 3B’s3yioTh AJID + @ ,
nani AT®, a otim cTaroTh MOPOKHIMHU;

3) 3a KO)KHOI 3 TPHOX poTaliiHKX (a3, KoM CHOCTEpIracThes 3MiHa KoH(opMarlii HykiIeo-
TH/I3B’A3yBAJIGHUX LEHTPIB KOMIIOHEHTH ', Y-CyOOIMHUIIS MOBEPTAETHCS Ha 360°;

4) 3a KO)KHOTO 00epTy y-cybomuamIi Ha 360° CHHTE3YIOThCA Ta Bil’ € HYIOTHCS BiJ TO-
BepxHi GpepmeHTy Tpu Monekyan ATO.

BuOparTu npaBuiibHi XapaKTepUCTHKH KOMIOHeHTH F| AT®-cunTasu:

1) mictuts nentpu 38’ s3yBaHHst ATD 1 AJ1D;

2) cKJIagaeThes 3 TPhOX CyOOAMHMI — d, b Ta ¢;

3) ¢dopmye npoTOHHY TIOPY;

4) xapOOKCHKIHIICBI CITipai KOKHOI 3 HOTO ¢-CyOOIMHUITH YTBOPIOIOTH 30BHIIIHE KIJTBIIE
niamerpom 55 A.

BuOparu npaBuiibHi XapaKTepHCTHKA KOMIIOHEHTH F| AT®-cunrasu.
1) mepudepmunmii MeMOpaHHUI OLTOK;

2) iHTerpajdbHU MeMOpaHHUN O1JIOK;

3) uymiuBa 10 OJITOMILIUHY;

4) 3B’s13ye AILD 1 ATO.

SAxum ynHOM XimiuHi po3’eanyBaui JTH® i FCCP BnjiuBaioTh Ha npouecu nepeHe-

CeHHsI eJIeKTPOHIB Ta oKUCHe (pocopuioBaHHsA?

1) 3B’s3yroTh H' Ha 30BHIIIHBOMY 0011 MiTOXOH/IpiabHOT MEMOpaHH, IIPOHNKAIOTH Y MaT-
PHKC, JIe BUBUIGHSIOTH IIPOTOHM, TUM CAMUM ‘‘pO3CIIOI0YH”’ TIPOTOHHUI TPAJIIEHT;

2) ONOKYIOTH CIPSMOBAaHUHM y MaTPUKC MOTIK MPOTOHIB Kpi3b MpOTOHHHUN KaHanm AT®-
CHHTa3M;

3) Onoxyroth caiitu 38’ s3yBanns AJID i @ na F| cybomunnii AT®-cunrasy;

4) 3HMWKYIOTH akTuBHICTE HA JIH-neringporenasmu.

10. InTerpanbHmii 61/10K aJeHIHHYKJICOTHATPAHCI0KA3a Y BHYTPillIHii MiTOXOHpia -

Hilf MeMOpaHi:

1) 38’s3ye mMonekyny AJI®D* y MixkMeMOpaHHOMY TIPOCTOPI i TpaHCIOPTYE i y MaTpuKe
B 00MiH Ha MoJieKkyiy ATD*;

2) € aHTHUIIOPTEPOM;

3) ¢yHkuionye 6e3 TpaHCMEMOPaHHOTO eJIEKTPOXIMIYHOTO I'paliEHTa;

4) cmenudivyHO iHTI0YETHCS ATPAKTHIIO3HIOM.

11. SAxi yoBHMKOBI cucTemu nepeHocsaT HAJ[H-3a1eskHi BiTHOB/IIOBaJ/ILHI eKBiBaJIeH-

TH i3 HUTO30/110 B MATPUKC MITOXOHAPiA?
1) mamar-acmaprarHa;

2) mminepon-3-docdarHa;

3) cyxnuHaT-QpymMapaTHa;

4) mipyBaT-OKcajoareTarHa.
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PO3AIA 12

MITOXOHAPII 1 AKTUBHI
®OPMU OKCUTEHY

e 3araAbHa XapaKkTepuCTMKa Ta AXKepeAa aKTMBHHMX
¢opm okcureHy B KAITHHI

¢ [pouecu NepoKCUAHOTO OKUCHEHHS AIMIAIB:
MexaHi3mu, piziororiuHe Ta naToAoriyHe 3HaYEeHHs

e AHTMOKCHMAQHTHMI 3aXMUCT KAITUHU

Y nonepeaHix po3ginax Mu getanbHO O3HAaNOMUINCS 3 POSIIIHO MITOXOH-
Opin y NigTpUMaHHI eHepreTMyHoro ctaHy KnituHu. e ogHvm Baxnuesum
acnekTom OYHKLOHYBaHHS MITOXOHAPIV € TXHS y4acTb Y BinlbHOpaguKarb-
HOMy MeTaboniami. [ns BULLMX (DOPM XKUTTS HAA3BMYAHO BaXKIMBUM € KU-
CeHb, peakLis BiHOBMEHHS SIKOro 40 BOAW CTaHOBWUTL OCHOBY GioeHepreTu-
K/ opraHiamy noguHu i TBapuH. Llen npouec npoxoauTb y MITOXOHAPISX,
3abe3nevytoum cuHtes AT®. OgHoYacHO 3 OKUCHMM (hOCHOPUITIOBAHHAM,
y sikomy BuKkopucToByeTbCs 40 90 % KUCHIO, LLIO CMIOXMBAETHCS OPraHiaMoM,
y KniTMHax NOCTiNHO BiAOyBalOTbCA BiNbHOPaAMKanbHi peakLii 3 yTBOpeH-
HSIM MPOMDKHUX MeTaboniTiB okcureHy, abo akTMBHMX hOpPM OKCUreHy.

12.1. 3ATAAbHA XAPAKTEPMCTUKA N AXKEPEAA
AKTUBHUX ®OPM OKCUTEHY B KAITUHI

AKTUBHI (POpPMH OKCUTEHY € TIPUPOJHUMH MPOAYKTAMHU KUTTEMISTIBHOCTI KJTi-
THH, IO 3aJ(isHI B peaii3amii pisHOMaHITHUX (izionoriuaux (QyHKIiH, onqHAK HA-
MipHe 3pOCTaHHs IXHBOI KIIBKOCTI MOJKE CIIPUYMHUATH TATOJIOTI4HI 3MIHN y KIIITHHI

(puc. 12.1).

AkTUBHI popmm okcureHy (aHrn. Reactive Oxygen Species, ROS) — ximiyHO
aKTUBHI CMOMNYKN OKCUrEeHY, 30Kpema, CyrnepoKCUA-aHiOH, NepOKCUA-aHioH,
rigpoKcun-pagnkann.

o >k Take akTUBHI ()OPMH OKCHUTEHY 1 IK BOHU TIOB’s13aH1 3 MiTOXOHpissMu? J{1ist
Toro mo0 BIAMOBICTH HA 1€ MUTAHHSI, HEOOXIAHO MPHUTANATH, IO Cepel AKTHBHUX
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(hopM OKcHTeHy YiNIbHE MiCIle 3aiiMaroTh (TIOPsi/ 3 I0HAMU OKCHTEHY Ta TIePOKCH/Ia-
MH) BUTBHI paJiMiKalii OKCUTeHY. BiJIbHI paguKaJm — e MoJeKynu, aToMu ado 10HH,
SIK1 MalOTh HECTIAPEHi eJICKTPOHH Ha 30BHIIIHIN Op0OiTali, 1[0 BU3HAYAE IXHIO BUCOKY
peaKIIiitHy 3MaTHICTb.

OundbepeHuiadin

CrapiHHsA
PeryntoBaHHs agresii KnituH MyXAuHHI TpaHchopmaLii
MocunexHs imyHHOT BiANOBIAj ATepockriepos

IMyHiTeT €—-—-= o —> AyTodharis

HenpopereHepaTyBHi 3aXBOPIOBaHHSA
AnonTto3 PesmaroigHui apTpuT
CurHanbHi Wwnsaxu YiukomkeHHs 3a iwemii / penepdysii
OxupiHHA Ta giabeT

PeryntoBaHHA

Puc. 12.1. ®isionoriyHa ponb akTVBHUX (hOPM OKCUIeHy B OpraHi3mi

Kucenb Mae Taky MOJeKyJsIpHY opOiTaiib, sika CIIPHUsiE€ YTBOPSHHIO paJluKalliB,
i B OCHOBHOMY CTaI[iOHApPHOMY CTaHi Ma€ J[Ba HECIApEHHUX EICKTPOHH 3 napajieib-
HuMY CIIIHAMH, IO PO3MIIlEH] Ha pi3HUX T*-opOiTansx. 3a Takoro CTaHy piBeHb
BIJIBHOT eHeprii € MEHIIMM TOPiBHSHO 31 CHHIVIETHUM KHCHEM, KOJIH eJIEKTPOHH Ma-
I0Th npomujiedicHi CIiHM 1 IepeOyBar0Th Ha OJHINA a00 pi3HUX T*-opOiTaisax. YHa-
CJIIJIOK 11i€1 0COOIMBOCTI Oy/IOBH TPHUILICTHUI KUCEHb HE MOYKE OJIHOYACHO TPUHHS-
TH J[Ba EJICKTPOHH BiJ| IEPEBAKHOI OLIBIIOCTI OPraHIYHUX MOJIEKYI — JIOHOPIB HapH
€JIEKTPOHIB 13 IPOTHUIICKHUMH CITIHAMH.

VY npotieci KJIITHHHOTO AMXaHHsI BiTHOBJICHHS KMCHIO JI0 BOJIU 3I1MCHIOETHCS 3a
pPaxyHOK IpHETHAHHS YOTHPHOX eJIEeKTpoHiB. Ha mepmiomy erarii BiTHOBIEHHS KHC-
HIO JI0 BOAM 3ajisiHi okcunasu (3okpema, HAJI(®D)H-xperinporenasa, muToxpom-c-
OKCH/JIa31 MITOXOHJIPi#i TO1110). OJHOEICKTPOHHUMH JJOHOPAMHU-KO(PaKTOPaMH € 10HH
3MinHOiI BatenTHOCTI (Fe?', Mn**, Mo?', Cu?") Ta/abo opraHiuHi MOJEKYH, 110 MO-
XKYTh iICHYBaTH y BUIBHOpaJMKAIBHOMY CTaHi (XiHOHH, ¢raBinu). BoHn 3yMoBo-
I0Th OJIHOCJICKTPOHHE BiTHOBJIICHHS KHCHIO JIO CYIIEPOKCH/I-aHIOHA (CyTEePOKCHTHO-
ro pajyKaia, CynepokCHI-aHiOH-pajukana, ‘0,) 3a dizionoriynnx 3xavens pH:

0,+e—"0,. (12.1)

Cynepokcua-aHioH — Iie 3apsAHKeHa YaCTHHKA, SIKa HE MOKE IPOUTH Kpi3b 0io-
JIOTiYHI MEMOpAHH 1 € JDKEPEJIOM 1HINX aKTUBHHUX ()OPM OKCUTEHY Yy KiIiThHi. Lls
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CTOJlyKa HEecTabllbHA Yy BOAHUX PO3YMHAX 1 IIBHIKO JUCMYTYE 3 YTBOPCHHSIM
. 2.
nepokcua-ationa (O)):

‘0, te— Oi'. (12.2)

Y BOIHOMY cepelOBHII KJIITUHU MEPOKCHA-aHIOH iCHY€ y BUIJISL TiIPOTEH I1e-

poxcuny (H,O,).
OMHOENEeKTPOHHE BiJIHOBJICHHS NMEPOKCU-aHIOHA (TPETiil eIeKTPOH Ha IUIAXY
[TOCTYIIOBOI'O YOTHUPHOXEJICKTPOHHOIO BIIHOBICHHS KUCHIO 10 BOJH ) CIIPUYUHSIE BU-

HUKHEHHS JyX€ peakiliiiHo3aarHoro rigpokcmia-pagukaia (‘OH) Ta rigpokcuu-
iona (OH):

O +e+2H"— "OH + HO'. (12.3)

[IpueqHaHHS YETBEPTOrO EICKTPOHA JI0 TiAPOKCHII-PAMKAIIa 3yMOBJIIOE TIOBHE
BiJTHOBJICHHS] OKCUTEHY — JTO MOJIEKYJIH BOJIU (JIUT1IPOTE€H OKCHTY, HZO):

‘OH+e+H"— H,0. (12.4)

Jleranbhime MexaHi3M yTBOPEHHS aKTHBHHUX (DOpPM OKCHI'€HY 3a BiJHOBIICHHS
KHCHIO JI0 BOJIM Y )KMBHX KJIITHHAX IIpe/ICTaBICHUH Ha puc. 12.2.

ENeKTpoH-TpaHCNopTHWIA NaHLior

miToxoHapin, HALI(®)-okcnaasa (MembpaHa), Cynepoxkeua- PeaKLLiﬂACD?HéOHa (Ee, Cu),
KCaHTUHOKCKAA3a (UMTO301b) . avcmyTasa peakuis Mabepa—Belica .
02 14 H02 14 H202 14 OH 14 Hzo
e rinponepokcun e rigporeH e rinpokcun €
paavkan nepokcug pagvkan
Mi . Karanasa,
JLOACUADI |_\ FyTaTioH Nepokcuaasa
HAL(®)- 4
AN -O— Cynepokcuz aHioH 2e
2 pagukan

KCEHTVIHOKCVI,ClaGE |—/
TinokcureHasa |—/
Puc. 12.2. MexaHi3m yTBOPEHHS akTUBHUX (DOPM OKCUIeHy 3a BiHOBIIEHHS KMCHIO O BOAM

OTxe, i1 9ac BiTHOBJICHHS KMCHIO JI0 BOJM Y MPOIIECi MiTOXOHIPialIbHOTO JIH-
XaHHS MOXXYTh YTBOPIOBATHCS TPU aKTHUBHI (JOPMHU OKCHIEHY — JiBa pPaJdKaId Ta
OJI1H 10H okcureny (peaxiii 12.1-12.3). MiToXoH/pii € OCHOBHHM JIXKEPEIOM aKTHB-
HUX (OPM OKCHUICHY Yy KJIITHHI, X04a BOHH TaKOXK MOXXYTh YTBOPIOBATHCH y LIUTO-
1a3Mi, MikpocoMax, MeMOpaHax sijipa i eHJI0IUIa3MaTHYHOTO PETUKYIYMY.

OCHOBHMM reHepaTopoM TaKMX aKTUBHUX (DOPM OKCUTEHY SK CymepoKcua-
aHiOH, NepoKcuA-aHioH i rigpoKcus-pagukan € anxanbHuU NaHLor MiTo-
XOHAPIN.

Bynb-siKuil KOMIOHEHT AMXAJIBHOTO JAHIIOIa MITOXOHIPiK B aepOOHHMX yMOBax
MTOTEHIIHHO MOYKe OyTH TOHOPOM €JIEKTPOHA Il YACTKOBOTO BiTHOBJICHHS KHCHIO.
OpnHax He BC1 AnXaibHi KOMIUIEKCH pOOJISITH OHAKOBUI BHECOK Y POAYKLIIO AaKTHB-
HUX (OpPM OKCUTEHY MITOXOHIpissMU. HalOibpIma KiTbKICTh CYTIEpOKCHA-aHiOHA Ta
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MEPOKCH-aHIOHa reHepyeThest KomIiekcoM | 1 kommuiexkcom 111 nuxansHoro NaHIIO-
ra MiToxoHJpii (puc. 12.3), a Takox 32 (EPMEHTATUBHOTO BiJIHOBJICHHS OKCHUTEHY
B peaKisx, ki karamizytots pepmentn HAJIH-untoxpom-c-penykraza ta HA IOH-
LUTOXPOM-C-PEIYKTa3a.

EneKkTpoHTpaHCnopTHUIA 30BHILLHSA
naHuor MiTOXOHApianbHa
MembpaHa

BHyTpiLHS
MiTOXOHApianbHa

mMembpaHa

@ roar — MiuepodocdataerigporeHasa

@ OKP  — dnaBonpoTeiH-ybixiHOH okcugopeaykTasa
o-KAI — a-KetornytapataerigporeHasa

MAr - MipyBataerinporeHasa

MiToxoHapianbHWiA MaTpukc

Puc. 12.3. [eHepyBaHHs akTUBHUX (DOPM OKCUreHy KOMMOHEHTaMM1 ONXarnbHOMO NaHLora MiToXoH4pin

Joxepenom H,O, Mmoxke Oytn Takok (KpiMm (epMEHTIB JMXaTBHOTO JIAHIIOTA)
HAJ1H-okcuiasa 30BHIITHBOT MEMOpaHA MIiTOXOH/APiH. MaTpuKc MITOXOHAPINA Mic-
TUTh BUCOKOAKTHBHI (IIaBiHOBI (pepMeHTH (JeTiApOreHasn o.-KeTOKKCIOT, MOHOaMi-
HOOKCHJa3M), SIKi MOTEHLIHHO 37aTHI pearyBaTH 3 KUCHEM, YTBOPIOIOYH CYyTEPOK-
CHUJ-aHIOH 1 TimporeH mepokcua. KpiM Toro, cynepoKCHI-aHiOH YTBOPIOETHCS BHA-
CIIIJIOK peaKliii, sIKi KaTaizye KcaHTHHOKcuAasa (puc. 12.4), Ta HepepMEeHTaTUBHIM
CIOCOOOM y PeaKIlisiX, iIHAYKOBAHUX PI3HUMH TOKCHYHUMH YUHHUKAMH, 10HI3yFOUUM
BUITPOMIHIOBAHHSM TOIIIO.

3a }i3ionoriyHuX YMOB aKTUBHI ()OPMHU OKCUTEHY B IMXATbHOMY JIAHIIIO31 YTBO-
PIOIOTHCS B HEBEJMKIH KiJTbKOCTI BHACTIIOK “BUTOKY” 3 MiTOXOHApPi#H 5—10 % enext-
POHIB, 110 TPAaHCTIOPTYIOThCA JaHItoroM. [IIBUAKICTE yTBOPEHHS CYNepOKCHA-aHi0-
Ha B MITOXOH/PIAX MPSIMO MPOMOPITiiiHA CTYNIEHIO CIPSHKEHOCT] TUXATBHOTO JIAHITIO-
ra i pi3Ko 3pocTae 3a Horo 0JIOKyBaHHs. [ eHepyBaHHS CyNEpOKCH/I-aHIOHA 3POCTaAE,
30KpeMa, 33 IHTCHCUBHUX M’S30BUX CKOPOYEHb y CKEJIETHHUX M’sI3aX.

Otxe, 3a HASIBHOCTI KUCHIO TeHepallisi akTHBHUX (DOPM OKCHI'€HY € MIPHPOJTHUM
¢izionoriunum nponecom. Ha BigMiHy Bil KMCHIO, TPOMIXHI MPOAYKTH HOTO Bif-
HOBJICHHS € BUCOKO PEaKIiHHO3MATHIMHY 1 MOXKYTh He()ePMEHTATUBHO OKHCHIOBATH
017Ky, JIiMiAK, BYIJIEBOAM Ta HYKJIETHOBI KUCIOTH. 3a (i3i0NO0riuHUX YMOB aKTHBHI
(GOopMH OKCHUTeHy He HarpOMaJKYIOThCs Y KIITHHAX, a Ty)Ke IMIBUAKO MeTabomi3y-
I0Th, TOMY 1XHsI KOHIIEHTpailisi craHoBUTH 107'—10% M.
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OpraHe
depMeHTHI praHenn

cucrtemMm

- EnponnasmatuyHmnim lepokcrcoma

peTukynym

JlinokcureHasa

B-OKUCHEHHSA

KcaHTuHoKcnaasa XKUPHUX KMUCNoT

LiuknookcureHasa
> ik
Lintoxpom P450 Anpo
MOHOOKCUreHasa
HAL®-okcvpasa

NO-cuHTasa

MopyLueHHs
Tona | o,
y —
@ MiToxoHapis

Puc. 12.4. OcHoBHi Jxepena akTUBHUX (hOPM OKCUTEHY Y KMiTUHI

TpuBanuii yac akTHBHI HOPMH OKCUTCHY PO3IIIAJAIH K MTOOIYHI MPOAYKTH KHC-
HEBOTO MeTaboi3My. Ha chorofHi 10BeeHO, IO BOHU OCPYTh yUacTh y KIITHHHUX
Ipoliecax sk BTOpUHHI MECEHIKEPH 1 BiAMIOBIIAIOTH 3a MepeaaBaHHs PeryIsITOPHOTO
CUTHAJY BiJl MDKKJIITHHHAX CHUTHAJIBHUAX MOJEKYI 1 IXHIX MEMOPaHHUX PElEenTOpiB
JI0 BHYTPILIHbOKIITHHHUX PETYISTOPHUX CHCTEM, SIKI KOHTPOJIIOIOTH EKCIIPECito Te-
HiB. 3 aKTUBHUMHU (OpPMaMH OKCUTEHY TIOB’s3aHa Iepeada CUrHaIy BiJf TpoMOoLu-
TapHOro (hakTopa pocCTy, eMiIepMaIbHOro akTopa pocTy, TpaHchopMydoro hak-
Topa pocty B-1, pakropa Hekpozy nmyxiauH (TNFa). @akTop HEKpO3y MyXJIMH Yepes3
T IBUIIIEHHST YTBOPEHHS aKTUBHHUX ()OPM OKCUTEHY aKTHUBY€E (DAKTOPH TPAHCKPHUITIITIT
NFxB i AP-1. AxtuBHI (hopMH OKCHI€HY aKTUBYIOTh CHHTE3 MITOXOHIpiajbHOT
JHK, perymtotoun B Takuil criocid quxanbHY aKTHBHICTh KJIITHH. BOHM Takox 3a-
JIy4YeHi JI0 MPo1eciB (haroruTo3y Ta CIpUsIOTh 3HUIICHHIO TYKOPiTHUX KIIITHH.

12.2. NMPOUECU NMEPOKCHNAHOIO OKUCHEHHA
AITIAIB: MEXAHI3MU, ®I3IOAOIYHE
TA MATOAOTTYHE 3HAYEHHA

3a TosIBY BUTHHUX PAJAMKAIIIB UM 1HIINX aKTUBHUX ()OPM OKCUTEHY Y KITITHHI pO3-
[MOYMHAETHCS JIAHIIFOTOBA PEaKIlis BUILHOPAIUKAILHOTO OKHCHEHHs. s peakiiist
€ CKIIQJIHUM 0araTocTalifHIM MPOIIECOM, IO BiIOYBA€THCS 3a HASIBHOCTI CyOCTpaTiB
OKHCHEHHSI, JI0 IKHX HaJIeXaTh MEePeBAKHO HEHACUUEHI KUPHI KUCcI0TH (ocdorimi-
JIiB OloMOTiYHMX MeMOpaH, a TAaKOXK OLIKY Ta HyKJIETHOBI KUCIIOTH, 1 TPU3BOAUTH 10
yTBOpeHHS opraHiunux rigponepoxcuais (ROOH). He3anexHo Bix TOro, MpoXoanTh
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OKHCHEHHS ()epMEHTATHBHUM 4H He(hepPMEHTATUBHUM CITIOCOOOM, BUIISIOTH KilTbKa
CTai# ITLOTO MPOTIECY — IHIMIFOBAaHHS, PO3TaTy>KeHHS Ta OOPHB JAHITIOTa OKHCHEHHS.

Ha cranii iHimifoBaHHS JIAHIIOTa AJKII-paJdKan yTBOPIOETHCS 3a il pi3HUX
YUHHHKIB CIIOHTaHHO!

RH — 'R. (12.5)
3a HasIBHOCTI KMCHIO B pPeaKii B3a€MOJii 3 HUM BUIBHOTO paJuKalia YTBOPIOETHCS
MIEPOKCHII-PaIUKAT OpraHiuHOi pedyoBHHHM (JIIITiJiB, O1IKIB, HYKJIETHOBHX KHCIIOT):

‘R+0,—OR. (12.6)

Ha cranii posramy:xeHHs JTaHIFOra MEPOKCHII-PaIKal B3a€EMOJII€ 3 1HIIIOI0 OpraHid-
HOIO MOJICKYJIOIO Ta YTBOPIOETHCS T1APOTICPOKCH] 1 11 OJTUH aJIKiI-paiuKa:

‘O,R + RH — ROOH + "R. (12.7)

Kpim Toro, riiponepokcu Moxke po3majaTiucs 3 yTBOPSHHSIM HOBUX PaJIMKaNTIB, IO
MIOCUJIIOE PO3ralyKEHHS JIAHLIIOTA:

ROOH — "OR + "OH, (12.8)

ne "OR — anxokcun-pagukan, a ‘OH — rizpokcun-paaukan. 3aBaski yTBOPEHHIO HO-
BUX paJIMKaJIiB peakiis HaOyBa€ JIAHIIOTOBOTO XapaKTepy.

He Bci BUTBHI paukaiTy 3aTy9eHi B iHIIIFOBAHHS Ta PO3TATYKEHHS JaHITIOTOBUX
peaxiiii okucHeHHs. YacTHHa 3 HUX B3a€EMOJIIIOTh MiX COOOIO 3 YTBOPEHHSM Heak-
TUBHHMX MOJICKYJIIPHUX MPOIYKTIB, IO 3yMOBJIIOE 00pUB (TEpPMiHALIi0) JIAHIIIOTA!

'R+ R —>RR, (12.9)
"‘O,R +'R — ROOR. (12.10)
[lepeBakHO 1HILIIOIOYMM areHTOM BLIbHOPAIUKAILHOTO OKUCHEHHSI y KIITHHI

€ akTUBHI (JOpPMH OKCUTEHY.

YTBOPEHHS TigponepokcuaiB ninigis, iHiLinoBaHe BiNbHMMU pagukanamu,
Ha3MBa€ETbCA NEPOKCUAHMM OKUCHEHHAM MinigiB.

3a ¢izionoriyHUX yMOB came NEpPOKCHAaM JIMi/iB HalCKUTh BAXKIMBA POJIb
y MeTabomi3Mi TIEBHUX PEYOBHH, y MATPUMAHHI TOMEOCTa3y OpraHi3My Ta HOro
ajanTaiifHux peakiiii. [lepokcuau mimiiiB € HEOOXiTHOK MPOMIKHOK JIAHKOO
y CHHTE3i MPOCTaraHJ1HiB, TPOMOOKCAHIB, JICHKOTPIEHIB, CTEPOiTHUX TOPMOHIB.
[Iporecy mepoKCHIHOTO OKMCHEHHS JIIITiJTiB 3aJTy4eH1 /0 OHOBIIEHHS CKIaLy pocdo-
ninigiB meMOpan. bimzpko 2—3 % mimigiB MeMOpaHu MOCTIHO TIepedyBaroTh y cTa-
Jii okucHeHHs. [HTeHcuBikallis MepOKCHUIHOTO OKUCHEHHS JIIJIIB CIPHUSE TPUCKO-
peHHIO 00MiHYy (hocoimiaiB, 3MiHI IXHROTO BIIHOCHOTO CKJIAMY, JIiMiJ-OlIKOBHX
B32€MO3B’SI3KiB 1, IK HACIIJIOK, 3MiHaM CTPYKTypu MeMOpanu. Ha choro/Hi oBeeHo,
o (GyHKITIOHYBaHHS MEMOpaHHUX OUIKIB-(EpPMEHTIB, pEIENTOPIiB, I0HHUX KaHAJIIB
1 TpaHCTIOPTEPiB 3aJEKUTh BiJl IXHBOTO JIMiTHOTO OTOYEHHs. TOMy 3MiHa CKIazry
JMiTiB, 3yMOBJICHA 3MIHOIO IIBUIKOCTI MEPOKCUIHOTO OKHCHEHHS JIMiJIiB, 3MIHIOE
1 aKTUBHICTh MEMOpAaHHUX OLJIKiB.
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R H,0 R
7 + 'OH _L) 4 Papvkan ninigy

H
IHiuiauis
Ninig 0,
PosranyxeHHs
R R R R R R
4 4 + v 3 \
OOH H ‘00 + TepmiHauis (0]6]

Figponepokcung Mepokcun-pagukan CknagHui

ninigy ninigy OpraHiyHnn nepokeung

Puc. 12.5. CxemaTnyHe 306paxKeHHs cTagiii npoLecy NepoKCMOHOMO OKUCHEHHS Miniais

@pakuii pocdomnimigiB cyTTEBO BIIPI3HIIOTHCS 32 CTYTIEHEM OKUCHEHHS 3aJI€/KHO
BiJI KIJTBKOCTI 1 HACHYEHOCTI )KUPHHUX KUCIOT. KpiM Toro, Gocdaruanneranonami,
dbocoaruauncepus 1 GochaTuAUIIHOZUT HAHOUIBIIE 3aJIy4alOThCs Y MPOLIECH Tie-
POKCHIHOTO OKHCHEHHS JIiMiAiB, a chiHroMienin i Gpocharnanixonin — HalMeHIIe.

BaxxnmuBy pons B iHIimiamii Ta MIBUAKOCTI MPOIIECIB MEPOKCUIHOTO OKUCHEHHS
JIMiAiB BiAIrpaoTh KaTioHH Gepymy, SKi € y MeMOpaHHHUX CTPYKTypax, IO 3B’si3aHi
3 (pepMeHTaMHU Ta OITKAMH-TIEPEHOCHIUKAMHU — TpaHchepuHOM 1 peputrHOM. YacTu-
Ha KaTioHiB depymy Moxe OyTH 3B’si3aHa 3 QochaTHUMH TpynamMu MEMOpaHHUX
JMiAIB 1 HYKJICOTHIIB. 3a B3aeMOIii 3 KMCHeM KaTionu Fe?* 3aimydeHi 10 yTBOpEHHS
CYTIepOKCUI-aHiIOHA, TiIPOTeH MEPOKCUAY 1 T1IPOKCIII-paIAKaIa;

Fe* + 0, - Fe¥ +°0, (12.11)
Fe* + 0, + 2H" — Fe¥* + H,0,, (12.12)
Fe* + H,0, - Fe*" + HO™ + "OH. (12.13)

Karionu Fe*" oKMCHIOIOTRCS TiiporeH mepokcumaoM 1o kationis Fe’*. s peakiis
Mae Ha3By peakiis ®entona [Fenton, 1894]. Ii mexanism 3ampomnonysamu I'abep
i Beiic [Haber, Weiss, 1934].
V cBoto uepry, Fe’* Moke B3a€MOJIisITH 3 TiPOTeH MEPOKCHIOM 3 YTBOPCHHIM
Fe*":
Fe** + HO, — Fe*' +‘O,H + H’, (12.14)

Fe'" +°'0,H — Fe2' + 0,+ H". (12.15)

ABTOOKHCHIOBAIIBHA [ist KaTioHiB Fe*" BUABIAETHCS 3a TXHBOT KOHIIEHTpAIIil BHIIE
10°-10"* M. B3zaemonist karioniB Fe?* 3 rimpornepokcuiaMu JiMiIiB CynpOBOKYEThCS
YTBOPCHHSIM BITbHUX PAJUKAIIB, K TAFOTh MOYATOK HOBUM JIAHIFOTAM OKUCHCHHS:
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[-CHOOH-] + Fe** — ["*OCH-] + Fe* + HO", (12.16)
[OCH-] + [<CH,-] = [<CHOH-] + [“CH-] i . . (12.17)

[Nepoxcnam mimiziB € HECTAOUTEHUMH 1 pO3MAIAI0THCS 3 YTBOPEHHSIM aJIbJICTi/IiB
(KammpOHOBUH aibJIeri/I, MAJOHOBHM Jiajib/IeTi/l, HalliBaIbIEril TUKapOOHOBOI KHC-
notH). Lle BinOyBaeThCs yHACHTIIOK pO3pHBY B skupHii kucioti C—C-3B 3Ky mopsi
i3 IEPOKCUIHOIO TPYIIOH0. Y TaKuid Croci0 MOXKYTh OKUCHIOBATUCH SIK BUTHHI )KHUPHI
KHUCJIOTH, TaK 1 IXHI 3aJINITKA y CKJIadi IHITUX JIMiaiB. [1iq gac mepoKCHIHOTO OKHC-
HEHHS JIMIJIB MOCIiZOBHO YTBOPIOETHCS IIUPOKHIA CIIEKTP MPOIYKTIiB: BiIbHOpaAH-
KallbHI IHTEpMe/IiaTH, TPOIYKTH ITOYaTKOBOTO TiAPOIIi3y JMiiB (T1ApOIIepOKCHIN),
MPOMIXKHI a00 BTOPUHHI CIIOJIYKH, SIKI YTBOPIOIOTHCS Y PE3YJIbTaTi po3mnaay Tiapo-
MEPOKCUIIB (MAJOHOBHM JiaJbJIETi]l), Ta KiHIIEBI MPOAYKTH — HU3bKOMOJIEKYIISIPHI
JIETKOJIETK] BYIJIEBO/HI (€TaH, IIEHTaH).

MpoLiecu NepoKCMAHOro OKUCHEHHS MiniAiB NOCTiiHO BiAOyBaloTbCH y HOPMiI
B YCiX TKaHWHaX XXWMBUX OPraHiamiB, 0fHaK IXHS iHTEHCUdiKaLia 3yMOBIIOE
NnopyLleHHs (OYHKUIOHYBAHHSA KMITUH YHACMNIAOK YLIKOOXEHHS KITITUHHUX
MembpaH.

Hanmipae 3poctanHst piBHSI IPOAYKTiB TEPOKCUIHOTO OKUCHEHHS JIIITiiB MOYKE
MaTH HETaTHBHI HACIIAKY IS KJIITHH, TKAHUH 1 IJIOTO OpraHi3my. 30Kkpema, 3poc-
TaHHS TeHEPYBaHHS aKTUBHUX (DOPM OKCUTEHY U iHTEHCH(IKAIisl POIECiB MEepPOK-
CHJIHOTO OKHCHEHHSI JiMiJiB € OCHOBHUMH (DaKTOpaMH PO3BHUTKY OKCHUAATHBHOTO
CTpecCy, IO BUHUKAE y BIAMOBINb HA OyIb-SIKUN CTPECOPHUN YMHHHK: (i3WUHI Ha-
BaHTAXKCHHS Ta TIIIOIMHAMIIO, TIIEPOKCIIO Ta INOKCIto, ieMito 1 T.i. ToOTo akTHBa-
IIisT TIPOLIECIiB MEPOKCUIHOTO OKUCHEHHS JIMiIIB € Hecenu(igHIM KOMIIOHEHTOM
CTpec-peakiiii opranizmy Ha Oy/ib-sIKi TPUBaI i HaJIMipHI BIUTMBH Ta 3yMOBIIIOE PO3-
BUTOK Pi3HOMaHITHHX IIATOJIOTiH 1 XBOPOO.

12.3. AHTMOKCUAAHTHUIN 3AXUCT KAITUHU

Hanpy>xeHnst (piBeHb) KUCHIO Y TKAaHWHAX BU3HAYAETHCS K HOTO HAIXOIKEH-
HSIM, TaK 1 BAKOPUCTAHHSM Y KOHKPETHUX (i310JI0TTUHIX YMOBaX, B SIKUX nepeOyBa-
I0Th KIIITHHH, TOMY KOJHMBA€ThCA y NOCUTH IIMPOKOMY Jiama3oHi 3HadeHb. Taki
KOJIMBaHHSI HAIPY>KEHHSI KUCHIO CIIPUYMHSIOTH KOJIMBAHHS IHTEHCHBHOCTI TeHeparlii
aKTHBHUX ()OPM OKCUTEHY Ta MPOLECIB MEPOKCUAHOTO OKUCHEHH JiniiB. Bunukae
noTpeda y crenudivHiil cucTeMmi, ssika 6 MOTIIa 3aXUCTUTH KIITHHY BiJl TOTCHITIIHO
HeOe3neyHnX e(eKTiB, 10 CYNPOBODKYIOTh MPOIECH MEPOKCHIHOTO OKUCHEHHS
010JIOTIYHUX MOJIEKYIT.

Cuctema aHTUOKCUAAHTHOIO 3aXMUCTY HenTpanidye noTeHuinHO Hebes-
NeYHUN edPeKT akTUBHMX POPM KUCHIO i NIATPUMYE TXHIO KinbKICTb Ha i3io-
NOriYHOMY PiBHi.
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MexaHi3M J1ii aHTHOKCHAAHTIB MOXKE peai3yBaTHCs TAKUMH CTI0CO0aMu:

1) depe3 3HIKEHHS PiBHA I'eHepalii akTUBHUX (OPM OKCHIeHY i yTBOPEHHS
paJMKaJIiB 3aBJsIKH OOPUBY JIAHIIFOTIB BUIBHOPAIMKAIILHUX PEaKIlii, M0 3a-
Oesrmeuyerhest Ji€ro crienudiuHoi hepMmeHTaTHBHOT 1 HedepMeHTaTHBHOT
CHCTEM aHTHOKCHJAHTHOI'O 3aXHCTY;

2) uepe3 3B’s3yBaHHs KaTiOHIB METalliB 3MiHHOI BaJICHTHOCTI (epyMmy i Kympy-
My) 3 Oinkamu (TpancdepuHOM, NakTO()EepHHOM, LEPYIOMIa3MiHOM), IO
YHEMOJIIUBIIIOE YYaCTh IMX KaTiOHIB y BUTbHOPAAUKAIbHUX PEAKIIisX.

Husbke HanpyKeHHs! KUCHIO Y TKAHHHAX CTBOPIOE MEPETYMOBH JIJIsl 3HIKCHHS
reHeparlii akTuBHUX (hopM okcureHy. Kpim Toro, MiTOXOHIPIT MOXKYTh Oe3mocepes-
HBO PETYIIOBATH YTBOPEHHs aKTUBHUX (POPM OKCUI'€HY Uepe3 3MiHHU €JIEKTPOXiMiu-
HOTO TOTEHIiay i0HiB rifporeny. OJHUM i3 MEXaHi3MiB aHTHOKCHIAHTHOTO 3aXHC-
Ty € BiAKpUTTS nopu TpanzieHTHOI npoHukHOcTi (ITTII) y BHYTpimHil MeMOpaHi
MITOXOHIpiii. BoHa mpoHWKHA sl pedoBHH Macoro 1o 1,5 x/1, 1 11 BIAKpHUBaHHS BH-
PiBHIOE BCi TpallieHTH, BKItOYar04n rpagieaTd H' i eneprernynmx cyocrparis. Ls
Iopa BiJIKPUBAETHCS Y BiIIOBi/Ib HA 30UIBIICHHS KOHIICHTPAILIil 'O;, H,0, abo "OH,
IO MPU3BOAUTH JI0 MOCHUJICHHS TPAHCIIOPTY MPOTOHIB Y MAaTPUKC MITOXOHPIid, CTH-
MYJSLIT JUXaHHS 1 MBUAKOTO 3HW)KEHHSI HAaNpy»XeHHsI KUcHI0. Konu HanpykeHHs
KHUCHIO 3HIKYETBCS, IIBUAKICTh HAKOIIMYEHHS aKTUBHUX (JOPM OKCUI'€HY 3MEHIIY-
€TbHCS, 1 IOPa 3aKPUBAETHCA.

Kpim ¢ynkuionassHOTO criocoOy peryaroBaHHs PiBHS aKTHBHUX ()OPM OKCHTe-
HY, KJITHHU MalOTh HU3KY aHTHOKCHAAHTHUX CIOJYK (DepMEeHTaTHBHOI Ta Hedep-
MEHTaTHBHOT IPUPOJIH, 30KpeMa, (EPMEHTH CYNIEPOKCHITUCMYTa3y, Karanasy, Iy-
TaTiIOHTIEPOKCHIA3Y, a TAKOXK XIHOHH, O.-TOKO(EpoJI, aCKOPOIHOBY KHUCIIOTY, IIyTaTiOH
Ta iH. 3aBISKU B3a€EMOY3TOPKEHOMY (YHKIIOHYBAaHHIO LIUX CHONYK (OPMYETHCS
OararokackajHa CUCTeMa aHTHOKCHJIAHTHOTO 3aXUCTy KIITHH (puc. 12.6).

Cynepoxcuaaucmyrasza (COJ) — depmenT, sIKMii 3HEIIKODKYE CYIIEPOKCH/I-
aHIOHM 4Yepe3 MeXaHi3M IXHBOI AMCMyTaIlii Ta MepeTBOPEHHS Ha MEHII PeaKIliifHO-
3[IaTHI MOJIEKYJIH T1IPOTeH MEPOKCUY:

‘0, +0,+2H" - O, +H)0,. (12.18)

CO/l xaraiizye 110 peakIliio 31 MBHIKICTIO, HA TPH MOPSAKA BUIOI0, HIK 3a
CTIOHTAHHOI AucMyTarii. 3aBsSKK Takiil eeKTUBHIN il BMICT CylepoKCHI-aHIOHA
y KITiTHHI 3MeHIyeTbest 10 107?102 M. 3a pi3Hux (yHKIIOHAIBHUX Ta MaTOJIOTIY-
HUX [IPOIIECIB BMICT 1 aKTHBHICTb Pi3HUX (DOPM CYNEpOKCUATUCMYTA31 y PI3HUX TKa-
HUHAX 3MIHIOETHCS.

AKTHBHHUH TIEHTP IIHOTO (GEPMEHTY MICTHUTH KaTiOHHW METaJliB 31 3MiHHOIO Ba-
aentHicTio (Mn**, Cu*, Fe**, Ni*"), sixi 6e3mocepeiibo 6epyTh y4acTh y AUCMYTaIlil,
a TaKoX KaTioHu Zn*'.

VY MarpuKci MiTOXOHApiH € MaHranBMicHa cynepokcuanucmytasa (COJ12), cun-
T€3 AKOT IHTEHCU(DIKY€eThCs 3a 30inbIIenHHs piBHs "0,. Y 3aranbHiil Cynepokcuumc-
MyTa3Hiii aktuBHOCTI yacTka COJ[2 HeBenmmKa i CTaHOBUTH On3bKo 15 %. Y GaxTepiit
nopsia 3 ManraaBMicHoOr0 COJ] TparmisieTses Takox pepymmicaa CO/L.
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0,
Cu/Zn-COJ Mn-COfl
(umnTozsonb) || | (MiToxoHapis)
Peakuis ¥
deHTOHa
nyTarioH nytatioH-
OKWCHEHUI peaykTasa
Kartanasa FnyTatioH- HALG* OH-Tlinigu A®O
(Nepokcrcomm) L I e
(MiTOXOHAPISA) Biramin‘E
*O-Tokodepon
Ninigun-
v A J nepokcuau

BitamiH E
OH-Tokodhepon

a-Jlinoesa kucnora

Bitamin C Bitamin ‘C
~———————{ (ackopbiHoBa (nerinpoackopbiHoBa

Kucnorta) KvcnoTa)

[vrigponinoesa
Kucnorta

[nyTartioH
OKMUCHEeHWIA

Puc. 12.6. OpraHi3auisi cMCTeMM aHTUOKCMOAHTHOIO 3aXUCTY Y KIiTUHI

Haiipo3noBCroIKeHI M THIIOM CYTIEPOKCUIUCMYTa31 € KyIpyM/IIMHKBMIiCHA
CyMepOKCUAIMCMYTa3a (B aKTHBHOMY IIEHTPI oHOoYacHO MicTuth Cu*" i Zn*"). BoHa
po3ramoBana y MbKkIiTHHHOMY Tipoctopi (CO/[3) un y mmTO30I1 KIITHH 1 MiX-
MeMOpanHoMY nipoctopi mitoxonapiit (CO/1).

Karanaza — depmenT-remonporein, KUl KaTamilye MepeTBOPEHHS TiApOoreH
HEPOKCHUIY:

2H,0, - 2H,0 +0,. (12.19)

VY GinbpmrocTi BUNAAKIB KaTaiasa JIOKali30BaHa y TMIEPOKCHCOMAX, OJJHAK TAKOXK
HasiBHA B MIiTOXOH Ipisix. BoHna Mae monekyisipay macy 220-250 k/la i ckiiagaeThest
3 YOTUPHOX OIHAKOBHX CYOOAMHHMIIb, KOXKHA 3 SIKMX MICTUTh oiuH rem 3 Fe**. Kpim
H,0,, karanasa B3aemMojiie€ 3 OpraHiYHUMH T1IPOTIEPOKCUIAMH, YTBOPIOKOYH KaTai-
TUYHO MaJIOAKTUBHI KOMIUICKCH.

Inyrationnepokcuaasa — pepMeHT, sKuii Oepe yJacThb y BiTHOBJICHHI T1IpOTeH
MepoKcuay (10 BOAM) Ta MEPOKCHIIB JiMiAiB (10 BiAMOBIAHUX CIUPTIB) 32 Y4acTIO
[IyTaTioHy:

2GSH + H,0, — GSSG + 2H,0, (12.20)

2GSH + ROOH — GSSG + H,0 + ROH, (12.21)

ne GSH — innosnenuii, GSSG — OKUCHEHUI [Ty TaTioH.

184



Po3gin 12. MITOXOHAPII 1 AKTVUBHI ®OPMW OKCUIEHY

VY ccaBuiB npubdan3Ho 70 % myTaTioHNepOKCHIA3H JIOKAi30BaHO B IIUTO30II,
a 30 % — y mitoxoHapisix. CTpyKTYpHO 1ieil pepMeHT € TeTpaMepHHM IITIKOMpOTei-
HOM 13 MOJIEKYJISIpHOIO Macoto 7699 k/la. ImyraTioHnepokcumasa Bifiirpae mpoBi-
HY pOJIb B IHAKTUBALI] JIMIIAHAX T1IPOTIEPOKCHUIIB.

[myTarionnepokcuaaza Ta Katangasa 3aisHi B IHAKTUBAII] T1IAPOTEH TEPOKCHY.
Sxwmii 13 MX 1BOX (epMeHTiIB OyJie aKTUBOBAHUM, 3aJICKUTh BiJl KOHLIEHTPALii IepoK-
CHTy B KJIITHHI. 32 HU3BKOTO PIBHS I'JIPOTEH MIEPOKCUIY BiH PO3KIAIAETHCS MIEPEBaAXK-
HO TIEPOKCHAA3010, a 3a 301LIbLICHHS] HOro KOHLEHTpALil BCTynae y Ail0 Karajasa.
Ortxe, Karasasa Ta Dy TaTiOHNEPOKCHU1a3a € KOOTIEPaTHBHOIO BHY TPIITHBOKIII THHHOIO
CUCTEMOIO, puuoMy B MeTabomnizmi H O, ouH eH3nMaTHYHUA MEXaHI3M HE BUKITIO-
Yae 1HIIOTO.

I'nyrartionpenykra3a — pepMeHT, TOJTOBHOIO (DYHKITI€IO SKOTO € IMiATPUMaHHS
JIOCTaTHHOTO PIBHS BiHOBJICHOTO IIYTATIOHY Yepe3 BiTHOBIEHHS HOTO AUCYIb]ia-
HOT popmu 3a goromororo HAJI®H sk moHopa rigporeny:

2HAJI®H + GSSG — 2HA1D" + 2GSH. (12.22)

ImyratioHpenykraza — ¢uaBONpOTEiH, MOJIEKYIa SKOTO CKJIJaeThCsl 3 ABOX
IICHTUYHUX CYOOAMHUIIG 13 MoseKymsipHoto Macoro 100-300 x/la. Lle xkmacwmunmit
LUTO30bHUHN (PEPMEHT yCiX eyKapiOTHYHHX KIITHH.

I'nyraTtionTpancdepasu — rpyna hepMeHTIB, SKi TPU3HAYCHI IJIsT IETOKCHKAITI 1
HU3KU KCEHOOIO0THKIB 3 YTBOPEHHSIM MEPKAITHIiB:

RX + GSH =RH + GS-X. (12.23)

HaiiGinpma miyTarioHTpaHcdepa3Ha aKTHBHICTh NMPUTaMaHHA TENaTOLUTaM,
asne (QyHKIIOHYIOTH 11l ()epMEHTH y TKaHWHAX PI3HUX OpPTaHiB.

AHTHOKCHAAHTH HeepMEeHTATHBHOI NMPHPOIM JIOKATI3YIOTECS SIK Y TiIpo-
($oOHMX, TaK 1 B TiAPOQITFHIX KOMIAPTMEHTaX KIITUH (Hampukial, Tokodepon —
y JinodiTsHOMY, TIIYTaTioH — y TiApodiTEHOMY ).

OCHOBHY KiJIBKICTh KHPOPO3YMHHHUX AHTHOKCHJAHTIB CTAHOBISTH KHUPOPO3-
YUHHI TONTi(QEeHOTN: TOKOGEPOIH, XiHOHU, €CTPOreHH, KapoTuHoinu. Lli pedoBuHM
MICTATh PYXJIMBHUH aTOM TiIpOreHY, MPAaKTUYHO HE B3a€MOMAIIOTH 3 MEPOKCHIAMH
JIIIAIB, ajne eEeKTUBHO pearyroTh 3 BUIBHUMH pajJMKajiaMHi. YHACIIIOK [bOTO aK-
TUBHMI paJiuKall 3aMiHIOETbCS HA MAJIOAKTUBHHUN painKal aHTHOKCHIAHTA, 110 IPU-
3BOJMTB JIO OOPHBY JIAHIFOTOBOT peakilii. Tomy iHTeHCcHDiKallis MPOIeCiB MEPOKCHUI-
HOTO OKMCHECHHS JIIITiTiB MPU3BOAUTH IO 3HIDKCHHS PiBHSI aHTHOKCHIIAHTIB.

OnHuM 13 HAWBKIMBIIIKMX AHTHOKCHIAHTIB MITOXOH/IPIH € KoepmenT Q, , abo
yOIXiHOH, IKUH € MaKe B yCiX TKaHUHaX oprauizmy. Kopepment Q, | € mepeHOCHUKOM
CJICEKTPOHIB Y AMXAJILHOMY JIaHIOTY (1B, po3zii 10). Kpim Toro, y cBoili BifHOBIIEH
(hopmi BiH e(heKTUBHO 3axHINAE JiMian Oi0MOTIYHIX MEMOpaH i JIMOmpoTeinu KpoBi
BiJ] IEPOKCHTHOTO OKMCHEHHS, a Takok 3axuinae JIHK ta Oinku Bix okucHOT Moui-
Kargii. Moro ocHoBHa dyHKIIis TossIrae y BiAHOBIEHH] TOKO(GEPOKCHILHOTO PauKaa
JI0 TOKO(epoIy.
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Toxodeposau — 0OCHOBHI NPUPOIHI aHTHOKCUIAHTH y TBapuH. o-Tokodepon
(Bitamin E) nokanizoBanuii y memOpanax sipa (50 %), mitoxouapiii (30 %) 1 mikpo-
coM (20 %). Ilicis B3aeMoii 3 IEPOKCUIHUMU CIIOIYKaMH YTBOPIOETHCSI TOKO(e-
POKCHIIBHHUH paJuKal, SIKWA € CTa0lILHUM 1 He pearye 3 HEHaCHICHUMHY KUPHUMH
KHCJIOTaMH, TOMY He O6epe y4acTb y po3raiyKeHHi JJaHIIOTOBUX peakiuii (puc. 12.7).
3a rimoBiTamMiHO3y E aKTHBYIOTHCS TIPOIIECH ITEPOKCHUIHOTO OKFICHEHHS JIiITi IiB, TI0-
pyuryerbesi GyHKIIOHYBaHHs I0HTPAHCIIOPTHUX CUCTEM, Oi0CHHTE3 Oika Ta (yHK-
LIOHYBaHHS SIEPHOTO XPOMAaTHHOBOTO arapary KIiTHHH.

CH;
OH
H,C
R o CHj
a-Tokodepon CHjg Ninia-00
CH;, Ninia-OOH
o
H5;C
R o CH,

CH;
o-TokobepoKkeUnbHUI pagukan

Puc. 12.7. MexaHi3m Aji )XMpOpPO34MHHMX aHTUOKCUAAHTIB (Ha Npvknagi a-Tokodepory)

Ectporenu (xiHO4i cTaTeBi TOPMOHHM) € TIOTY>KHUMHU aHTHOKCHJAHTAMH 3aBISIKH
CBOIH JMMOQUIFHOCTI # MEMOPaHOTPOITHUM BIACTHBOCTSIM. MeXaHi3M iXHbOI aHTH-
OKCHJIAHTHOI Ji1 moiioHu# 110 1ii Bitaminy E.

Kapornnoinu — ®UpOpO3UMHHI CHONYKH 3 MEHII YiTKO BUPAKXEHUMH aHTHOK-
CUJIAaHTHUMH BJIACTUBOCTSIMH. B opranism JHOIUHM HAAXOIATh 3 Dxkero. BuspieHi
B yCiX opraHax i TKaHMHaX TBapWH, IPOTe HAHOIIBINE X € Y MediHIl, )KUPOBii TKa-
HUHI Ta HaAHUPHUKaX. 3-KapoTnHu MaroTh JOBruil JIAHIFOI KOH FOTOBAaHUX IMO/IBIM-
HUX 3B’SI3KiB, [0 J1a€ 3MOTY €(DEeKTHBHO MEPEXOILTIOBATH BiIbHI paqukaiy. B-Kaporun
MOXE pearyBarH 3 IepOKCHII-PaJNKaIOM, TIEPETBOPIOIOYUCH Ha CTa0IbHUI HU3BKO-
aKTHUBHUH pagukain. CBoi aHTHOKCHIAHTHI BJIACTUBOCTI [(-KapOTHH TMPOSBISE 3a
YMOB HHU3BKOTO HAaIpPY)KCHHsI KHUCHIO, a TIITEPOKCIs 3YMOBIIIOE ayTOKATaTiTHIHHH
MIPOOKCUIAHTHUHN €(EKT.

LlnToXpoM ¢ — MEepEeHOCHUK EJIEKTPOHIB Y IUXaJbHOMY JIAHLIIOI'Y MITOXOHAPIH,
SIKWH 3/1aTHUI TaKO)K e()EeKTUBHO 1THAKTUBYBATH CYNEpOKCH I-aHiOH. OKUCHEHUH 1IUTO-
XPOM ¢ MOYKE BiJTHOBJIIOBATHCH SIK Y JMXaJIbHOMY JIaHIIIO31, IPUIMAIOYH €IEKTPOH, TaK
1 CyTIepOKCHI-aHIOHOM, 3a pereHepallii MiTOXOHIPiaTbHOO IIUTOXPOM-C-OKCHIa30I0.
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Ackop0inoBa kuciaora (Bitamin C) — BaxJIMBUI BOJOPO3UNHHUNA aHTHOKCH-
JIAHT, IKWA B OpraHi3Mi JIIOAWHA HE CHHTE3Y€EThCS, & HATXOMUTh 13 XapuOBUMU TIPO-
OyKTamu (TIepeBa)KHO 3 OBOYaMU Ta (PPyKTaMu), B TOMY YMCII y BUITIAI OKUCHEHOT
hopmu — nurinpoackopOiHoBOi kKucmoTH. OMHIEI0 3 OCHOBHHX BJIACTUBOCTEH BiTaMi-
Hy C € 37aTHICTb 10 OKUCHO-BIIHOBHUX ITEPETBOPEHb. ACKOPOIHOBA KUCIIOTA 3/]aTHA
OKHMCHIOBaTUCSI B JAWT1IPOacKOpOiHOBY KHUCIOTY. Pa3oM 3 Hero BOHH YTBOPIOIOTH
OKHCHO-BIJITHOBHY Tapy, sIKa 3/]aTHa TPUIMATH 1 BiIZIaBaTH €JICKTPOHU Ta TPOTOHHU.
Biramin C mMoxxe B3a€MOZIsTH 3 paguKalaMHu TOKOo(epoiy, IIyTaTioHy Ta ce40BOi
KHUCJIOTH, BiJHOBIIOIOUH iX, a TAKOK 1HAKTUBYBATH BOIOPO3YMHHI TEPOKCHIBHI
panukanu. OfHaK 3a BUCOKHX KOHLEHTpalii ackopOiHOBa KUCIOTa MOXe OyTH Mpo-
OKCHJAHTOM.

InyTaTioH € TpunenTUaoM 1 YTBOPEHUH UCTETHOM, TIIyTaMiHOBOIO KHCIOTOIO
Ta mrinuHOM. Bin Moxe nepeOyBaru B okucHeHiit (GS-SG) ta BigHoBneHid (GSH)
(hopmax i BXOAUTH O OCHOBHOTO KIITHHHOTO (POHAY MOOITHHHUX CYIb(riAPUIBHAX
rpyi. AHTHOKCHIaHTHA JIisl TNIyTaTioHy MOB’s3aHa 3 (pepMEHTaMH [Ty TaTiOHIIEPOK-
CUa3010, Ty TaTiOHPEIyKTa30k0 Ta ITyTarionTpancdepazamu (puc. 12.8). Sk edek-
TUBHUH BIJIHOBHUK IJIYTaTIOH Biirpae BaKJIUBY POJIb Y IMPOIECax JETOKCHUKAIIIL.
Moro BixHOBIeHA (OPMA JIETKO Pearye 3 TiAPOKCHILHIMHU Ta KApOOHIMbHIMH Bijlb-
HUMU pajIMKaIaMu.

[myTaTioH BigHOBNEHMUN

(2 GSH)
HAZO" 4\ / \\

mymamioHpedykma3sa mymamioHnepokcudasa

HALIOH + H* / \>
2H,0
)

(GSSG
[nyTaTioH OKMCHEHWI

FigporeH
nepokcug,
H20>

Puc. 12.8. Ponb rmyTaTioHy B NiATPUMAaHHI aHTMOKCUMAAHTHOrO CTaTyCy KNiTUHU

CTapiHHs — cKnagHUM nNpouec, KM CynpoOBOMKYETLCA MOCTYMNOBUM PO3-
nagomM isionoriyHmx yHKLiA OpraHiaMy Ta 3MEHLUEHHSM MOro aganTuB-
HMX MOXIMBOCTEN. baraTtorpaHHiCTb LibOro Npouecy € NpUYnHO BaraTbox
TEOpIN i rinoTes, siki MOSCHIOTb 3aKOHOMIPHOCTI W HamnpsiM BiKOBMX 3MiH
opraHiamy. OpHieto 3 HambinbLL 3aranbHOBM3HAHUX € BiNbHOpaguKanbHa
Teopisa [eHrema Napmana (Denham Harman), 3anpornoHoBaHa y 1956 p.
3rigHo 3 Uieto Teopieto, CTapiHHA Ta 3aXBOPHOBaHHS, SKi MOro CyrnpoBOOXY-
t0Tb, € HACNIAKOM HarpoMaKeHHS 3 BIKOM BiflbHOpPaAuKanbHUX YLLIKOOXEHb
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CTPYKTYp KniTnHu. [1. MapmaH cTBepaXyBaB, LLO
cepeaHs TpUBaniCTb XUTTSA Moxe ByTu 36inbLueHa
NpUONN3HO Ha M'ATb POKIB 32 AOTPUMAHHSA HA3LKO-
KarnopinHoI AieTn Ta CNoXWBaHHSA aHTUOKCUMAAH-
TiB. Y 1972 p. [1. FTapmaH 3po6u1B NpunyLLEHHS, Lo
Tak 3BaHNM BiONOriYHNM FrOOUHHUKOM XXMBUX Opra-
Hi3MIB € MITOXOHPIS1, OCKINIbK/N OCHOBHA KiNbKiCTb
aKTMBHMX (DOPM OKCUFeHy Ta MOro MeTaboniTis
YTBOPHETLCA B MITOXOHApPIANbHOMY NaHLUory ne-
pPEeHOCY eneKkTPOHIB, i MOAugikyBaB CBOKO noyar-
KOBY TEOpit0 B MITOXOHApPIanNbHy TEOPil0 CTapiHHS.
3rigHo 3i cydacHo iHTepnpeTadieto Teopii, OCHO-
BHY POSib B YLUKOMXEHHi GionoriyHmMx monekyn i,
Hacamnepea, OHK BigirpaoTb akTUBHI hOpMK OKCUTEHy, SKi MPOAYKYyHTb
MiTOXOHAPII. HakonuyeHHs1 uMX YLIKOMKEHb 3YMOBIOE PO3BUTOK XBOPIO,
CTapiHHSA Ta CMepPTb.

OpHak, He3Ba)kalouM Ha YMCIEHHI AOCHiOXeHHS,
A0Ka3n Kopensuii MK 3HWKEHHAM PIBHS aKTUBHUX
POpPM OKCUreHy i 30iNbLUIEHHSAM TPMBANOCTi XUTTA
y KpaLluomy Bunagky doparmMeHTapHi i 4acTto cyne-
pednuei. 3o0Kpema, NOMUIIKOBO NMPUB'A3yBaTy Biflb-
HopaavKanbHy TEOPIto A0 “LIBUAKOCTI XUTTSA”, cre-
Kyror4m Ha cakTi, Wo GinbLui TBapuHU 3a3BuYan
XKVMBYTb OOBLLE i MalOTh HWXYi LUBUOKOCTI MeTabo-
niamy. Bigomo, o comatnyri myTauii B MTOHK HakonmuytoTbCA 3 BikoM i Tofj,
KOMNK 3HWXYETbCS OYHKLLIS AUXanbHOro naHutora. Tum He MeHLLU, Li npouecu
He MOXYTb OyTV NOB’A3aHi Mixk CO60t0, 60 HaBITb HAMIHTEHCUBHILLI PiBHI MY-
Tauin abo geneuin (0,5-2 %) nepebyBatoTb HXYE Nopora, Akui mir om dop-
MyBaTK GioeHepreTnyHun gediumT. Toai K BinbHOpaaMkanbHa Teopis npu-
nyckae, Lo NiABULLIEHWI piBEHb aKTUBHUX DOPM OKCUreHy Mpu3BOaUTb A0
(PYHKLIOHaNbHOro MOripLUIEHHS, L0 CYNPOBOMXYE NPOLEC CTapiHHS, NpoTu-
NEXHUA Mornsg 3aBOMOBYE AOBIPY. 3riAHO 3 LMM MOMISA0M, MOMIPHI PiBHI
aKTUBHUX (DOPM OKCUTeHy B MiACYMKY MarTb MPOTEKTOPHY (OyHKLito, 60
BKITHOYAIOTb CUCTEMY aHTUOKCUAAHTHOIO 3axMCTy, a Lie, BpeLUTi-peLuT, nepe-
BaXkye Oyab-siki MOYaTKOBI MOLLKOMKEHHS. Lle € npuknagom koHuenuii Mito-
ropmesucy, B SKoMy M’'sike 30epiratode obMexxeHHs MiToxoHApianbHoI bioe-
HEPreTU4HOI EMHOCTI aKTUBYE KOMMEHCATOPHI LUMAXN, HANpPUKNag, 3a 4orno-
Moroto daktopa TpaHckpunuii PGC1a ta/abo AM®-3anexHoi kiHasu, wob
36inNbLUMTN MITOXOHApPIaNbHUIA BioreHes3. MiToropmesnc MoXe nexari B OCHO-
Bi MApafoKcanbHOro BUCHOBKY, LLIO METCOPMIH, CIabKui iHriBiTop KOMMeKcy
| AMxanbHOro naHutora, € ePeKTMBHUM 3acobom y 60poTLOi 3 LlyKpOBUM Ajia-
6etom gpyroro Tuny, 30inbLUyoYn GioeHEPreTUYHUI NOTEHLian MiTOXOHAPIN
neyviHKX Ta NPUrHiby4dn rmokoHeoreHes. Tak camo 2,4-AuHiTpodeHorn, Kra-
CYYHUI NpoToHodop, Ak y 1930-x pokax NponoHyBanu sk 3acid ans cxya-
HEHHs1, MOXXE B PETENBHO KOHTPOMbOBaHUX YMOBaxX 0OMeXyBaTh OKCuaaTuB-
He MOLLKOXKEHHS | TPOXU MPOJOBXUTU TEPMIH XUTTS Y MULLIER.
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Miacymok 12: MITOXOHAPIT 1 AKTUBHI ®OPMU OKCUTEHY

e OpnHOYaCHO 3 OKMCHUM (OC(HOPHITIOBAHHSAM, Y SKOMY BUKOPHCTOBY€Th-
cs1 10 90 % KHCHIO, 1110 CIIOKUBAETHCS OPraHi3MOM, Y KIIITUHAX MOCTIiM-
HO B1/I0yBaIOThCS PeaKIlii 3 yTBOPEHHSIM aKTHBHHUX ()OPM OKCHUTEHY, SKi
€ (Pi310JIOTTYHUMU MPOILYKTAMH JKUTTEMISTIBHOCTI KIIITHH.

e (OCHOBHHM JKEpEIIOM aKTHBHUX (POpPM OKCHUTEHY € MITOXOH.pIii, Xoua
BOHHU TaKOX YTBOPIOIOThCS B IIMTOIUIA3Mi, MIKpOCOMax, MeMOpaHax
aapa ¥ eHAOIUIa3MaTHYHOTO PETHKYIyMY. AKTHBHI ()OPMH OKCUTEHY
YTBOPIOIOTHCST )ePMEHTATUBHUM 1 HE(pEpPMEHTaTUBHIM CITOCOOAMH.

e ][0 OCHOBHHUX aKTHBHUX ()OPM OKCHUTEHY, IO YTBOPIOOTHCS B TUXATBHO-
My JIaHIF031 MiTOXOHPil, HAJIeXaTh CYyNIePOKCHI-aHIOH, IEPOKCUI-aHIOH
1 TIAPOKCHIT-PAUKAIL.

e HanmipHa KiTBKICTh aKTHBHUX ()OPM OKCHUTEHY CIPHSIE OKHCHOMY
YIIKO/KEHHIO JIIMIIB, OUIKIB, HyKIETHOBUX KHCIIOT, TOOTO PO3BUTKOBI
OKCHIATUBHOTO CTPECY, IO € MPUYUHOIO OLTBIIOCTI MATOJOTTYHUX MPO-
LIECIB.

e Jlnst miaTpuMaHHS (i310JOTIYHOTO PIBHS AKTHBHUX ()OPM OKCHUTEHY
(YHKIIOHY€ CKJIQJHA CUCTEMa aHTHOKCHIAHTHOIO 3aXHUCTY, 10 BKJIIO-
yae )epMEHTATUBHY 1 He(hepMEHTATHBHY JIAHKU. Y KJIITHHAX aHTHOKCH-
JaHTHY (PYHKIII0O BUKOHYIOTH CyIIEPOKCHIANCMYTa3a, Karanasa, IIyTa-
TIOHIIEPOKCH/Ia3a, TIyTaTioOHTpaHcdepasa, WIyTaTiOHPeayKTas3a, XiHO-
HU, TOKO(EpOJTH, aCKOPOIHOBA KHCIIOTA, TIIyTATiOH Ta 1H.

3ABOAHHA | KOHTPOJIbHI MATAHHA

Sxa poab MiTOXOHAPIH B yTBOPpEHHI AKTUBHHX (JOPM OKCHIeHY?
OxapakTepu3yiiTe 3arajibHe 3HAYeHHSI AKTUBHUX ()OPM OKCUTEHY A5 OPTaHi3My.

SAxum € disionoriune i marosioriune 3HaAYeHHs MPoLECiB NEPOKCUIHOTO OKUCHEHHS
JginigiB s opranizmy?

Buoepits peakuiro, B fiKiii HAaBeJleHO YTBOPEHHS CyNePOKCH/I-aHIOHA:
1) O,+e—"0, +'0;;

2) 20, +2H" - O, + H,;

3) H,O,+&— ‘OH + OH’;

4) R+0,— 'O,R.

Bka:iTh, IKi KOMILIEKCH IMXAJbHOIO0 JIAHIIOTAa MITOXOH/IPill € 0CHOBHMMH [IsKepe-
JIaMH aKTHBHUX (OPM OKCHTEHY:

1) I'1 IIT xomIutekcw;

2) [T i IV xoMITIeKcH;

3) 111 III komruTeKCH;

4) 111 IV xomrutekcu.
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6.

DepMeHT, IKHH 3HEIKOIKY€E CYyNepoOKCHI-aHioH, — e:
1) xaranasa;

2) CyNepoKCHIINCMYTa3a;

3) mryTaTioHIIEpOKCH/1a3a;

4) myrartioHpeayKTasa.

Peakuis ‘O, +°O, + 2H" > O, + H,0, karasisyerncs:
1) karanasoro;

2) CyNepOKCHIINCMYTa3010;

3) nIyTaTioHIIEPOKCH1A3010;

4) mIyTaTiOHPEAyKTa30¥0.

Bubepits ¢epmenTn, 110 MOKYTH 31ilICHIOBATH PO3KJIAJAHHS TiIPOTreH MEPOKCUAY:
1) karanasa;

2) CyNnepoKCHIINCMYTa3a;

3) DIyTaTiOHIIEPOKCHIa3a;

4) mmytaTioHpeayKTasa.

Haii0inbmy 31aTHICTB 10 NEPOKCHIHOT0 OKHCHEHHS MAKOTh:
1) docharuaunneranonamin i pocharnanicepus;

2) coinromienin i pocharuIuiIXomtis;

3) dbochaTuaIXOMiH 1 XOJICCTEPHH;

4) ciHroMienit 1 [TIKO3U/IH.
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PO3AIA 13

“bYPIUTUHOBA” EHEPTETUKA

o CrpyKTypa Ta BAQCTMBOCTI CyKLMHATY
i cyKuMHataeriaporeHasm

¢ Hogi AaHi Npo ¢pyHKUIOHAABHY Ta CTPYKTYpHY
opranizauito umkAy Kpebca

¢ AimcpounTH KpoBi — “BikHO” B eHepreTuKy opraHiamy

o TepaneBTM4Ha Aisl CyKUMHATY i iHWKX cyOCTparTiB
umkAy Kpebca

CykumHat 3armae ocobnuee Micue B OioeHepreTvui Ta curHanisauii
KNiTVH. BiH € BaXXNMBMM NPOMIXXHUM NPOAYKTOM OBMIiHY >XMBMX OpraHiamis,
o 6epe yyacTb y npouecax KIiTUHHOIO AMXaHHs. |HLWi Ha3BK L€l fBOXOC-
HOBHOI HacKM4eHOI KapbBOHOBOI KMCIOTU — BYpPLUTMHOBA KUCIOTa, AHTapHa
Kncnota, OyTaHgioHOBa KucnoTa, etaH-1,2-aMkapboHoBa KucnoTa.

13.1. CTPYKTYPA TA BAACTUBOCTI CYKUMNHATY
| CYKUUNHATAETTAPOTEHA3HU

VYrepmie cyknuaar OyB oTpuManuii y XVII cT. meperonkoro OypmTHHY (Jart.
succinum — OypIiTUH). Y HE3HAUHUX KIJTBKOCTSAX BiH MICTUTBCS B OypoMy BYTULTI Ta
CMOJIax, a TAKOX Yy JAEIKHX POCIHHAX (COHSIIHUKOBE HACIHHSA, 3€JICHUI arpyc Ta iH.),
CYXHX BUHAX 1 MTUBI, HAJTAIOUYX iM KOMOIHOBAaHOTO CMaKy COJIOHOTO, TIPKOTO Ta KHCJIO-
ro. Uncra kucinora Mae BUIIISA OE3KOMIPHUX KPHCTATIB 3 TEMIIEPATYPOIO TUIABICHHS
185 °C i remneparypoto kumiHasg 235 °C. CyKIuHaT po34MHAETHCSA Y BOJII Ta CIIUPTI,
ajie HepO3uMHHNHN y OeH30:1, OeH31HI, XJI0podopMi. MeTuIIeHOBI rpynn OypIITHHOBOL
KHCJIOTH MalOTh BHCOKY PeakIliiiHy 3aTHICTh 3aBISKN BIUTUBY KapOOKCUIBHUX TPYII.

3aBasiku CBOIM XiMiYHUM BNACTUBOCTAM CYKLMHAT € BaXXNMBUM i 0COBNMBUM
NPOMIPKHUM MPOAYKTOM OOMIiHY >XMBUX OpraHiamiB, Wo 6epe y4vyacTb
y npoLecax KniTMHHOroO AMXaHHSA Ta BHYTPILUHBOKITITUHHOI CUrHanisadii.

Y mpoMHCIOBOCTI CYKIIMHAT OTPUMYIOTh TiIpyBaHHIM MaJjIeTHOBOTO aJbAETiAy
a6o ¢ymMapoBoi KUCIOTH. Y Xap4OBil MPOMHCIOBOCTI CYKIIMHAT BUKOPHCTOBYIOTh
sk mo6aBKy min kogoM E363. Y dapmarieBTHdHI IPOMHUCIOBOCTI CYKITHHAT BUITYC-
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KaroTh y TabneTkax “‘byprmruHoBa kuciota”, “SaTapHa kuciora” i “SAurasit”. bypi-
TUHOBY KHCIIOTY BHKOPHCTOBYIOTEH JUISI CHHTE3Y NESKUX OapBHUKIB, 1HCCKTHIIHIIB,
IIacTMac, apoMaTWYHHUX CIHONYK, JIKAapChbKUX 3ac00iB. Takok BUKOPHUCTOBYIOTH
y CUIbCBKOMY T'OCIIOIApPCTBI SIK 100PUBO, OCKIIBKY BOHA IPUCKOPIOE O3PiBaHHSI I1JI0-
JiB, MiJBHIIYE XOJIOJO- Ta MOCYXOCTIMKICTh, CTIHKICTD IO 3aXBOPIOBaHb, ypoXKaii-
HICTB, 301IIBIIIy€ BMICT BiTaMiHiB 1 I[yKpiB y tuioAax. [lopiuaa npomyKiist CyKIMHATY
cranoButh 16 000-30 000 T 31 mopiuamM 3pocTanasM Ha 10 %.

CykumHat yTBOplETbCA 3i CyKUMHIN-KOA Ha m'atomy etani umkny Kpebca
y Tpu cTagii. Ha octaHHin i3 Hux docdaTtHa rpyna pepmMeHTy CyKLMHaT-
TiOKiHa3M MepeHoCUTbCA 3 FICTUAMHOBOIO 3anuLlKky Ha KiHueBui dhocdpar
monekynu I0® un A,

YTBOpeHHsI CYKIMHATY 31 cyKnuHUI-KoA Ha m’sitomy erami y nukm KpeGca
1 eHepreTHYHHUN “‘nipodinp” 1i€el peakmii mpoaHamizoBaHo B po3ainax 9 i 10 (qus.
Takox puc. 9.4). Lls peakuis BinOyBaeTbes y Tpu crafii. Ha mepuriii i3 Hux mipodoc-
¢arna rpyna 3amimye KoA, 3B’s3aHuii 3 MOJNEKyJI0I0 CyKUMHINI-KOA, yTBOproro4n
BUcokoeHepretnunuii aridocdar. Ha nactynniit cranii cykuunindocdar Bignae
cBoo (ocdarHy TPyNy Ha 3aJUIIOK TICTHIWHY B MOJEKYN (pepMEHTY CYKITHHII-
KoA-cunTterasu (iHIa Ha3Ba — CYKIIMHATTIOKIHA3a), YTBOPIOIOYH BUCOKOCHEPTETH Y-
Hul QocdoricrummioBuii pepment. Jlani ¢ocdarHa rpymna nmepeHOCUTHCS 3 TICTH-
JUHOBOTO 3aJIMILKy Ha MOJIEKyny KiHueBoro ¢ocdary, skum € [J1D (uu ALD),
yrBOprotoun ['TD (un ATO).

Ha mocromy erarmi nukiy Kpebca cykiHaTaeriaporenasa Karaiizye OKUCHEHHS
cykmuHaTy 10 (ymapary (puc. 13.1) 3 BimHOBICHHIM YOIXiHOHY A0 yOiXiHOMY. Y I1iHt
peaxiiii JBa aTOMH TiApOTeHY BUIIYYIAIOThCS 31 CyOCTpaTy (CyKITMHATY) 3a JJOIIOMOTOIO
DA/l, sKuii ciyrye NpOCTETUYHOIO I'PYIOI0, MILIHO MPUEIHAHOIO 10 CyKIMHATIE-
rizporenasu. /[Ba elIeKTPOHH i3 KOMILIEKCY CyKuuHataeriaporenasa-OAJIH, nepena-
I0ThCsL 10 YOIXiHOHY — PO3YMHHOTO KOMIOHEHTa IUXaJbHOTO JaHIora. [1oTik enek-
TPOHIB Y IUXAJIbHOMY JIAHIIFOTY BiJl CYKLIMHATY JI0 KIHIIEBOIO aKIEIITOPA SJICKTPOHIB —
O, cripsbkenuii 31 cuaTe30M 03Bk 1,5 Mosekym AT® Ha mapy eneKTpoHiB.

uelop H COO™
| OAl SAL Hy ~c~
CH, \/ - I
(|:H2 ‘cyKuMHaT,u,erinporeHasa _OOC/ \H
COO~

CykuuHaTt ®dymapar

Puc. 13.1. OkucneHHs cykumHaty fo dymaparty

Cyknunaraerigporenasa (iHimri Ha3Bu — cykiuHar-KoQ-peaykrasa, komruiekc 11
JUXaBHOTO JaHIIora) — 1e (GpaaBonpoTeiHOBUI hepMEHTHUI KOMIUIEKC y BHYTpill-
Hill MeMOpaHi miToxoHapii. Lle exunmii pepmenT, sikuii 6epe ydacTs i B nukii Kpeo-
ca, 1 B TPAHCIIOPTi eNEKTPOHIB ANXAIBHUM JIAHIIOTOM.
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CyKuuHatgerigporeHasa € y BHYTPILUHI MembpaHi MiTOXOHOPIN eyKapioTis
i 6epe yyacTb gk y umkni Kpebca, Tak i y TpaHCnopTi eNekTPOoHiB AnxanbHUM
naHutoroMm. BoHa cknagaetbcs 3 ABOX rigpodinbHUX i BOX gpodobHMX
cyboanHUL.

CyKIMHATAETIAPOTeHa3a CKIAAAEThCS 3 YOTHPHOX CYOOQMHHIIL — IBOX TiAPO-
(dhimpHEX 1 1BOX TimpodooHux (puc. 10.2). Ilepuri aBi cybomuHuIli — GraBompoTein
(SdhA) i pepym-cynbdypuuii 6inox (SdhB) — € rinpodineaumu. SdhA MicTuTh KO-
BajieHTHO npuenHanuii kodakrop DA/l i cykumHar3s’sizyBanbHui caiit. SdhB mic-
TUTH TpH pepyM-cyabPypHux knacrepu: [2Fe-2S], [4Fe—4S] i [3Fe—4S]. [Bi inmi
cyoomunuiti — SAhC i SdhD — 1e rinpodooHi “3askopeni” y memOpany Oinku. SdhC
1 SdhD yTBOpIOIOTE MEMOPAHO3B’ I3aHII KOMILIEKC 31 IIiCTbMa TPaHCMEMOpaHHUMHU
CEerMEHTaMH, IO MICTATH OAWH TeM b 1 YOiXiHOH3B’ I3yBabHUM caifT. J[Bi pocdorti-
i HI MoJNieKynH (OHA 13 HUX — Kap[iojimiH, a iHma — gocdaruanieTaHoIaMiH)
takox 3HaieH] y SdhC 1 SdhD. Y06ixiHOH3B sI3yBaJbHUHI CAlT PO3TALLIOBAHMH TIOMDK
SdhB, SdhC i SdhD cybomunuusmu, a caldT 3B’s3yBaHHs cyocTpaty — Ha SdhA.
3aranpHa JIOBKUHA [UIIXY NEPEHECEHHS eIeKTPOHIB BiJ LICHTPY 3B’S3yBaHHS CyK-
umHary 1o @A/, i nani uepes pepym-cynbdypHi MpoTeTHN 10 EHTPY 3B’ s13yBaHHA Q,
craHoBuTh ToHaH 40 A. IIpoTe MOBXHMHA OKPEMHX JIAHOK ILISXY HE MEpEeBHILYe
11 A. Came Taxuii po3mip € ONITUMATLHAM JUIs IBHKOTO IEPEHECEHHS €IEKTPOHIB.

MexaHi3M OKHCIICHHS CyKIMHaTy nepenodadae, mo GA/Jl, a Takok aMiHOKHUCIIOT-
Hi 3anumiku Glu255, Arg286, His242 3i cyOonunumIl A MOXYTh 1HILIIFOBATH MPOLEC
foro nmenporoHyBaHHs. [Ticist TOro sik €IEKTPOHHU BiJ’€THAIOTHCS Bijl CYKIIMHATY,
BoHM BigHOBIIOIOTE DA/ 1 mami mpoxoaars yepe3 depyM-cynb(pypHi KilacTepH,
JIOKW HEe MOCATHYTH Kiactepy [3Fe—4S]. Jlami enekTpoHu mepeaaroThCs 10 aKTHBHO-
ro caiTy yoOixiHOHYy. /{711 MOBHOTO BiTHOBIIEHHS YOiXiHOHY /10 yOiXiHOMY MOTPIOHO
JIBa IIPOTOHU 1 JIBa €JICKTPOHHU.

I'em b cybomuuuis SAhC/SdhD, oueBuaHO, He 3aisHUI O€3MOCEePEIHBO Y T1e-
pEHECeHHI eJeKTPOHIB, HATOMICTh BiH MOXE CIyTYBaTH JJIsl 3MEHILICHHS “‘BUTOKY”’
€JIEKTPOHIB 31 CHCTEMH TIi/I 9ac iXHBOTO PyXy BiJl CyKIHMHATy 10 KHcHIO. [losBa Ta-
KHX €JIEKTPOHIB MOXKE IPUBOIUTH 10 YTBOPEHHS aKTUBHUX (DOPM OKCUT'€HY — I'ipo-
red nepokeuay (H,0,), cynepokena-aniona (‘0,) ta in. (posain 12).

[HribiTopu cykunHatAerigporeHasu 3’ €JHYIOTbCS 31 CyKIMHATHUM a0o 3 yOixi-
HOHOBHM CalTOM 3B’si3yBaHHs. [0 mepiuoi rpynu iHribiTOpiB HaJeKUTh CTPYKTYp-
HUI CHHTETUYHUH aHAJIOT CYKIMHATY — MajioHart (puc. 10.2), a Takox aBa iHTepMeia-
1 KTy Kpebca — manar i okcanmoarerar. [[o iHTIOITOpiB ApyTol rpyIu HaleKaTh
KapOOKCHH 1 TEHOIITPH(ITyOPOAIIETOH.

Y umkni Kpebca cykumHaTaerigporeHasa katanisye OKUCHEHHS] CyKLMHAaTY 40
dymapary 3 BigHOBMEHHSAM YBiXiHOHY B AMXanbHOMY FaHLKOTY MiTOXOHAPIN.
Y Ui peakuji ABa aToMU rigporeHy BUITy4atoTbCs 3i CYKLMHATY 3a A0MOMOroH
OA[. ToTik eNeKTPOHIB Bif CYyKLUMHATY B AMXaNbHOMY JTAHLIFOTY MiTOXOHAPIN
crnpsbkeHun 3i cuHTesaoM 1,5 monekynu AT® Ha napy eneKkTpoHiB.
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KirouoBa poib CyKIMHATIETIAPOTEHA3N Y TPAHCIIOPTI eEKTPOHIB MiAKPECITIO-
€THCSl THM, 110 33 BUWIy4eHHs ii 3 reHoMy eMOpioHu muuield ruHyTh. MyTanist SdhA
pu3BoUThH 110 cuHIpomy Jli (Leigh), miToxoHapiansHOI eHIledaaonarii Ta onTHud-
Hoi arpoii. Myrauii SdhB cipuunHAI0TE yTBOPEHHS 370SKICHUX ITyXJIMH Y XpOMa-
(hiHOBUX KIIITHHAX, TAparaHrilioMy, pOAUMHHY (PEOXPOMOIIUTOMY, CKOPOUEHHS JKUATTS
1 CTUMYIIIOIOTh YTBOPEHHsI Cynepokcua-aHioHa. 3a myranii SdhD BuHuKaroTh 10-
OpOSIKICHI Iy XJTMHY B JUISIHITI TOJIOBH Ta IIITHI.

CyknuHataeriiporeHasa, OKpiM TeHepyBaHHS €HEeprii B MITOXOHPISX, Bilirpae
B)XXIIMBY POJIb Y UYTIUBOCTI A0 KUCHIO (OXygen sensing) i Cyrmpecii pakoBuUX IMyX-
auH. Oco0u, y SIKUX € TOUKOBI MyTauii B cyOoquHuIpsix komiuiekcy 1l mobnuzy remy b
4y yOiXiHOH-3B’SI3yBaJILHOTO IIEHTPY, XBOPIIOTh Ha CIAAKOBY ITaparanriiomy, s
SIKOT XapaKTepHi MyXJIMHHA B KAPOTUIHOMY TLIIBIII — OpTaHi, [0 PO3TAIIOBAaHUH Y JTi-
JIAHII BHYTPIIHIX COHHMX apTepii i uyrmBui 10 piBHs O, y kposi. Taki myTanii
MIPU3BOJIATH A0 YTBOPEHHS O1bII01 KiTbKocTi ADO 1, MOXKIIUBO, 10 OUITBIIIOTO YIITKO-
JDKSHHS TKAaHUHH 32 OKMCHEHHS CYKIIHATY.

13.2. HOBI AAHI INMPO ®YHKUIOHAAbHY
TA CTPYKTYPHY OPITAHI3AUIKO LIMKAY KPEBCA

VY cyuacHux MmoHorpadisx nuki Kpedca onmucyroTh sIK cTeXioMeTpUYHO 30a1aH-
COBaHy TOCIIZOBHICTh NEPETBOPEHHS OHOTO aneTHia-KoA i BocbMu TpukapOOHO-
BUX KUCJIOT: LIUTPATY, YUC-aKOHITATy, 130LUTPaTy, O-KETOTITyTapary, CyKunHin-KoA,
cykimHary, (ymapary, Mmanary W okcaioarerary. KoHaeHcallis okcaioarerary
3 anetmin-KoA, sSiKuil yTBOPIOETBCS 32 OKHCIICHHS IMipyBaTy (200 »KUPHUX KHCIOT
1 aMIHOKHCIIOT), IPUBOJIUTH JI0 YTBOPEHHS JTMMOHHUX KUCIOT (IIUTpaTy i i3011Tpa-
Ty) 1 migTpuMy€e nuKi. TpaIuiiiiHO BBaXKaIOTh, 10 32 MEPEXOY BiJl CIOKOIO 10 aK-
TUBHOTO CTaHYy MPHUCKOPIOETHCS TepeOdir ycix eramiB nukiry Kpedca. HalimoBinbHi-
mmmu pepmenTaMu nukiry Kpedca € moyarkoBi — IIUTpaTCUHTETA3a i i30nuTparie-
rigporeHasa. 3ri{HO 3 KIIACHYHUMHU Oi0XIMIYHIMH ySBICHHIMH, CAME HAUTIOBLIbHI-
I peakiii BU3HAYAIOTh IHTEHCHBHICTH YCiX MOJAIIBIINX
eramiB neperBopenb. [Ipore Bigomo, mo nukin Kpedca He
€ 3aMKHYTOO CHCTEMOIO: BHSIBJIIEHO HU3KY IIUISXIB BiITOKY
IHTepMeiaTiB i3 MUKITY 1 MPUTOKY B HBOTO (po3min 9). Bix-
TIOBITHO JI0 IPUAHSITUX TBEP/KEHD, I1i PeaKIlii He 3MIHIOIOTh
nepediry UKy, OCKUIBKM KOMIECHCYIOTh ofiHa ofHy. OTxe,
BBO)KAETHCS, IO OKHCJICHHS BCIX IHTEpMeIiaTiB MUKy
Kpebca poOuTh 01HAKOBHI BHECOK B €Hepro3ade3rnedeHHs
¢izionoriuanx (yHKOid. OpHaK OOCHIIKEHHSIMU TNpode-
copa Mapii Konnpamiosoi i criBasr. (1977-2017) Gymno Bu-
SIBJICHO, II0 aKTHBAllis AWXaHHS Y TKaHMHAX 3a (yHKIIO-
HAJBHOTO HAaBAHTA)KCHHS UM 32 TIEBHUX MATOJIOTTYHUX YMOB

M.M. KoHgpawoBa 6
1928 p.H. MOKE OyTH 3YMOBJICHA IMOCHUJICHHAM OKHUCJIICHHA OOHOTI'O
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3 iHTepmeniariB mukiry KpeGca — cykiuHary, Tofi sk okucienHs HAJ[-3anexxHnx
CyOCTpariB iCTOTHO HE MiJBUIIYETHCA. AHATI3 HOTO ()EHOMEHA MPUBIB aBTOPIB 110
JYMKH, 1110 32 aKTUBAIlil (i3i0JoriYHuX (YyHKIIA YW MEBHHUX MMATOJOTIYHUX BiIXH-
JIeHb y TKAaHWHI BiIOyBAa€ThCS 1HIIUM, KOPOTIIAN 1 TIBUINIMHA 1K, HIXK TTOBHUH
uukn Kpedca [Kormpamosa, 1989].

3TiHO 3 MPUHIMIIOM HAaWMEHIol fil, SKUW € YHIBepCAIbHUM (Pi3UYHUM 3aKO-
HOM, i3 yCiX MOXKIIMBUX IUIAXIB CHCTeMHU Y KOH(IrypariitHoMmy mpocTopi peanisy-
€ThCS TOU, SIKUH BIMOBiae MiHIMabHOMY 3Ha4eHH!O Aii. 3a [1’epom Depma, «npu-
pooa 3aexcou obupae Hatikopomuiull wiisxy» (MOBOK OpPHUTIHANY: d savoir que la
nature agit toujours par les voies les plus courtes et les plus simples). llpodecop
Cimon [lIHONME BBakae, MO [eW MPUHITUIT CIIOCTEPITa€ThCs 1 B XIMIYHUX CUCTEMax
pO3TayXeHHUX peakilid, 1e peai3yeThcsl HAMIMBUAIINN MEXaHi3M 1 HAaHKOPOTIINH
nuisix. OTHaK NPUHHATTIO LBOTO YSIBIEHHS B OioXiMii Ta ¢izionorii 3aBaxae Tpaau-
LilfHa yMKa Ipo Te, 10 caMe HANMOBIIbHIIII peakilii yTBOpEHHS UTPATy i 1301HT-
pary Bu3Ha4aroTh nepeoir nukiy Kpebcea.

OyHKIIOHABHI Ta CTPYKTYPHI 3B’S3KM B OpTraHi3aiii MpoIeCciB OKUCHEHHS
y MITOXOHZPISIX JaJii 3MOTY 3alpOIIOHYBATH MEXaHi3M iCTOTHOTO HMPUCKOPEHHS
YTBOPEHHSI CYKLIMHATY 32 aKTHBHOTO (DYHKIIOHYBaHHS OpraHa uu oprasizmy. Tpeba
3a3HAYMTH, 10 OUTBIIICTH OMMCAHUX MEXaHI3MIiB HAIXOKEHHS CyOCTpaTiB y UK
KpeOca peamnizytoTscst uepe3 yTBOpeHHs CyKUMHII-KOA, cykumHary i o-KeTormy-
tapary. Mapist Konapamosa (1989, 1991) Bignae nepeBary HaIXx0PKEHHIO BHCOKO-
e(eKTHBHOTO CyKLUHMHATY uepe3 cyKUMHIT-KOA i3 o-keTontyrapary, sSKHid, Y CBOIO
4epry, yTBOPIOETHCS HE Yepe3 JIAHKY JIMMOHHUX KucioT 1ukiy KpeOca, a uepes me-
peaMiHyBaHHS IIIyTaMiHy i OKcasloaleTary, 1o 341 HCHIOEThCS aciapTaTaMiHOTPaHC-
(epazoro (puc. 13.2; nuB. Takok po3in 8).

BubipkoBa akTuBaLlisi OKWCHEHHS CYKLMHATY B KITiTUHAX 32 (OyHKLiOHaNnbHOro
HaBaHTaXXEHHS Y1 3a NEBHMUX NATOSOMNYHUX YMOB MOXe 3abe3neyyBaTu nig-
BYLLIEHI EHEPreTUYHI NOTPeOU 3aBAsIKM (DYHKLIOHYBaHHIO KOPOTLLOrO, a BiaTak
LUBMALLOTO LMKy KapOOHOBUX KUCHOT, HiXX MOBHMI Lmkn Kpebca.

Le#t nursx, 3rigHo 3 mitepatypaumu nanumu [Korgpammosa, 1984—1992; ba6-
ckuit u np., 1985; Parlo, Coleman, 1986], MoxxHa BBa)kaTu Ba)KJINBUM MEXaHI3MOM
IHTEHCHBHOTO YTBOPEHHS CYKIIMHATY 32 iHTeHCU]iKaIlil (pyHKI[IOHATHHOI aKTUBHOC-
Ti KIIITUHU. 3pOCTaHHA POJIi CYKIIMHATY B €Hepro3ade3edeHHi KIIITHH crocTepira-
I0Th 32 TIOCWJICHHSI IPOLIECIB )KUTTEAISUTBHOCTI OpraHi3My, a TAKOXK 32 MaTOJIOTTYHUX
CTaHiB. SIK 1 MOYaTOK LBOTO UIISXY (YTBOPEHHS O-KETOTIIyTapaTy), TaK i Horo KiHeub
(YTBOpeHHS OKcalloaleTary), BiJIPi3HSIOTHCS BiJl TAKUX IMPOLECIB Y KIACHYHOMY
nukii Kpeoca.

[ToroBHEHHS 3amaciB OKcajloaLeTary Ul acrnapraraMiHOTpaHcdepasu 3mii-
CHIOETBCS Uepe3 KapOOKCHIIIOBaHHA mipyBary. Merogom SIMP Ha kuBHX TBapHHaX
BCTaHOBJICHO, 1110 3a YMOB i Vivo MipyBaT NePEeBa’KHO HE IEKapOOKCHIIIOETHCS, TIO-
crayatoun anetwi-KoA, 3rijHoO 3 KJIAaCHYHOIO CXEMOIO LMKIY JMMOHHOI KHCIIOTH,
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a TIEPEeBaKHO KapOOKCHITIOETHCS A0 OKcanoanerary (puc. 13.2, 2), 3 skoro yTBopro-
eTbest nrytamar [Stromski, Arias-Mendozo, 1986]. Oxpim nporo, 3a aii pi3HUX TOp-
MOHIB (30KpeMa, TITFOKaroHy i KOpTHU30ITy) 3pOCTa€e HAIXOKSHHS Y MITOXOHIPil Ma-
Jary i3 IUTO30II0, IO IiJBUIINYE IHTEHCHBHICTH auxaHHsa [Leverve et al., 1986;
Bobyleva-Guarriero, Lardy, 1989]. Lleit edekT BiATBOPIOETHCS 3aBASKH BBEICHHIO
TBapWHAaM eKk30reHHoro Manaty. Mapis Konaparmiosa (1989) BBaxkae, 1o manar € mo-
MIEPEAHUKOM OKCaJloaleTaTy acrnapTraTaMiHOTpaHC(epa3HOro KOMIIAPTMEHTY MiTo-
xoHapii. CuibHA aKTHUBALlSl MAIaTOM AMXAaHHS MITOXOHApPiH, O4eBHIHO, 3yMOBIICHA
CHJIOTeHHUM CYKLIMHATOM, 110 YTBOPIOETHCS 3 O.-KeTorTyTapary. [Ipomec yrBopeHHs
€HJIOTEHHOTO CYKIMHATY 3a Y4acTi TpaHcaMmiHa3 Ta O.-KeTONIyTapaTAeriIporeHasu
€ JOCUTH IMIBUJIKUM TIPOIIECOM 1 HE TaIbMy€EThCS PETYASTOPAMH, SIKi 1HTiOYIOTh IH-
TparcuHTa3y ¥ i3omuTparnerigporenasy. di3ionoriyHe 3HaAUYEHHS TaKOi MOCIiIOB-
HOCTI IEPETBOPEHB IOJISITAE Y IIBUIKOMY YTBOPEHHI €HJOT€HHOTO CYKLUHATY, OKHC-
JICHHS SIKOTO € TOTY>KHHM JIXKEPEJIOM ITOTOKY IPOTOHIB 1 €JIEKTPOHIB Y JUXaJIbHUH
JIAHITIOT, 10 3HAYHO MEPEeBHUIIye TOTIK BiJ iHIMMX cybcTpariB nukiny Kpebdea (abo
TUMOHHOI kucnoTH) (puc. 13.2).
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Luc-akoHiTat
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.
.
.
.
.
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A

Puc. 13.2. MoBHWI (MOBINbHUIA — TOHKI CyUiNbHi NiHiT) | KOPOTKMI (LUBUAKNUIA — TOBCTI MiHiT) LUASIXW OKUCHEHHS
cybCTpaTtiB y KNiTUHI; NYHKTUPOM MO3HA4YeHO AO0AATKOBI A0 KOPOTKOrO LMKy MeTaboniyHi
nepeTBopeHHs. 1, 1%, 1** — TpaHcamiHa3n; 2 — nipyBaTkapbokcunasa; 3, 3*, 3** — yTBopeHHs
Ta MeTaboniyHi nepeTBopeHHs chocdoeHonnipysaTty; 4 — 3BOPOTHMI Wwnsx umkny Kpebea 3a
rinokcii; 5 — rmiokcanaTHWUM UKKI; cKopoYeHHs: Ana — anaHi; Acn — acnaptart; A-KoA —auetun-
KoA; I'mH — rnytamiH; [y — rytamar; -6-® — rntoko30-6-docdart; KK — xumpHi kncnotu; Krn —
a-ketornytapat; OA —okcanoauetat; C-KoA — cykuuHin-KoA; ®EMN — cdocdoeHonnipysart;
dym — cpymapar. IHwi nosicHeHHs auB. y TekcTi [KoHgpawosa, 1989]
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TpaHcaMiHa3H € TAKUMH K HEOOX1THUMH yYaCHHUKaMHU €HEPreTUYHOro Merado-
Ti3My, 5K 1 pepmenTtr ukiy Kpebca. AKTyanbHICTh TpaHCaMiHA3HOTO MUISIXY HAaIXO0-
JOKEHHsI CYKIIMHATy OyJia BUSBJICHA HABITh 32 aJanTallii KJIITHH JI0 KUCHEBOTO TOJIO-
nyBanHs [MaeBckuit u ap., 2000]. 3a rineprpooBaHOTO YTBOPEHHS XOJNECTEPHHY
B MITOXOH/IPisIX BOHU MOBHICTIO BTPA4YarOTh 3/IaTHICTh OKUCIIOBATH IUTPAT, i B HUX
(hyHKITIOHY€E, 32 BHCIIOBOM aBTOPIB, “BilpyOaHWi” MUK TPUKAPOOHOBUX KHCIIOT
[Parlo, Coleman, 1986], sikuii, o cyTi, 30iraeThcs 3 HABECHOI Ha puc. 13.2 cxemoto.
LIi Ta iH11i 1aHi BKa3yl0Th Ha Te, 10 aleTuiI-KoA, mepeTBOpIoIovnCh Ha IUTPAT, epe-
BO)XHO € MarepiaJioM MIBUALIE IJISi CUHTETHMYHHX IPOLECIB, HDK IJISI OKHUCIICHHSI.
VYrBopenuii 3 anetnn-KoA nurpar nepexoanTs B LUTO30JIb 1 Y BENUKUX KUIBKOCTSX
BUKOPUCTOBYETHCS ISl CHHTE3Y KHPHUX KHCJIOT, XOJIECTEPUHY, alleTHIXOJIIHY, a Ta-
KOXX Y CaMHX MITOXOHJPISIX 3aJIy4eHHI B €IIOHT A0 )KUPHUX KHCIIOT (IMB. PO3ALT 5).

[IpencrasneHa cxema CrpsKEHOTo (DYHKI[IOHYBaHHS TPaHCAMIHA3HOTO LUKITY Ta
mukity KpeOca, akiieHTyroun yBary Ha IepeBa’kHOMY OKHCIICHHI CYKLMHATy 332 YMOB
(YHKIIOHATEHIX HaBaHTAXXEHb OPTaHi3My Y 3a MATOJIOTI], HE 3arepevuye i MOXKIIU-
BICTb BUKOPUCTAHHSI €HEpPril OKUCIEHHS IHIIMX CyOCTpariB, 30KpeMa, O-KeTOITyTa-
pary micins moBrotpuBanoi aganTtarii [[{omiba, 1993]. Take “nepemukanHs” BUKOPHC-
TaHHS PI3HUX EHEPTreTHYHHX CyOCTpaTiB Mae€ CBOIO (DYHKITIOHATBHY MOIUIBHICTB.
OKUCIICHHS CYKIIMHATY, He3BaKAIOUM Ha WOr0 BUCOKY IHTEHCHUBHICTH, Ma€ MCHILIHUI
koeQilieHT kopucHoOi Iii (K.K.1.), 3yMOBJICHHH BKIIOYEHHSIM y POOOTY TiIBKH JBOX
IYHKTIB CHPSDKEHHS TUXaHHS W OKHCHOTO (ochopuiroBaHHs. ToMy 3a BEMUHHOIO
CIIOXKMTOT'O KHCHIO 1711 cuHTe3y AT®D OKHCHEHHS CYKLMHATY € MEHII e()eKTUBHUM il
Yac JIOBroTpUBaIol afanTailii, Hixk okucieHHs HAJ[-3aexxuux cyocTparis.

CrpyKTypHa opranizamist ()epMEHTIB MaTPUKCy MITOXOHIpiH JOOpEe MOTOIKY-
€THCS 3 BUILEHABEACHUMHU JaHUMH PO TICHHUM 3B 530K acmapTraraMmiHoTpaHc(epa3u
3 TIpOIIecaMy OKHCIIEHHS B MITOXOHAPisX. BeTaHoBeHo, 10 pepMenTH ukiry Kpeo-
ca, AKi po3MillleHI B MaTpPUKCi, HE TPOCTO “IUIaBalOTh’ y PO3UMHI, & OpraHi3oBaHi
B MyJIBTU(EPMEHTHHI KoMIUTeKe — MeTabonon' [Jlrodapes, Kypranos, 1987]. O6’en-
HaHHS (DEPMEHTIB Y KOMIUIEKC CTBOPIOE YMOBH JJIsl IPUCKOPEHHS IXHBOI B3aeMOAil
1 kootreparuBHOTO (ByHKITIOHYBaHHI. OCOOINBO BAXKJIMBOIO BIIACTUBICTIO TAKOi CHC-
TEMHU € MOXIJIMBICTh OOMiHY CyOCTpaTamMu i eHepriero uepe3 (i3uuHy B3a€MOJIII0
(TyHenmoBaHHs)? O€3 BUBIJIbHEHHS META0OJITIB y PO3UHH.

BusiBunocs, 1o ¢pepMeHTH MIBUIKOTO LUKILY, & CAMe OKHCICHHS JUKapOOHOBUX
KHUCJIOT 1 TpaHcaMiHyBaHHS, (HOpPMYIOTh TICHMHA acOIliOBaHW arperar y MEHTpI
komruiekey (puc. 13.3). HatomicTe epMEHTH OKUCICHHSI TPUKApPOOHOBUX KHCIIOT
po3MinieHi Ha nepudepii. bepyun 10 yBaru Taky cTpyKTYpHY OpraHi3aiito, IIBH/I-
KHUH MK (MUK JUKapOOHOBUX KUCIIOT) MOXKHA YSBUTH SIK BKIIQJICHUH Y IIUKII TPH-
kapOoHoBuX KucyoT [Konapariosa, 1989].

I Merabo0H — THMYACOBHIA CTPYKTYPHO-(DYHKI[IOHATBHHIN KOMIUIEKC, chOpMOBaHU (epMeHTaMi

OJIHOTO METabOIIYHOTO HIISAXY, IKi YyTPUMYIOTHCSI pa30M HEKOBAJCHTHHMH B3a€EMOJISIMH 1 aacopOo-
BaHi Ha YaCTHHI KIITHHHOI CTPYKTYpPH (HAIPHUKIAJI, TUISHII MEMOPaHHU UM [TUTOCKETICTY)
TyHenroBaHHSIM y KBaHTOBIil MeXaHilli HA3WBAIOTh 3/1aTHICTh €JIEKTPOHIB MPOHUKATH KPi3b MOTEH-
wiiiHuii Gap’ep HaBITH y TOMY pasi, KOJIU ISl [[bOTO HEIOCTATHBO eHeprii. Ko Mik GiTKOBHME
MoJieKynaMu € xoda 0 kinbka Monekys H,O, e(peKTUBHICTh TyHEII0BaHHS Pi3KO 3pocTac
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Puc. 13.3. PeKOHCTpyKLUisi CTPYKTYPHOI OpraHisauii epMeHTIB OKUCIIEHHS Y MITOXOHAPIAX: 1 — uMTpaTCuH-
Tasa; 2 — akoHiTa3a; 3 — isounTpartaerigporeHasa; 4a — keTornytapaTtaeriaporeHasa; 46 — TpaHc-
CyKUMHINasa; 468 — CyKuMHaTTiOKiHa3a; 6 — dpymapasa; 7 — manataerigporeHasa; 8 — acnaprat-
amiHoTpaHcdepasa; 9 — HykneosuaandocgokiHasza [3a Iliobapesum, Kypranosum, 1987]

BusiBneno takox mikaBi 1aHi Ipo B3aeMOiI0 (epMEHTIB, a TAKOXK MPO alI0CTe-
pudHI BiacTUBOCTI cyOcTpariB mukiay KpeOca, ski 3maTHi peryaroBaTé (YHKITIO-
HaJbHY OpraHi3amilo KOMIUIEKCY IeTiAporeHas TMKapOOHOBUX KHCIIOT, acrapraraMi-
HoTpaHchepasu i nuTparcuaTazi. OcoOIUBO BaXKITUBUM JUJIsI PO3YMIHHS IIBHJIKOTO
[UKITy € BCTAHOBIICHHS aJIbTEPHATUBHOTO 3B’ 3Ky MiXX KOMIIOHEHTAMH KOMILJIEKCY:
(ymapaza—MmasiaTaerizporenasa 3 QUTPATCUHTA3010 a0d0 3 acmapraraMiHoTpaHcde-
pasoro [Beeckmans, Kanarek, 1981]. Lis ansrepHaTuBHA B3a€MOIis € HION “3aii3-
HUYHOIO CTPLIKOI0” MEPEMHUKAHHS METAa0O0IIYHUX IIIJISX1B, HAIPUKIIAI, IEPETBOPEH-
HSl OKCAJIOAIIETATy Ha IIUTPAT UM O-KETODTyTapar. Acraparid MOCHIIOE B3aEMOJIIIO
MiX [TyTaMaT/IeTiIpOreHasoro 1 acapraraMiHoTpaHc(epas3or, a MajiaT mociadIoe
10 B3aeMoito. [uTpar i oi-keTormyTapar MOXyTh CIPHUYMHSTH BiIICTUICHHS MaJiar-
JIET1IPOTeHAa3M Bijl KOMIUIEKCY OL-KETOTITyTapaT/IeriiporeHasu 3 acrapraraMiHOTpaHC-
(hepazoro [Fahien et al., 1988].

OTxe, Ha OCHOBI CTPYKTYpPHO-(YHKITIOHATEHOT OpraHi3ailii MiTOXOHAPiaTbHUX
IIPOLIECIB MOKA3aHO, 1110 33 3pOCTaHHsI KJIITHHHOT aKTUBHOCTI B MITOXOHJIPIsIX BMH-
Ka€ThCS IBUAKHIA MEXaHI3M YTBOPCHHS CYKIIMHATY Yepe3 CIPSDKEHHS acrapraraMi-
HoTpaHcdepasHol (IIyTaMaToKcaioaleTaTTpaHcaMiHa3HOT) 1 0.-KeTOnTy TapaTaeri/-
poreHas3Hoi peakiiii. BcTaHOBIEHO, IO 1EW NUISIX 3aMUKAETHCS B IIUKI 32 YYaCTIO
IIUTO30JILHUX TpaHCaMiHa3, SIKi MATPUMYIOTh HAIXOMKCHHS TIIyTaMiHy, TipyBaTy
1 MaJIaTy B MITOXOH/PIi, 1, TAKMM YHHOM, OMUHAETHCS MTOYATKOBA MOBIJIbHA JIIJITHKA
nukiy Kpebcea.

InrocTpariist MOTEHIIHHO BaXKIIMBOI pOJIi aMiHOTpaHCEpa3HUX peakiliil y 3a0e3-
TICUCHHI CHePTeTUYHUX MPOIECIB HaBe/ICHA BUILE (JIUB. pO3/LT &).
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13.3. AIMOOUUTU KPOBI
AK “BIKHO” B EHEPTETUKY OPIAHI3MY

OcTaHHIMH pOKaMH IiKaBUM 00’ €KTOM 0i0€HEePTreTHYHUX MPOIECIB CTAIH JIiM-
¢douuTH KpoBi. Bigomo, 110 piBeHs J1iM(pOUUTIB BitoOpaxae CTaH IMyHHOI CHCTEMH
Ta piBeHb KaTEXOJIaMiHIB y KpOBi. Y KIIHIYHUX JOCIIIKEHHSIX IUTOXIMIUYHA aKTHB-
HICTh CYKIIMHATACTiIpOreHa3! B JiMQOIMTaX, BU3HAUCHA 3a PIBHEM BiTHOBIICHHS
TETPa30ieBUX OAPBHHKIB Y Ma3Ky KpOBi, € IHPOPMATUBHUM ITOKA3HUKOM 1HTEHCHB-
HOCTI MeTaboi3My B opraHizmi [Hapuucos, 1969; 3apenpka, 1983; [letpuuyk u ap.,
2005]. KniniyHa nuToXiMisi po3mIsiiae KIITHHY K iHPOPMATUBHY (YHKIIOHAIBHY
CHCTEMY, III0 BiTOOpakae 3MiHU CTaHy IUJIOTO opraHisMy. Y madopatopii Mapii Kon-
IpamoBoi B [HCTHTYTI TeopeTHdHOI Ta excriepuMenTanbHoi 0iodizuku PAH pozpo-
OseHnil HOBUHM LMTOOIOXIMIUYHMI METOA BU3HAYCHHS CYKIIMHATACT1IPOreHas3 B JIiM-
(oumTax KpoBi, 1110 MOEJHYE MepeBaru 010XIMIYHHUX 1 IUTOXIMIYHUX METOMIB [ XyH-
nepsikoa, 2008].

BcranoBneHo, 1o € KiibKa THITIB NMaTepHiB (hi310I0TIYHUX CTaHIB OpraHizMy
3J0POBUX TBAPHH a00 JIOACH, SIKI MOXKYTh CIYTYBaTd YyTJIHMBOIO 1HAMBITyalbHOIO
XapaKTEPUCTHKOI OpraHi3My. ABTOPH BHIUIAIOTH IT'SITh TaKWX (DYHKIIOHAIBHUX
TIaTePHIB:

1) mmOOoKuUii CIIOKI;

2) omepaTHBHHUH CIOKI;

3) craH MOMIipHOT aKTHBAIliT;

4) rimepakTHBAIIis;

5) TpUTHIYEHHS.

PiBeHb 0OMEKEHHS UM MPUTHIYEHHS aKTUBHOCTI CYyKLUHATIETAPOTreHa3! aBTo-
DM OLIIHIOIOTH 3a “AeiHri0yI0unM” BIUIMBOM 130LUTPATY, SIK 1I€ PaHillle BCTAHOBJICHO
Ha 130IbOBAaHUX MITOXOHIPISX y pa3i BIUIMBY CTPECOPHUX JI03 aapeHANIHY YH ITiJT
Yac TpUBAIOro iMMoobiizaniitHoro crpecy [badckuii, Konaparmona, 1986]. Mexanizm
Takoro “AeiHriOyBaHHs™ IE HE JO KiHIS 3’SCOBaHUM, ajie BBAKAETHCS, 10 TAKUM
YHHOM HiBEIIOETHCS 1HTIOyBaHHS CyKIIMHATACTIIPOreHAa3! OKCaloaleTaToM.

BuxopuctoBytoun po3poOieHH ITUTO0I0XIMIYHAN METO, BUSBICHO TOCHIICH-
Hs JTii aJipeHaliiHy B OpraHi3mi, [0 CIIOCTepirajiy 3a 3MiHOK (PYHKI[IOHAJIBHUX I1a-
TEPHIB 13 YiTKO BUPAKEHUMH CTaAisIMU TIOMIpHOT aKTUBAlii, TiepakTHUBaLii Ta npu-
THIYEHHS. Y HOBOHAPODKCHUX IIYPSAT aKTUBHICThH CYKI[MHATACTIAPOreHa3  JiMQo-
IIATIB € BUIIOIO, HIK y TOPOCTUX TBAPHH, 1 B CITOKO1, 1 3a (i310JIOTIUHOI aKTHUBAITii
aZipeHariHoM. Y pa3i iIMMOOLITI3aiifHOTO CTpeCy HIypiB 3apeecTPOBAHO BUPAKEHUI
nepexij BiJl rinepakTHBaLii 10 MPUTHIYCHHS CyKIMHATACTiAPOTeHA3H.

AHaJoriyHi mepexoqy MiK (yHKIIOHAJTbHUMHU IATepHAMHU BHUSBICHO TaKOX
y mromed. 30KkpeMa, y TPYIli YMOBHO 3I0POBHX TOOPOBOJIBIIIB BHSIBICHO YOTHPH
TUIHN (YHKIIOHAIBHUX TTAaTEPHIB aKTUBHOCTI CYKIIMHAT/IET1IPOTeHa3n. A y Talli€H-
TiB 13 Xap4OBOIO AJEPri€lo 1 TINEPTOHIEI0, HA BIAMIHY BiJI 30POBUX JIOACH, BUSIBICHO
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301IbIIIEHHS] aMILTITYIM aKTUBHOCTI (PepMEHTY 1 BUpaKeHY “‘NeiHriOyrouy” Iito i30-
oUTpary. AKTUBHICTb CyKIIMHATAETIAPOreHa3u CYTTEBO 301IbIIYETHCS il 4ac PO3BHU-
TKY TaTOJOTIi (I[¢ SIBUILE HAa3BaHO META0OIUYHOO TiepTPoQier0) 1 MOXKE CIIyTyBaTH
Yy TIMBIIIAM TIOKa3HUKOM, HXK BUMIPIOBAHHS apTepiabHOTO THUCKY, IS BUSBICHHS
TiMepToHii, a TAKOXK OIIHIOBAaHHS 11 pO3BUTKY 1 €(h)eKTUBHOCTI JIIKyBaHHSI.

OTxe, MPOBEJCH] JOCIIKEHHS MiATBEP/KYIOTh KIIHIUHI JIaHI PO BHUCOKY
1H(pOPMATHUBHICTh BEIMYMHU aKTUBHOCTI CYKIIMHATIETiJPOTreHas3n y JiMpormrax sk
TTOKa3HUKa (QYHKITIOHAIIEHOTO CTaHy OpraHi3My.

MOHITOPUHI aKTUBHOCTI CyKUMHaTaerigporeHasm (sk i HALl-3anexxHux aerig-
poreHas) y KrniTuHax niMgouuTiB MoXe OyTy BUKOPUCTAHUIM AN ekcrpec-
OLiHIOBaHHA EHEepPreTMYHOro 0OMiHy in vivo 3a pi3HMX (hi3ionoriyHmnxX i naTo-
NOTiYHMX CTaHIB OpraHiaMy Ta Ans KOHTPOS0 e(PEKTUBHOCTI JiKyBaHHS.

AKTUBHICTD CYKI[MHATAETIIPOreHa3y U IHIIMX JerigporeHas y miMdormrax
HOBOHapOMKeHUX 3 1969 poky nociimxyroTs y maboparopii Propuka Hapiicosa. Ha
puc. 13.4 HaBeneHo cranii peakuii KIITUHHOT TOMYJsILii TiMGOLUTIB y mporeci po3-
BUTKY TEpUHATANILHOT TaTosorii. SIk BUAHO, 32 KPUBOIO PO3MOILTY JIIMGPOIUTIB i3
PI3HOIO aKTUBHICTIO CYKITMHAT/IETiIPOTEHA3N MOYKHA JIIarHOCTYBATH TTOYATOK 1 repe-
Oir 3aXBOpPIOBaHHS, & TAKOXK TIOYATOK PeMicCii Ta KJIIHIYHOTO O/Ty>KaHHS.

AHani3 kniTMHHOT nonynsauii

Hopwma

Y

[NoyaTok 3axBoproBaHHS

[ocTpun | 3aTsKHMIA
nepebir 3axBoproBaHHS

YacToTa TpannaHHs KiTuH

Y

Pewmicis,
KniHiYHe ogy>KaHHs

Y

AKTUBHICTb (bepMeHTy

Puc. 13.4. Kpusi posnoginy nimcounTiB 3a akTUBHICTIO CyKUMHaTAEerigporeHasn y npoueci po3BUTKY
nepuHaTanbHoi natonorii Ta ii nikysaHHA [3a P. . Hapuucosum]
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Bapiariii akTHBHOCTI CyKITMHAT/AETIAPOTEHA3H 32 YMOBH Pi3HUX (DYHKITIOHATH-
HUX CTaHIB CBiI4aTh MPO pealli3alliro B OpraHi3Mi MHOXKHHHOT PETYSAIIil boro dhep-
MEHTY. Y OUIBIIOCTI BHITAIKiB BUCOKA aKTUBHICTh CYKIIMHAT/ICT1IPOTeHa3H Y JTiM(o-
LUTaX KOPEIOE 3 BEIUKOK KUIBKICTIO JiMdouunTiB y Kposi. JliteparypHi mkepena
HiATBEPIUKYIOTH, IO CYKIMHATAETIIPOTeHa3a € Yy TIINBOIO 10 0ararb0X MPUPOIHUX
PEUYOBHH i JTiKapchKuX Mpemnaparis. [leski 3 HuX HaBeneHo Ha puc.13.5. Koma pisHoro
JliaMeTpa Ha pUCYHKY — II€ pi3Ha aKTUBHICTh CYKIIMHATAETIAPOTeHa3u y pasi Jii meB-
HUX YMHHHKIB. Majie KoJIo BcepenHi — aKTUBHICTh Y CTaHi criokoro. [ocTpuii ctpec
(3ur3aronoiOHi CTPINKU) CIPUYMHSE 30UIBIICHHS [iala30Hy aKTHBHOCTI ax JI0
MaKCHUMAaIJIBHOTO (30BHIIITHE KOJI0). [IpoTe 1t TeHACHIIisSI CTPUMYETHCS 301TBIIIEHHIM
KITBKOCTI YMHHHKIB, MO0 OOMEXKYIOTh TillepaKTHUBaIlil0 (TIPSAMi CTPIJIKH), 3aBISKA
YOMY peai3yeThCs He MaKCUMallbHa, 2 CyOMaKCHMallbHA BiMTOBIAb (3y04acTe Koo).
3a XpOoHIYHOI /il CTPECOPHUX YMHHUKIB PO3BHBAETHCS CTiHKE MPUTHIYCHHS aKTHB-
HOCTI CYKIMHATACT1POTeHa3H aX 10 HyJIs.

AxkTuBaTopwm i aeiHridiTopu (“PoTeHoHnoAiGHI”)

peuaniH, Hopg,
p‘o(baMlH, Koqso

S,
'y,

w \
o-Imj Par N ramit
HePotbocehar nv\N\eTV\“Tpmn

MeKcaMiH Ta iH.

HatypanbHi
NikapcbKi

Okcanoatetar MonopOXHIMK
canat O63upan, enj .
O« at eH3jn; enitanamiy
YT o5, . 307,
Keto A Bayy;. .
6o N 30N
G N
D‘V\\L 00QQ
o& ‘\3\0 <,
QT RO
< N 49@
N ™ o¥

'Qogbaﬁ)('o].,iH’ Cepo_‘.o\,\'\\'\
"Hox, anpenoX

(ok — okmcneHa cdopma)

O6mexyBadi rinepaktuBHocTi (“ManoHaTnogi6Hi”)

Puc. 13.5. MHOXMHHa MOAynsLUis aKTUBHOCTI CyKUMHATAerigporeHasyn npupogHUMM pevyoBUHaAMKU Ta
nikapcbkumun npenapatamu. MosicHEHHS AMB. y TEKCTi [3a pe3ynbratamu GaraTopidyHux
pocnigpkeHb M. KoHapaluoBoi Ta cniepo6.]

3a 00pa3HUM BHUCIOBIIOBaHHAM npodecopa KonapamoBoi, MOmyIsLiss akTHB-
HOCTI CYKIIMHATAETIAPOTeHa3u MOXKe OyTH CBOEPITHUM “KePMOM ™ MITOXOHApiaib-
HOI €HepreTHKH, 110 Ja€ 3MOTy 00paTH MOTPIOHUH Kypc eHepro3ade3nedeHHs .
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13.4. TEPATIEBTUYHA All CYKUUHATY

VYHikaabpHI 010XiMI9HI 0COOMUBOCTI CYKIIMHATY SIK TIOTYXKHOTO CyOCTpary, OKHC-
HEHHS SIKOTO, BOAHOYAC, JOOpE PEryaroeThes, 3yMOBIWIN MiABUIICHUN 1HTEpeC 10
HBOTO 3 OOKY MEIMKO-010JI0Ti9HO{ HAYKH Ta MPaKTUIHOT MenuiuHy. L5 3arikaBme-
HICTh 3pocina, koiu y 70—80-xX pokax MUHYIIOTO CTONITTS ITUPOKE KOJIO TMaTOJOT -
HUX BiIXMIJIEHB TIOYAJH TTOB’I3yBATH 3 TIOPYIICHHAMH METa00Ii3My B MITOXOHAPISTX
(T. 3B. MITOXOH/IpiaJIbHI XBOPOOH, AMB. Po3ia 17).

YHiKanbHi 0COBNMBOCTI CyKUMHATY SIK eHepreTuyHoro cybcTpary i cykunHaT-
gerigporeHasn gk oepMeHTy, Wwo nepebyBae nig MHOXMHHOK MOAYMALIE
NMPUPOAHMX | MikapCbKNUX npenapariB, MOXYTb OyTW BMKOpWUCTaHi ong
po3pobku npoueayp NikyBaHHSI.

VYHiKadbpHI TepareBTUYHI BIACTUBOCTI CyKIMHaTy Oynu omucani B 1996 p.
y 30ipHHKYy “SIHTapHas (CyKIMHAT) KHCJIOTa B MEAWIMHE, MHIIEBOM MPOMBIIIIICH-
HOCTH ¥ CEJIbCKOM X03sHcTBe” 32 peaakiieto nmpod. M.M. Konnpariosoi. Jesxi 3 mux
BJIACTHBOCTEH HABEJICHO HUKYC.

YacTo no3uTHBHI e(heKkTH CYKIIMHATY ITOB’A3aHi 3 0T 31aTHICTIO MiATPHUMYBATH
aganraniiiny peakuiro aktusauii (JI. [apkasi Ta O. KBakina). PocroBcsknuM ¢hizio-
Jioram Branocs y Oinbin Hixk 85 % BUNAIKIB MIATPUMYBATH CTIHKY peaxiifo akTHBa-
11ii, BBOJSTYHM II[ypaM CYKIIMHAT Kajiiro B qo3ax Bif 0,5 mo 50 mr Ha 100 T Macu Tina.
[Ipote cyTTEBUX 3MiH JEHKOUTAPHOT (POPMYIIH 32 IIUX YMOB He OYI10, SIK 1 3011bIICH-
HSl HAIHUPHUKIB UM 3MEHIIECHHS Macu TUMYCY. 3a JI0TIOMOTOI0 CYKIIMHATY TaKOX B/ia-
BaJIOCS IMITPUMYBATH PEaKIlif0 aKTHUBAIlii y TBApPWH 31 CAPKOMOIO Y Y IAIli€HTIB
i3 iIeMIYHOI0 XBOPOOOIO ceplisl, siKi epeOyBay y CTaHl XpOHIUHOTO CTPECY.

Cyxnuaar Hatpiro (0,24-0,47 MM) rociabiroBaB MeTa0oiMHII al[uI03 y Tie-
YiHII, 10 BUHUAKAB MiCIIsl XiMioTeparii TyOepKyIb03y B JIETEHSIX, HE TIIbKH 3HUXKY-
104X KOHLIEHTpaito jakrary (Ha 19 %), ase 1 niaBUIIYyI0YM KOHICHTPALIIO MipyBary
(ma 20 %; 1. Bucounna Tta in.). B. Mamtok i T. Coxupko BiA3Ha4arOTh 3pOCTaHHS
e(eKTHBHOCTI TyOepKyIOCTaTUUHUX MPEnapaTiB — i0Ha3uAy 1 MoJia3uay, KOy ma-
pasieNIbHO BBOAMIIM 3apAKCHUM TyOEepKyJIb030M MOPCHKUM CBHHKAaM CYKLMHAT Ha-
Tpito B 1031 200 MI/Kr MacH MOACHHO. Y IUX JOCIiAaX CYKIIMHAT CIIPHSIE HOpMaJTi-
3amii koedimienra AJI®/O mist MITOXOHAPIN TEYiHKH, SKUH CHIBHO 3aBHINECHUI
y XBOpHUX Ha TyOepKyinbo3. Hanpukial, y 3apaKeHUX TBapUH 32 OKHUCIICHHS J100aB-
JeHoro B mossiporpadiuny koMipky cykuumHaty AJl®D/O cranoButs 2,80, a micns
BBEJICHHS TTOJTIa3UAy 31 CYKITMHATOM HaTpito — 1,99. ABTOpH CTBEpIKYIOTH, IO CYK-
LUHAT, He Maro4yM crierudivyHoi 6akTepiocTaTHYHOT aKTUBHOCTI, Ma€ MeMOpaHocTa-
Oimizytody Jito (MOYKIIMBO, 3aBJSTKM 3CYBOBI JKHPHOKUCIIOTHOTO CKJIa/Ty MiTOXOHPiit
NEeYiHKK B OIK HEHACHYEHUX KOMIIOHEHTIB), IO 3HAYHO 3HMKYE 1HIEKC TyOepKy-
JLO3HOTO TOIIKO/KEHHS iCIIs XiMioTeparii.

1. JlaypanoB Ta iH. BUKOPHCTOBYBaJIM CyKIuHAT Hatpito (150 Mr/kr macu per os)
JUTSL JTIKyBaHHSI MHEBMOHII HEMOBJIAT, KA 9aCTO € HACIIIAKOM HE3pioCTi IMQOiTHNX
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TKaHUH. OKpiM 3arajibHOTO JiKyBaJIbHOTO €(EKTy, TOCIiAHUKN BCTAHOBUIIN CYTTEBI
3MiHM IMYHHOI CHCTEMH TICJIA BIUIMBY CYKLIMHATY, a cCaMe 3ar00IraHHs MiBUIIEHHIO
KUTBKOCTI B-KITITHH y KpOBi XBOPHX, 3HIKEHHS KiJIBKOCTI ManoauQepeHiioBaHmX
T-KTITHH, TPUCKOPEHHS J03piBaHHS T-KIITHH
y TEMyci ¥ iHmi 3MiHu. [lo3uTHBHI 3MiHU
IMyHHO{ CHCTEMH BHACIIJOK JIIKyBaHHS TOCT- A
PHX pecripaTopHHX 3aXBOPIOBaHb Y AiTeH BCTa-

HOBJIeH] Takox B. IBaHoBoIO 1 cmiBpo6. Buko- BYIIZH"CT KS-S\BA
pHUCTaHHS CyKIIMHATY HATPIIO MO 31 3BUYAM- ORI
HOIO MATOrCHETHYHOI0 TEPAMi€l0 I0CTOBIPHO - 7

301IBITYBaJIO TIPOAYKIIiIO0 IMyHOTIIOOYIiHY A, CHPOBAaTKOBOTO iHTEP(EPOHY, KiTBKOC-
Ti T-mimdonuTis, a 3a ckaagaux GopM mHeBMOHIT — 1 B-kititun. b. Pesnik 1 XK. Kpaii-
HSISL 711 JTIKYBaHHSI OJHOPIYHUX IiTEH, XBOPUX Ha IMHEBMOHIIO, BUKOPHCTOBYBAJIN
repopajbHe BBEACHHS CYKIMHATY HaTpito B 1031 30 mr/kr macu. OKpiMm 3arajbHUX
MOKa3HHUKIB OyKaHHsI (3HIKCHHSI TEMIIEpaTypH Tijia, MiJBHUIICHHS aneTUTy, 3MEH-
IIEHHS TOKCHUKO3Y), aBTOPY BUSBIUIN TIABUIICHHS aKTUBHOCTI CYKITMHATACTIApOTe-
Ha3u B JiMpouunTax, 3pocrants piBHs ATO, Hopmai3aiilo KUCIOTHO-IYKHOT PiBHO-
Bard, BIJHOBJICHHS HOPMAJBHOI ceprieBoi nisuTbHOCTI. L{i maHi miATBEpKYIOTH pe-
synbTati H. KonecHikoBoi 1 cniBpo0. 3 KeBCHKOro MEIIHCTUTYTY, SIKi ITICHIsi BHKO-
pHUCTaHHS CyKLMHATY HATPiIO AJIs JIIKYBaHHS JiTel, XBOPUX HA ITHEBMOHIIO, CLIOCTEPi-
raJii HOpMaJTi3arlifo aKTUBHOCTI CYKIIMHATICTIAPOTeHa3H, ol-Tminepodocdaraeriapo-
reHasu Ta kucioi gocdarasu y TpoMOOIHTAX.

1O. 3aprkenpknii i criBpoO. MPOAEMOHCTPYBAIN TO3UTHBHUH BILTHB CyKITMHATY
B peaHiMauniiiHuii mepiox miciasi cTaHy KJiHIYHOI cMepTi, SKy CHPUYMHSIIN
10-XBUJIMHHKM [IE€PETUCKAHHIM BHY TPILIHHOTOPAKaJIbHOTO CYIMHHOTO ITyYKa CepLs
y 1ypiB. Bukopucranns cykuuHary Harpito (20 mr/kr) Ha 3—7 no0y nocrpeaHima-
uiiiHOrO Mepioay (ajie He paHille) 3HUKYBAJIO PIBEHb BIIbHOPAANKAIBHUX MPOLIECIB
Y MO3Ky Ta CHPOBATIIi KPOBi, TTOCIA0IIOBAIO AECTPYKIII0 MEeMOpaHHUX €IEMEHTIB
HEHpOHIB, CIPHsUIO OUIBII MOBHOMY BiJHOBJIECHHIO (YHKLIH 1 CTPYKTYpH MO3KY
(30Kpema, MO304Ka), 3aro0irasno mosBi (pakTopiB pU3KUKY PO3BUTKY areporeHesy (Ta-
KHX SIK 30UIBIICHHS BMICTY XOJIECTEPHHY, TPHALMITIIIEPOIIB 1 JTIMOMPOTEINiB KPOBi)
y BiflaJieHOMY nocTpeaHimManiiiHomy nepioai (A. MyTyckiH Ta iH.). Bukopucranus
CYKIIMHATY HATPIO 332 TOCTPOTO Mepiojly eKCIePUMEHTAIBLHOT BAKKOI YeperTHO-MO3-
KOBOT TpaBMH y co0aK 3amo0irajio BUCHa)KEHHIO KaTeXoJIaMiHOBOI Ta CEpOTOHIHEp-
TiiHOT crcTeM y MO3KY 1 CIPHUSIIO HOpMai3allil peooriuHuX BIaCTUBOCTEN KPOBI
(JI. Ycenxo, E. KniryHenko).

O. PauxoB 1 M. PaukoBa 3BepTaioTh yBary Ha “mipyBaTOreHHY  IiI0 CyKLMHATy
Harpito (100 mr/kr macu, 7 aHiB, y T.4. 1 B KOMOIHaIlii 3 IalraBepuHOM) y Ccepill Ta
CTIHIII 20PTH 32 Pi3HUX BU/IIiB TiMePTOHil 3aB/SIKU MOCHIICHOMY YTBOPEHHIO (hoC(o-
SHOJITTIPYBaTy B IIIBUIKOMY MK KAPOOHOBHUX KUCIIOT. 301IBIIICHHS BMICTY TipyBaTy
€ XapaKTepHUM e(EKTOM CYKI[MHATY HATPit0 y pa3i MeTaboIuHOTO aIuI03y. 3a 11X
YMOB CyKIIMHAT BiTHOBIIFOBAaB PiBEHb BHYTPIIIHFOKIIITHHHOTO 1 TKAHWHHOTO Na™, mif-
suiryBaB BMicT K*, Ca?* i Mg*" y TkanuHi cepiist. Di3ionoridHy aKTUBHICTh HU3bKHX

Ta01.
8055ar
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koHUeHTpauii cykuunary (0,5—1 mr/kr macu Tina) i o-KeTormyTapary 3a pi3HHX
(opMm cepueBoi maroJiorii (MiokapAuT, Taxikap/is, aTepOCKIEPO3, MIrpeHb Ta iH.)
nocnimkysanu [. Caaksn Ta I. CaaksiH. ABTOpH HaroJIouIytoTh Ha MOJKJIMBOCTI TIOTEH-
LIIOBaHHS CYKIIMHATOM TEpaneBTHYHOI Jii 3aco0iB Tpa uiiiHOI Teparii (cepuedHi
IJTIOKO3W/IH, IyPEeTUKU Ta iH.), 10, Y CBOIO YEPry, pOOUTh MOKIMBHM 3HMKEHHS
JI03M BKUBAHHS crieluiyHuX MpernapariB i 3HKEHHST IXHBOT TOKCUYHOT MOOIYHOT
nii. CyKnrHaT BUKJIMKAB J10303aJI€)KHE TOCUIICHHSI CKOPOUYEHHS 130Ib0BAHOTO M’si3a
nepeacepas y MOJOAUX HIypiB, mpudoMy B HmK4nX (107 M) KOHIEHTpaIisx, Hix
anpenanin (10° M) uu crpodantun K (10° M). BBeieHHSs CyKIMHATY B TPOTOYHUI
po3uun Tipoje BIBOE CKOPOUYBAJIO YaC BiAHOBJICHHS poOOTH M’s13a Iiepeicepis mic-
715 IepeHeceHoi imeMii. [nemMivyHa pe3suCTeHTHICTh CepIIeBOTO M s3a MiCIs BBEICHHS
CYKIMHATY TiaBuiryBanacs Ha 14-ty no0y excnepumenty (M. CripiloHOB Ta iH.).

VYuikanbeH1 fanHi Oymau orpuMani €. Ko3upeBoio y criiBaBTOPCTBI 3 MOCKOBCHKUMHU
JIKapsMU T1i]] Yac JiKyBaHHs paky. Buxomsuu 3 Teopii BapOypra npo “mitoxoHpi-
albHI TIEPEIYMOBH~ PAKOBOTO TIEPEPOIKCHHS
KITITHH, JIIKapsIM-OHKOJIOTaM OyJI0 3arpoIrtoHOBa-
HO JIOJATKOBY TEPaIlil0 CyMIIIIIIO CYKI[HHATY,
UTpaTy W O-KeTODIyTapaTry pa3oM i3 JIESIKUMH
BiTaMiHaM¥ 1 TpaBamu. Uepe3 1’ ATh POKIB JIIKY-
BaHHSA CMEPTHICTh XBOPHX 13 KAPIIMHOMOIO IIHHi-
KM MaTK{ Ta PakoM TMPsIMOI KUIIKK 3MEHIITYBalach y BICIM pa3iB, 3 pakOM SIEYHUKIB —
y TPH pa3u, MOJIOYHOT 3aJ1031 — y IICTh pa3iB. 3 15 XBopux Ha MiOMy MaTK{ HIXTO HE
TOMeD, TOJ K y KOHTPOJBHIN Tpymi momepio 50 % XBopux.

PagionpoTeKkTOpHi BI1aCTUBOCTI CyKIIMHATY OMHCAaHI 32 BHYTPIIIHbOUYEPEBUH-
HoT iH’ €Kil cykiuHary Harpito (200 mr/kr macn). BBegenns cykuuHary 3a 30 XB J10
OIIPOMIHEHHS B cyOneTabHil 1031 8 ['p 3011bIyBaio BUKUBAHHS Iy PIB, 32 JAHUMH
0. Kocenxo 1 FO. Kamiacekoro, Ha 40—-70 %. ABTOpH MOSICHIOIOTH OTPUMaHI Pe3yib-
TaTH 3HWKEHHSAM JI0O HOPMH CITIBBIJIHOLICHHS KETOHOBHMX Til (ameroarerar/3-D-
rigpokcuOyTupar), a BianoriaHo 1 BigHomenHs HAI'/HA/IH y miToxoHApisx re-
YiHKM ONIPOMIHEHHUX TBapHH.

OpuriHaabHAN CTIOCI0 3HMKEHHSI PiBHSA IIIOKO03HU Y pa3i yKpPoBOro aiadeTy
3arporonoBanuii O. Kocenko i ciiBpo6. OgHouacHa 3 rinepriiikeMiero rinepimniae-
Misf HAIITOBXHYJIa aBTOPIB Ha AYMKY, IIO PiBEHb IITIOKO3M Y KPOBI, ii TPaHCIOPT
y KIITHHY 1 yTrITizanis y nepudepruyHux TKaHWHAX Moxe OyTH HOpMalli30oBaHa 3HHU-
JKEHHSM KOHIIEHTpaIlii KeTOHOBUX Tij. CyKIHMHAT HATPIO0 YCHINIHO “poOWB” 1Ie
y TEUiHIll MOJOAMX IIypiB. 3a aJIOKCAHOBOTO Mia0eTy iH €KIIisI CYKIIMHATY HATPiI0
(50 mr/kr macu) Bxe uepe3 30 XB MPUBOJMIA 0 3HMKEHHS BMicTy 3-D-rigpokcu-
OyTHpary i aneroarerary, a, HallBaKJIMBilIe, KOHIICHTPAIlis TIIIOKO3H Y KPOBI 3MEH-
myBanacs 3 30,0 mo 16,4 mM. [IpaBna, KOHKPETHOTO MeXaHi3My 1IbOTO (heHOMEHa
aBTOpPHW HE BCTAHOBWIIM, a OB’ S3aJIM MOTO 13 3araJIbHOI0 iHTEHCU(IKAIIIECIO eHepre-
TUYHOTO OOMIHY Ta CHHTE30M O1TbII0T KiTbKicTi AT®.
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BypwtuH moxe Oyt He
TiNbKU [XEPeriom eHepreTuny-
Horo cyGcTpaTy — CyKUMHaTy,
ane N KOHCepBaTOPOM [0iICTO-
PUYHMX iCTOT. FK NOBIJOMUB
XypHan Current Biology [Xing
etal., 2016], Ha pyHKy B M’'siHMi
npogasanu XBiCT AWHO3aBpa
y OypwTuHi. Lin 3Haxigui He
MeHwe 99 MINbNOHIB POKiB.
LLimaTouok OypliTvHY MaB AiameTp npubnusHo 3,6 cm. LiBmale 3a Bce,
OMHO3aBp 3arpy3 XBOCTOM Yy CMOMi Ta 3arvHyB. BusasneHun dparmeHTt
cknagaeTbes i3 BocbMU XpebuiB, a NoBHA JOBXWHA XBOCTa Oyna LioHan-
MeHLLe BTpuYi BinbLuoto. O4eBUOHO, XBICT Hanexae MiHiaTiOpHOMY NepHa-
TOMY OMHO3aBpYy 3 NiapsAy TepOnoAiB — ABOHOMMX XvbkakiB. BiH OyB po3mi-
poM 3 ropobus, npoTe nitatM He Mir. XiMiYHUM aHanisoM JOBedeHo, Lo
M’SIKi TKAHMHW HaBKOMO KICTOK MICTATb Cniav ABOBaneHTHoro gepymy. Ha-
YKOBLIi BBaXatoTb, LLO Lie NISMN KPOBi, a8 hepymM Mae reMoBe NOXOAXEHHS.
Micuamn nip’a Ha XBOCTI OWHO3aBpa, SKWWA HaragyBaB MULIAYUA, Ha-
BiTb 30eperno cBii nepBicHUI Konip. o TeponogiB HanexwTb i TMpaHo-
3aBp — OOMH i3 HaWBIMbLUNX XMXKaKiB Yy iCTOPIi MnaHeTW, AOBXMHA cKkeneTa
AKoro morna caratm 12 meTpis, a Maca — Mamxe CeEMU TOHH.

Miacymok 13. “6YPIUITUHOBA” EHEPTETUKA

e VYTBOpeHHS CyKOWHATy 3i CyKIuHII-KOA Ha m'sSTOMy erami UKy
KpeOca BinOyBaeTbes y TpH cTaiii, Ha KIHHIEBIH 13 SKHX Yy pe3yjbTari
cyocTpatHoro gochopuiroBaHHs cuHTE3y€eThes [ TD.,

e CyknuHaTAeriaporeHasa — e (IaBompoTeiHOBUHA (DEPMEHTHUIH KOMII-
JIEKC BHYTPIIIHBOI MeMOpaHu MiTOXOHAIpid TBapuH. Lle exunuii dep-
MEHT, SIKui Oepe ydacTb i B nukii Kpebca, i y AMXaTbHOMY JIQHIIIOTY
MITOXOH/IPIH.

e Ha mocromy eramni nukiay Kpebca cykuuHaraerigporeHasa Karaiizye
OKHCJICHHSI CYKIMHATy 10 (yMapary 3 BiIHOBJICHHSIM YOIXiHOHY 10
yOixiHomy. Y 1iii peakiiii ABa aTOMH TiAPOTEHY CIIOYaTKy MEPEHOCATHCS
31 CyKUMHATy Ha IPOCTETHYHY TpyIy cyKuuHataerigporeHasu DOAJ[
1 1ai — Ha YOIXiHOH.

e CyKIUHATAETIAPOTeHa3a CKIAJAETHCA 3 IBOX T1IPO(MITFHIUX 1 ABOX Tif-
podoonmx cydbonuuuik: SdhA, SdhB, SdhC i SdhD. Ilorik enekrpoHis
31 CYKIIMHATY JI0 KIHIIEBOTO aKIENTOPa SJISKTPOHIB — O2 CIIPSDKEHUH 31
cuaTe30oM 1,5 monekynun AT® Ha KOKHY Iapy eIeKTPOHIB.
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e AKTHBalLis IUXaHHS Y TKAHWHAX i yac QyHKIIOHAIbHUX HABAaHTAKEHb
YM 32 MIEBHUX IATOJIOTIYHUX YMOB MOKE OyTH 3yMOBIICHA TIOCHIICHHSIM
OKHUCIIEHHsI CYKIIMHATY, TO/l K okucieHHs HAJ[-3anexxaux cyOcTpatiB
ICTOTHO HE MiABHUIYEThCs. OTXKe, CTBOPIOIOTHCS YMOBH ISl TIEpediry
1HILIOTO, KOPOTIIIOTO 1 IIBHIIIOTO MUKy, HiK ToBHHUK Kpebca.

e PiBeHb €HEPreTHIHOTO OOMiHY OpPTaHi3My MO)KHA OIIIHIOBATH 32 aKTHB-
HICTIO JerifiporeHas MiTOXOHApiH y miMdouurax. Bucoki moka3HUKH
CYKLMHAT/ETIAPOreHa3 B JIIMPONHUTaX y OLIBIIOCTI BUMAAKIB KOPEIIO-
FOTh 31 301IBIIEHHSIM BMICTY WX KIITHH y KPOBI 32 aKTHBAIlil IMyHHOT
CHUCTEMH.

e VHIiKaJIbHI TEpaneBTHYHI BIACTHBOCTI CYKIMHATYy 1 MOMIJIMBICTH MHO-
’KUHHOI MOTYJISILIT CYKIIMHATACTIPOreHa3! TAI0Th 3MOTy IIIHPOKO BHKO-
PHCTOBYBATH MOT0 y MEAMIMHI, Xap4yOBili MPOMHUCIOBOCTI i CIIIbCEKOMY
rOCIIO/IapCTBI.

3ABOAHHA | KOHTPOJIbHI MUTAHHA

3anacanus eHeprii y nukiai Kpeoca. ¥V peaxiiii, siky karamizye cykiuain-KoA-cunrasa,
YTBOPIOETHCSI BUCOKOCHepreTryuHa croiayka ['Td. Slkum yMHOM BijibHA €HEpTis, 110 Mic-
tuthest y ' T, mepexoants 10 KiniTHHHOTO myiry ATD?

KommapTmenTasmizanis ¢pepmentiB nukiay Kpedca. [3omurparaerigporenasa € TUIbKH
Y MaTpHUKCi MITOXOH/PIiH, a MajaTAeriIporeHasa — i B UTO301, i B MITOXOHIPiAX. Ky
POJIb BiIIrpa€e UTO30IbHA MaJIATACTiAporeHa3a?

CKinbKH NPOTOHIB BUBOAMTHCS Y MizkMeMOpaHHMI PocTip MiTOXOH/Ipiili 32 mepeHe-
CCHHS NAPH eJICKTPOHIB AnXaJbHUM JaHmorom Bix HAJTH i cykuunary BignoBiqno?
1) 1016;

2)312;

3) 38130;

4)2,511,5.

J1s okucHO-BiTHOBHOI mapu (pymMapaT/CyKIMHAT CTAHAAPTHUN BiTHOBHHIT MOTeH-
uiaja (AE") cranosutsb +0,031 B, a nast napu O,/H,0 —+0,816 B. Pospaxysatu 3miny
CTaHapTHOI BIIbHOT €HEpril 3a MepEeHEeCCHHsI apy eJIEKTPOHIB Y TUXaJIbHOMY JIAHIIIOTY
MiTOXOHIPiit Bizt cykuunary 10 O, 3a popmynoro AG™ = -nF x AE™.

1) -160 xIx/Mob;

2) 160 xJIx/Moib;

3) -210 B;

4) 96,5 xJ[x/B x Momb.

Y akiii peakuii nukay Kpe0ca B pesyabrari cyocrparnoro gochopuiiiopanns yrso-
proerbes I'TO?

1) neperBopenHs cykuuHI-KOA Ha CyKIMHAT;

2) y peakiii, o KaTali3yeTbes cyKunHiI-KoA-cunrasoro;

3) meperBopeHHS (HOCPOCHOMITIPYBaTy Ha TIPYyBaT;

4) mepeTBOpEHHS CyKIIMHATY Ha (hymMapar.
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6. Cyxkuunar, yreopennii 3i cykunnii-KoA, okuciawoerses 10 pymapary:
1) pmaBompoTeiHOBOIO CYKIIMHATACTIIPOTeHA30I0;
2) HAJTH-3anexHO0 MipyBaTAeriApOreHasoro;
3) cykuuHin-KoA-cuHTa3010;
4) dymapaszoro.

7. TpaHcnopr o/iHi€l napu eJeKTPOHIB Bijl cykuuHary 10 O, cnpsikeHuii 3i cuHTE30M:
1) 1,5 monexynu AT®;
2) 3 monekyn AT®;
3) 1 monekymu AT®;
4) 32 monekyn ATO.

8. Sxwuii ¢pepMeHT AMXATBHOIO JIAHIIOrA MITOXOHAPIN CKJIAAA€THCHA 3 YOTHPHOX Cy0-
onuHuNb (ABOX rigpodinbHux i ABOX rinpododumnx) Ta MicTUTH yOiXiHOH3B’A3y-
BAJIbHMIA calT?

1) cykumHataerigporetasa;
2) mipyBaT/JeriiporeHasa;
3) dpymapasa;

4) yOGixiHaza.

9. Sxa cyboauHMus cyKuuHATAeriiporenasn Mae kogpaxrop ®AJl i cykumHaT3B’ s13y-
BAJILHMI calT?
1) SdhA;
2) SdhB;
3) SdhC;
4) SdhD.

10. BubepiTs iHridiTopn cyknMHaTaerigporeHasu, mo 0J10KyIOTh NPHEIHAHHSA CYKIH-
HaTYy:
1) maonar;
2) oKcaJioareTar;
3) kapOOKCHH;
4) TeHOINTPU(IIOOPOALICTOH.
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PO3AIA 14

TPAHCIMOPTYBAAbHI
CUCTEMU MITOXOHAPIHN

e AKTMBHMH | NAaCUMBHHI TPAHCMOPT PEYOBUH
Kpi3b GioAoriuHi MemOpaHu

e 3araAbHa XapaKkTepuCTMKa TPAHCMOPTYBaAbHHMX
CUCTEM Y MITOXOHAPIsIX

e Ca’*-TpaHCnoOpTyBaAbHi CUCTEMM MITOXOHAPIH

Baxnneoto yHKUiE MITOXOHApPiIanbHUX MeMbpaH € nigTpyMaHHA di-
3i0MoriYHMX KOHUEHTpaLii MeTaboniTiB Ta ioHIB y KNiTWHI. Lito doyHKLito 3a-
6e3neyvytoTb YMCINEHHI TPAHCMNOPTYBasibHi CUCTEMM 30BHILLIHLOT Ta BHYTPILLI-
HbOI MeMBpaH. 30BHiLLHS MeMBpaHa MICTUTb MOPOYTBOpPIOBarbHI BiNkn, SKi
pobrnATh i MPOHWKHOK ANsi HU3bKOMOIEKYNSPHUX CNomnyK. MoLKogKeHHs
30BHIiLWHBOT MEMBPaHN 3yMOBAOE BUTIKaHHS BinkiB MixkmembpaHHOro npo-
CTOpY B LMTOMNMA3My, LLO CIPUYUHSE CMEPTb KNITUHMW.

BHYTpilWHA MembpaHa MIiTOXOHAPIN BiAMEXOBYE BMICT MITOXOHAPIA —
MaTpuKC Big MixkmembpaHHoro npoctopy. BoHa NpoHWKHa ANst KUCHIO, BYT-
NEKMCNOro rasy, BoAW, aMiaky, nipyeary, aueTary, iHLMX MOHOKapbOHOBMX
KMCNOT, TPAHCMOPT SKUX 34INCHIOETLCS ANdY3inHO. BogHovac BHYTPILLHSA
MeMOpaHa npakTUYHO HeMpoHuKHa ans katioHiB K*, Na*, H*, anionis CI-,
Br-, kodbepmenTie HA, HAO®, GinblwocTi amiHOKMcnoT. Tomy TpaHcnopT
Mavixxe BCiX iOHIB i Monekyn notpebye crneundidHux TpaHcnopTepis. Henpo-
HUKHICTb BHYTPILLIHBOI MEMOpaHN MiACUMIOETBCS HASIBHICTIO CneumdivHOro
docchoninigy — kapgioninivy. Bce ue cTBOptoe nepegyMoBu 41151 BUHUKHEHHS
Kpi3b BHYTPILUHIO MeMOpaHy MITOXOHAPIN enekTpoxiMiyHOro noteHuiany H*.
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14.1. AKTMUBHUA | MACUBHUM TPAHCIOPT
PEYOBWH KPI3b bIOAOTIYYHI MEMBPAHU

TpancnopTyBaHHSI PEYOBUH Kpi3b OyAb-siKy OiooriuHy MeMOpaHy Moxke OyTu
MMaCUBHUM 1 akTUBHUM (puc. 14.1).

Kanan TpaHcnopTep
¢ Yoo oo (&)
v AKBanOpI/IH O Q O OO
G] O? o
A,El(D
<> <>
MpocTa andysis Monerwera andysis —

AKTUBHUI TpaHCMopT

Puc. 14.1. MexaHi3mu TpaHCNopTyBaHHS PE4YOBUH Kpidb BionoriyHi MemGpaHu

[TacuBHMIT TpaHCTIOPT — 1€ TIEPEMIIIICHHS PEUOBHH crtocoOoM audy3ii 3a ixHiM
CJIEKTPOXIMIUHUM (@ KOJIM TPaHCIIOPTYIOTHCS HE3apsIKEHI MOJICKYIH, KOHLEHTpa-
MIHHAM) TpaaieHToM, 06e3 3aTpaT CTOPOHHBOI eHeprii. AKTHUBHHH TpPaHCIIOPT — IIe
TIepEHECEHHS PEUOBUH MPOTH €ICKTPOXIMITHOTO TpajicHTa 3 BUKOPUCTAHHSIM CHEP-
rii ATO.
Hudy3ist Mmoxxe OyTu npocToro Ta nosyermeHorw (puc. 14.1). [Ipocra qudysis —
e pyx rigpodoOHux (JinodiabHUX) PEUOBHH Kpi3b JimigHUN Oimrap MemMOpaHU.
HIBuakicte npoctoi andy3ii 3a1eKuTh BiJi TOBIIMHI MEMOpaHH 1 BiJi pO3YMHHOCTI
pedoBuHM y mimigax. [lonermena nudysis Moxxe 3AIMCHIOBATUCS HECEIIEKTUBHUMHU
Y CEJCKTUBHUMH 10HHUMH KaHajaMu abo crenu(iuHuMH MeMOpaHHUMH TpaHC-
opTepamu.
AKTHBHHUH TPaHCTIOPT MOXKE OyTH NEPBUHHUM a00 BTOPUHHUM. SIKI110 A7 Tiepe-
MIIIIEHHS PEYOBUH KPi3b MeMOpaHy 0e31ocepeiHb0 BUKOPUCTOBY€EThCs eHepris ATD,
TO 11€ IEPBUHHO-aKTUBHUN TPAHCHOPT.
BTopuHHO-aKTUBHUH TPaHCHOPT — 1€ HEPEHECEHHS KPi3b MEMOpaHy PEUOBUHU
MpoTH i1 eNeKTpoXiMidHOTO (200 KOHIIEHTPAIIIHHOTO) TPali€HTa 3aBOSKH CHEPTIl
€JIEKTPOXIMIYHOTO TPa/Ii€HTA 1HIIOI PEYOBUHH, KW, Y CBOIO UePTy, BUHUKAE y TIPO-
1eci MepBUHHO-aKTHBHOTO TpaHcropTy. OHa pedOBHHA TPAHCIIOPTYETHCS 38 CBOIM
EJIEKTPOXIMIYHUM TPaJIi€HTOM, a 1HIIA — TIPOTH CBOTO TPAJIIEHTA.
€ TpU OCHOBHUX THITU TPAHCIIOPTEPIB:
1) yHIDOpT — TpaHCHOPTYBaHHS OJIHIE] pEYOBHHMU 3a 11 eEKTPOXIMIYHUM (KOH-
LEHTpaliiHIM) TPaJiEHTOM;

2) CUMIIOPT — TPAHCIOPTYBAaHHS ABOX 1 OijIbIIe PEYOBHH OXHUM TIEPEHOCHUKOM
B OZJTHOMY HANPSIMKY;

3) aHTUHOPT — NEPEeMillleHHS PI3HUX PEUYOBHH OAHUM IEPEHOCHUKOM Y MPOTHU-
JISKHUX HaPSMKaX.
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[MepeMmilleHHs IOHIB | MONEKyN Kpidb MITOXOHApPIanbHi MeMOpaHu 34iNCHo-
€TbCsl ab0 3a eNneKTPOXiMIYHUM YU KOHLEHTPALUINHUM rpagieHToOM (nacue-
HWUW TpaHCMopT), abo NPOTU EMNEKTPOXiMIYHOIO rpagi€HTa 3 BUKOPUCTAHHAM
eHeprii AT® (akTUBHUI TPaAHCMNOPT).

14.2. 3ATAAbHA XAPAKTEPUCTUKA
TPAHCITOPTYBAAbHUX CUCTEM
Y MITOXOHAPIAX

30BHILIHA MeMOpaHa MiCTUTD BEJIMKY KiJIbKICTb IHTErpajbHUX OLIKIB — IOPHHIB,
AKi (hOPMYIOTH IUPOKI KaHANH 1 3a0€3MeuyIoTh MPOHUKHEHHS KPi3h MEMOpaHy pedo-
BUH 13 MOJIEKYISIPHOIO Macoio 10 5 k/la. OCHOBHUM KJIaCOM MOPHHIB 30BHILIHBOT
MeMOpaH! MITOXOH/IPiH € T. 3B. TIOTEHIliaNI3aJIe)KHi aHiOHH1 KaHamH (voltage-dependent
anion channels, VDAC), mo 3a6e3neuytors Tpancrnopt AT®, AJ1d, HAH, mipy-
Bary, Majary i 6aratbox iHIIMX MeTabomniTiB Ta ioHiB (puc. 14.2). Oxpemo MOxHa
BUJIUTUTH KaHAJHU JIJIs1 TPAHCIIOPTYBAHHS BOIU — aKBallOpWHU (uB. puc. 14.1).

VDAC Bax-VDAC
Iniokoaa oniromep oniromep
[Moko30-6- LinToxpom ¢

docat

Lintoxpom ¢

[ekcokiHasa

ATO, Alld, HAOH
meTabonitm

Matpuke

BHyTpiwHa membpana

30BHILLHSA MembpaHa

Puc. 14.2. OCHOBHi TPAHCMOPTHI CUCTEMM 30BHILLHBOI MEMOPaHV MITOXOHAPIV

binkoBi MoneKymu, sSiKi MalOTh po3MipH, OUTbII HIX 5 kK/la, MOXKYTh POHUKATH
JIOBHOCTEH, po3MiIeHnx Ha N-KiHITi, 3 TPaHCIIOKa3010 30BHIITHL01 MeMOpanu (T3M).
TpaHcropTyBaHHSI PEUOBHH KpPi3b BHYTPIIIHIO MeMOpaHy MiTOXOHJpIii moTpe-
Oye pI3HOMaHITHHX TPAHCIOPTHUX cHcTeM. Jl0 HalBaXXIMBIIUX pPEYOBUH, SIKi
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MoTpeOyrOTh MITOXOH/IPIT JJIsI BAKOHAHHS CBOET OCHOBHOI (PyHKIIiT — cuHTE3y ATO,
HEOOXITHIMH € CyOCcTpaT OKMCHEHHS, BI/IHOBHI €KBIBaJIEHTH, HEOpraHiuHui oc-
dar, A1 1 KHuCEHb.

[MPOHMKHICTb 30BHILLHLOI MEMBPAHN MITOXOHAPIN ANsi Cy6CTPaTiB OKUCHEHHS
i dhocchopuntoBaHHsi, BiogHOBHMX ekBiBaneHTiB (y surmsgi HAOH i HAQ®H),
HeopraHiYHMX iOHIB, BOOW WM iHLUMX PEYOBUH 3yMOBIIEHA HASIBHICTHO Yy Hil
NMOpPOYTBOPIOBANbHUX KaHaniB i TPaHCoKaa.

TpancnopTyBaHHs cyOCTpaTiB OKMCHEHHSI Ta KAPOOHOBUX KHUCJI0T. MOHOKap-
OOHOBI KHPHI KHUCIIOTH — [3-OKCHOYTHpAT, alleToaleTar i alerar BUIbHO AU(QYHIYIOTh
Kpi3b BHYTPIIITHIO MEMOpaHy MITOXOHIPIi 3aBISKH XOPOIIIiil pO3UNHHOCTI B JIIITiAAX.

3a mepeHeceHHs TOBrONAaHIIOTOBUX KHUPHHUX KHUCIOT BIAMOBigae crieniaiabHa
KapHITHHOBAa TPAaHCIIOPTHA CHUCTeMa. AKTHBOBaHI XHPHI KUCIOTH Y (QOpMi aIfui-
KoA crarorh TpaHCHOpTaOEIbHUMH 3 IUTOIJIA3MH Y MAaTPUKC MITOXOHJAPIH Micist
B32€MO/Iii 3 KAPHITHHOM 1 YTBOPSHHSM alMIKAPHITUHY. AIIMIKAPHITHH TPAHCIIOPTY-
€THCSI KAPHITUHOBUM IEPEHOCHUKOM, OOMIHIOIOUMCH HA BUTbHUI KapHITHH. Y Ma-
TPHKCI alMiIbHI 3aIMIIKH 3HOBY 3B’s3y10Tbes 3 KOA (muB. posnain 7).

TpancmopTyBaHHS aHIOHIB AW- 1 TPUKApOOHOBUX KHCJIOT TICHO TIOB’s3aHE
3 TpaHCIOPTYBaHHSAM HeopraHiuHoro Qocdary. Heopraniunuii docdar (y dopmi
ioniB H PO,) HaIXOIUTh y MaTpPUKC MITOXOHAPIX yepe3 cummopt 3 H' 3a mexaHi3-
MOM BTOPHHHO-aKTHBHOTO TPAHCIIOPTY (TPAHCIOKA3010), TeHEPYIOUYH eNIEKTPOXiMid-
uui rpagient H,PO, (puc. 14.3). EHepriio 1boro eleKTpoXiMiqyHOro TpajieHTa Bu-
KOPHUCTOBYIOTh TPAHCIIOPTEPH AU- 1 TPUKAPOOHOBUX KHUCIIOT AJIsl TPAHCIIOPTY Y Ma-
TPHUKC MITOXOHJIIpiH CyKUMHATY, pymapaTy i manary. 3a iHIIUX yMOB (HallpuKIan,
KOJIM y MaTpHUKCI HaJMIpHO yTBOPIOETbCS CYKLHMHAT YU Majar) LEed aHTUIOPTEp
MoOXke (PYHKI[IOHYBaTH y 3BOPOTHOMY pexuMi (puc. 14.4).

TpancnopTyBaHHs LUTPATY, 130LUTPATY 1 YuC-aKOHITaTy CUCTEMOIO TPAHCIIOPTY
TPUKapOOHOBUX KHUCIIOT BiIOYBa€THCSI B OOMiH Ha TIEPEHECEHHS MaJIaTy Y 3BOPOTHO-
My HanpsIMKy. BayJnBo, 110 NEpeHEeCeHHs! LUTPaTy Kpi3b MITOXOHIpiadbHy MeMO-
paHy 3aJIe)KUTh He TUTBKH BiJl TPAHCIIOPTY MaJjary, aje i Bil TpaHCIIOPTY HeOpraHid-
Horo ¢ocdary. a-KerormyTapar TakoX HaJXOAUTh Y MITOXOH/Ipii B 0OMiH Ha Manar
(puc. 14.4). [lipyBaterinporeHa3HAN KOMILIEKC 3/[IHCHIOE OTHOYACHE TIEPEHECEHHS
Kpi3b BHYTPIIIHIO MeMOpaHy MiTOXOH/IPiH MipyBaTy i MPOTOHIB, TOOTO MEPEHOCHUK
nipyBaty (YHKLIOHY€ 3a MIPUHLUIIOM CHMIIOPTY, 3 BUKOPUCTAHHSM TpallieHTa Mpo-
TOHIB (puc. 14.3).

Tpancnoprysannsi BigHoBHuX ekBiBasenTis. HAJIH1 ®AJIH, € nonopamn
BHUCOKOCHEPIeTUYHUX €JIEKTPOHIB, 1110 AaJi TPAHCIIOPTYIOTHCS ANXAIBHUM JIAHLFOTOM
MITOXOH/IPI 1 BUKOPUCTOBYIOTBCSI y TIPOLIECIB OKUCHOTO (ocdopumoBanns. Heza-
JISKHO BiJ] TOTO, JIe YTBOPIOKOTHCS 11i CIIOMYKH (y MaTPHUKCI MITOXOH/IPiil 94X y IATO-
y1a3Mi), IPOTOHU HAAXOISITh y MUXATBHUN JAHITIOT 3 MaTPUKCy. 3HAUHI KUTBKOCTI
HAJIH, mo yTBOPIOIOTBCS Y LUTOIIIa3Mi B MPOLECI TIIIKOMi3Y, TAKOK € HKEPEIOM
BIIHOBHUX €KBIBAJICHTIB ISl TUXAJIBHOTO JIAHITIOTa MITOXOHIPiH. AJie Y ITbOMY pasi
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TPAaHCIIOPTYBaHHs MPOTOHIB, noHOpoM Akux € HAJIH un ®AJTH,, 3nificHioeThCs 3a
yuacTio miinepodochaTHOro W MalaT-acrapTaTaHOro YOBHHMKOBOI'O MEXaHi3MiB
(muB. pozminu 10, 11).

Ado* ATO*  3oBHiWwHS MemBpaHa

Mem6paHHuin
noteHuian .
perynioe 06MiH ALO*> ATO* BHyTpilLHs MmembpaHa
AP i ATO ++++ ++++
ATO*
AL®*
_ MaTtpukc
Mipysat™ H,PO,
H+ H+
TpaHcnopT
Tﬁ%;/;g??T ocart-ioHa
3anexuTb . 33ﬂe)IKVITb H
Bif rpagieHTa pH MipyBat™ 2 Bid rpagieHTa p
0 rpajg p py H,PO;
MNipysat™ H,PO,

Puc. 14.3. 3anexHictb TpaHcnoptyBaHHss AJ®, docdat-ioHa i nipyBaTy Kpi3b BHYTPILLHIO MeMOpaHy
MIiTOXOHAPIN Bif, €NeKTPOXiMiYHOro rpagieHTa NpoToHIB

TpaucnopryBanusi AJI®. Cunre3 AT® HemoxinuBuii 3a BincyrHocti AJ[D.
Tpancniopr AA® y MiTOXOHIpIii 3MIHCHIOETHCA 3a Y4acTIO CHeUu(piqHOro TpaH-
CHOPTHOTO OiNka — aJeHIHHYKJICOTHUATPAHCIOKa3u (nuB. posmin 11) B oOMiH Ha
AT, sixa BUBOIUTECS y nuToruia3zmy. Iporiec oominy ATD na AJID € enexTporeH-
HUM 1 YaCTKOBO 3a0€3MeUYEThCS eICKTPHYHOI0 KOMIIOHEHTOIO (Ay) eNeKTpoximiu-
HOTO rpajiieHTa npoToHiB (puc. 14.4).

CucreMu TPaHCHOPTYBAaHHS KaTioHIB Kaxilo. HeratuBHe 3HaueHHS 1 3HAYHA
BETMIMHA MEMOPaHHOTO TOTEHITIaTy MITOXOHIPIH (3apsa BHYTPIITHROI TMTOBEPXHI
BHYTPIIIHBOT MEMOpaHH MITOXOHJIPill CTaHOBUTH MpHOIM3HO -180 MB) cipusie Ha-
XOJPKEHHIO KaTiOHIB y iXHil Marpukc. He3Bakarouu Ha Te, 1110 BHYTPILIHI MeMOpaHa
MITOXOH/PiH € Maike HEIIPOHMKHOIO JUI HUX, HE3HAUYHA YacTUHA KaTiOHIB BCE XK
Taku TUQYHAYE y MaTpHUKC. 30KkpeMa, KaTiorn K*, sSsIknx € HaiOUIbIIe y MATOIa3Mi,
MOBLJIBHO, ajie Oe3MePEePBHO HAXOIATH 3a CJICKTPOXIMIYHUM I'PAJIEHTOM Yy MATPUKC
MIiTOXOHAPiH Kpi3k K'-kananu Butoky. {is Toro, o0 KoMreHcyBaTH Lei BXi KarTi-
oHiB K* Ta 3amo0irtTu MOpyHIEHHI0O OCMOTHYHOI IIJIICHOCTI MITOXOHIpIiH, y iXHIH
BHYTpIITHIN MemOpani HasBHUN K/H ™-antumoprep. Lle# aHTHIIOpTEp BUKOPHUCTO-
BY€ EHEPril MPOTOHHOTO rpajieHTa i Bunaise K 3 marpukcy B MbKMEeMOpaHHUH
npoctip (puc. 14.5). Otxe, cneuudiuyHUMH CHCTEMaMH TPaHCHOPTY KarioHiB K*
y BHYTpilHi MemMOpani MiToxoHIpiit € K™-kananmu Butoky ta K*/H ™-anTHMIOpTED,
K1 i POPMYFIOTh KaJIi€BUH IIHKII.
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Puc. 14.4. TpaHcnopTyBaHHA AW- | TPMKAPOOHOBUX KUCIOT Ta iHWKUX MeTaboniTiB Kpi3b BHYTPILIHIO
MeMObpaHy MITOXOHAPIN

V BHyTpimHii MeMOpaHi MiToxonapii € Takox AT®-uytiusi K'-kanam (K, -
KaHanW). 3a HOPMAJIbHUX YMOB BOHH 3aiHTiOOBaHI BHYTPIIIHBOKTITHHHOIO AT®
1 BIIKPHBAIOTBCS Yy Pa3i eHEpPreTHUHOro AedinuTy B KIiTHHI. Y 3aKpUTOMY CTaHi
K, ,-KaHanmu 3ano0iraloTb HEKOHTPOIbOBAHOMY HAOPSKaHHIO MITOXOHIpid. Bin-
kpuTTs AT®-uytnuBoro K'-kaHany KOpoTKouacHO 3cyBae Oananc Mk K'-kananamu
BUTOKY Ta K*/H -aHTHIOpTEpOM — /10 THX Mip, TOKH IIBUAKICTH BUXOAY HE JOPIBHIO-
BaTMM€ LIBUIKOCTI BXOMy. Y MITOXOHApIsAX cepus Biakpusanusa K -kaHaiie yHa-
CIIZIOK 3HWKEHHS eJIEKTPOXIMIYHOTO TOTEHIaly 3armodirae nepeBaHTaXKeHHIO MiTO-

xoHJIpiit karionamu Ca*" BHAcniIOK mopyuieHHs QyHKIioHyBanHs Ca’ -yHinoprepa.
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Po3gin 14. TPAHCNOPTYBAJbHI CUCTEMU MITOXOHAPIN

K+ K+ H+

. [OuxanbHuiA naHuor
Karo-kaHan K"-BuTOKY 4

I

K* H*

Puc. 14.5. Cnctemun TpaHcnopTyBaHHS ioHiB K* y MiTOXOHApPIAX

Y BHYTpILWLHIA MeMOpaHi MITOXOHAPIN, KPiM AMXanbHOro faHLtora, Wo reHe-
pye TpaHCMeMOpaHHUI NMPOTOHHUIA TPagdieHT, PYHKLIOHYIOTb TPAHCMOPTHI
cucTeMu, SKi NiaTpumytoThb dpisionoriyHi KoHUeHTpauii ioHiB (Ca?t, K*, Mg?*
Ta iHWi) 1 MeTaboniTiB (eHepreTnyHi cybcTpaTu, HyKNeoTMau Ta iHLi).

14.3. Ca**-TPAHCITOPTYBAAbHI CUCTEMU
MITOXOHAPIH

Kpim cuntesy AT®, MITOXOHAPIT TakoK BiNIrpaloTh BaXIMBY poib y Ca’'-
CHTHAI3allil, OCKIIbKA BOHH € BHYTPIIIHROKIITHHHUM Jienio Ca?’, 3a0e3neuyoTh
sumwkeHHs Ca’’ y 1MTO30I, a TAaKOXK 31aTHI 3MiHIOBaTH Xapaktep Ca?-curHaiy Ta
Horo momMpenHs y KiiTuHi. Takok MITOXOHAPIT CIIyTyIOTh JJIsl €HEepreTHYHOro 3a-
oesnevyennss Ca?*-nommn (Ca?*-AT®-a3) miaa3MaTUyHOI Ta BHYTPINIHBOKIITHHHUX
MeMOpaH, CIIpSMOBAHOTO Ha 3HMKEHHS KOHIIEHTpaIlil KaTioHiB Ca*" y 1UTO301Ti.

[Tepir HiX MOTPAUTH A0 MATPUKCY MITOXOHPIiH, kKaTionn Ca*" MaloTh NpOUTH
Kpi3h TXHIO 30BHIlTHIO MeMOpaHy. IXHe HaIXOMKEeHHS y MiKMeMOpaHHUI TPOCTIp
MITOXOH/Ipiii BiOyBa€eThCs MOTEHIIaN3ale)KHUMHI aHioHHIME KaHanamu (VDAC),
SIKi T€XK MOXYTb PeryioBaTH HaaxopkeHHs Ca?* y marpuke. OiHaK BaroMinimii BHe-
COK y peryssiito piBHs Ca?t B MaTpUKCi MITOXOH/PIH BHOCSTH CTPYKTYPH, PO3TAIIIO-
BaHi y BHYTpilTHiit Mem6paHi (puc. 14.6). Ix Mmoxna posnoginuTi Ha Taxi, mo 3a6e3-
nevyroTh HaaxomkeHHs Ca*" B MaTpHKC MITOXOH/IPI, 1 Taki, 1110 3a0e31e4y0Th HOTo
BHUBUILHEHHS Y IIUTO30JIb.

XapakTepHO 0COOMHBICTIO TpaHcopTyBaHHs Ca’" Kpi3b BHYTPILIHIO MeMOpa-
HY MITOXOH/IPi# € 3HAYHO MEHIIA MIBUAKICTh BUBLIbHEHHS Ca?’, HiX MIBUAKICTE HOTO
naaxokentst. Cucremu BuBinbHeHHs Ca?’ 3 MITOXOH/IPIH, HA BIZIMiHY BiJT TAKHMX CHC-
teM y inmux gerno Ca’’, He renepyroTh ¢izionoriuanx Ca**-curnanis [Maubko, 2011].

OcobnuBicTio nenonyBanns Ca*' B MaTpUKCi MITOXOHPIH € Te, 1m0 Maiike 99 %
ixauporo Ca?* mepeOyBae y 3B’s13aHoMy craui. Jlume 1 % akymynsoBaHoro Ca** € B
10HI30BaHOMY, TOOTO BITBHOMY CTaHi.

Cucremu HaaxomkeHHss Ca?* B MaTpuKc MiToxoHapiii. /JIo ocHOBHUX cucTeM,
110 3a0e3neuyoTh HaaxomkeHHs Ca?t B MaTpUKe MITOXOH I, HanexuTh Ca’'-yHi-
noptep (MCU), cucrema mBuakoro nornuHanHs Ca?* (Rapid Mode of Ca*" uptake,
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RaM) ta mitoxoHapianbHi pianoauHuyTuBi Ca**-kanamu (mRyR) (puc. 14.6). Kpim
TOTO, € MPUITYIICHHS, 10 1 MITOXOHIpiaJbHAa ITOpa TPaH31€EHTHOI MPOHUKHOCTI MOXKE
(yHKIIOHYBaTH 3a IEBHUX YMOB SIK CHCTeMa HaxomkeHHs Ca’’ B MaTpUKC MiTOXOH-
Ipid. 3a pmenonsipusanii BHYTPILIHBOI MeMOpaHM MITOXOHAPIM HarpoMamKeHHs
karioniB Ca*" y MaTpuKci Moxke BiiOyBaTHCs TakoX i3a yuacTio Na'/Ca?*-aHTunoprepa.

AdD
Ca®*-curHan o

OuxansHun

Ca%*— vpac TpaH3ieHTHoT
MPOHUKHOCTI

30BHILWIHA MemMbpaHa

Puc. 14.6. OcHoBHi Ca?*-TpaHcrnopTyBarbHi CUCTEMU MITOXOHAPIV

Haii6inbin 1oCiipKeHO CHCTeMO0 TpaHcnopTyBanHs Ca’" BcepenHy MiTo-
xoHIpiii € Ca**-yHinmopTep, pyIIiiiHOO CHJIOIO SKOTO CIIYTY€ eIEKTPOXiMIYHHHN rpa-
nient Ca*" kpi3b BHyTpimHi0 MeMOpany (puc. 14.7). Llst TpanciiopTyBajibHa CHCTEMA
XapaKTePU3YEThCS HU3BKOIO criopimmenicTio mo Cat (K, 5 1-25 MkM). AKTHBHICTD
YHIMOpTepa 3aJIeKUTh Bil KOHICHTpAIlil 1uTo3051bHOr0 Ca’": miJBHIICHHS KOHICH-
tpanii Ca?" B HUTOIIIa3Mi MOXKE aKTHBYBaTH a0o iHTiIOyBaTH aKyMYIISIIO KaTiOHIB
Y MITOXOHAPIAX, 1 IIe 3aJIS)KUTH BiJl TPUBAIIOCTI ITEPiOAy ITiIBUIIICHHS KOHIIEHTPAILIii.

PyrenieBnii depBOHUI, TeKCABAJICHTHUN TOJIKATIOHHUN OapBHUK, HEKOHKY-
peHTHO inridye Ca*-yHinoprep i3 koHCTaHTOMO iHriOyBanHs (K,) 30 HM. Jls moBHo-
ro OnokyBaHHs akymysiii Ca?* B MITOXOH/PISIX HOr0 BUKOPUCTOBYIOTh Y KOHIICH-
tpamisx 1-10 MmxM. PyreHnieBuii uepBoHUl € BUCOKOA(hIHHUM, aJie HU3bKO CEIeKTHB-
aum 1o Ca?’-yrimoprepa. Bix Takox iHTi6Oye i cucTeMu MBHUAKOTO morTuHanHsa Ca?’,
MITOXOH/IpianbHi piaHoguH4y MBI Ca* -kaHanu, Ca*'-kepoBaHi KaHAIM BUBLIbHEH-
Hs1 Ca’' 31 capKoIuIa3MaTUYHOTO PETUKYIyMY, Na'-3anexHe BuBeeHHs Ca’’ 3 MiTo-
XOHJIPii 1 3B’s13y€eThes 3 momidocdoino3uTraamMu.

Ha i301p0BaHIX MITOXOHIIPISIX CEPIlST Ta MIEYiHKH OIMMCAHA CHCTEMa IBUAKOTO
normmHaHHs Ca?*, pyIIiitHOIO CHIIO0 SKOI TEXK € eIeKTpoxiMidnuil rpamient Ca®'.
Bona ¢yHKIiOHY€E TpaH31€HTHO NPOTATOM MOYATKOBOI (Da3u 301IbIISHHS T03aMiTO-
XOH/IpiaIbHOI KOHIIEHTpaIlil 1boro Kariona. Hagxomkenns karionis Ca’" y MaTpukc
MITOXOH/IPiif 32 y4aCTIO CHCTEMH MIBUAKOTO ToruHaHHs Ca?t BinOyBaeThCs IOHAl-
memrmie y 300 pasis mBuaire, Hixk 3aBaakn Ca?*-yHinopreposi (puc. 14.8).
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Ca?'-yHinopTep HeaKTUBHMIA
o (&)

Ca?*

MixkmembpaHHuin

npoctip BHyTpiwHa
MembpaHa
MiTOXoHAPIT
Matpukc
o o
Ca?*-yHinopTep akTUBHUM
o029 Ca?
o o o o ©O
o 9,
o
MixmemBpaHHuin o ©O
npoctip o BHyTpiwHsa
° o MembpaHa
o (@) MiTOXoHAPIT
Matpuke
p ° o

o 9 o o0

Puc. 14.7. Ca?*-yHinopTep BHYTPiLLHLOI MembpaHn MiToxorapin: MICU1 i MICU2 — perynstopHi Ca?*-
YyTnuBiI cyboanHuLi

0,10
0,08 4
n
=
2 1
sy
ﬂsl 0,06 -
g i
©
£ 0,04
[8]
o
e i
g
Puc. 14.8. 3anexHicTb BigHocHoi ak- M 0,02+
TMBHOCTI CUCTEM Haaxo- i
oxeHHs Ca? 'y maTpukc 0
MITOXOH/PlA BiA MosamiTo- 10° 10° 107 10° 10° 10% 10°
XOHZpianbHOI KOHLEeHTpa-
uji Ca?* Mo3samiToxoHapianbHa koHLeHTpaujsa Ca?t, M

Cucrema mBuakoro normuHaHHs Ca®’ {HAKTHBYETHCS 3aBISKH 3B’sI3yBaHHIO
Ca?" 3i caiiTaMu Ha 30BHIIIHII MOBEepxHI MeMOpaHH. Lfo cucTeMy TpaHCTIOpTyBaHHS
Ca?" Tex OIIOKye pyTCHIEBHI YepBOHUM, a akTHBYye AT® (y MiTIMOJISIPHUX KOHIICH-
Tpanisx). OaHak il MOJIEKYISIPHY IPUPOLY HE BCTAHOBJICHO, a caM (akT i1 HasiBHOC-
Ti € cynepewauBUM. Jleski BUeHI BBaXKaroTh, IO MIBHJKE MOIIMHAHHS 3a0e3Meuye
came Ca**-yHinoprep, ajie B iHIIiil KOHpOpMAIIii.

lle oxHiero cucremoro HaaxomkeHHss Ca*" B MITOXOHJpIT € MITOXOHApiaabHi
pianoguHuyTauBi Ca**-kananau. Bonu Ha3BaHi Tak, OCKIJIbKA POCTMHHHI aIKao-
in piaHonuH, BUAIICHUH 13 Kopu Ryania speciosa, cienin(ivyHO BIUIMBAE HA i KaHa-
au. MitoxoHapianeHi piaHoguHuyTnuBi Ca?*-kaHaau igeHTH(IKOBaHI CIIOUaTKy
B KapuioMionurax i HelipoHax [Beutner et al., 2001; Jakob et al., 2014], a 3rogom

217



OCHOBW BIOEHEPTETUKN

y renaronuTax [Kymmusik 3i cmiBaBt., 2017]. 3’scyBanocs, m0 BOHH MOMAiOHI 10
Ty 1 pianoguHuyTIMBHX Ca’*'-KaHalliB CapKOIIa3MaTHYHOTO PETHKY.IyMy 3a 0io-
XIMIYHUMH, (apMaKOJIOTIYHUMU Ta (PYHKIIOHAILHUMH BIACTHBOCTAMH 1 3aiTydeHi
B akyMyisitiro Ca?* MITOXOHAPIsIMH.

st MiToXoHApiaabHUX piaHoanHuyTIHBUX Ca*'-KaHalliB XapakTepHa JI3BOHO-
mozibHa 3aJIeXHICTh Bix koHIeHTpamnii ioriB Ca?* (puc. 14.8). 3Baxkaroun Ha Te, 1110
MiTOXOHpianbHi piaHoAMHUYTIMBI Ca*'-KaHaiau MaloTh BUILy mpoBiaHicTh Ca’' 3a
foro (hizioJoriYHMX KOHLEHTpalii, Hixk Ca’’-yHinoprep, BOHU BiIIOBIIAI0Th, HMO-
BipHO, 3a noruHanHs Ca?* 3 MikpogoMeHiB y aitstHii MAM (auB. po3ain 3).

Cucremu BuBinbHenHsi Ca’" 3 mitoxomapiii. Konrenrparis i0Hi30BaHOTO
Ca?" y MITOXOH/IPIsIX 3aJIeXKUTh BiJl KOHIIEHTpallii hocdary i aeHiIHOBUX HYKICOTH-
B, SIKi yTBOPIOIOTH KOMILJIEKCH 3 ITUMH KaTioHaMH. bamaHc MiXK BiTbHHUM 1 3B’ I3aHUM
Ca*" 3anexuts Takox BiJ pH MaTpukcy: HOro 3akucieHHs, iHIyKOBaHE €0 mpo-
TOHO(OPIB, MEPEIIKODKAE YTBOPEeHHIO Ca*'-KOMILIEKCIB, 110 3HAYHO 3MeHIrye Ca*'-
OyhepHy €eMHICTh MITOXOHPIH 1 301mbIIye Buxim Ca?* 3 ux opraHer.

[TpoTsirom TpUBaJIOrO Yacy maHyBaja JyMKa, 110 BuBiIbHEeHHs Ca’’ 3 MiTOXOH-
Ipiii y IUTO30b 3a0e3MeuyeThCsl IBOMA THITAMU MeXaHi3MiB: Na™-3aJeXKHUMH Ta
Na'-nesanexunmu ooMinankamu Ca?*. TIpore 3apa3 10BeIeHa MOKINBICTH BUBIIIb-
Henns Ca’" 3 mitoxonpiit Ca**-yHinoprepoM (y ICHONSPU30BAHUX MiTOXOHAPISIX)
1 MITOXOHPiaJIbHOIO MTOPOIO TPAH31EHTHOI MPOHUKHOCTI.

Na*/Ca**-00MiHHMK — TpaHcMeMOpaHHHUH OLTOK, 110 3abe3reuye BHUBEICHHS
Ca*' 3 KJIITHHH Ta 3 MaTPUKCY MITOXOH Ipii (puc. 14.9). BiH € y mia3maruuHiii MemO-
paHi Ta BHYTpIIIHIF MeMOpaHi MITOXOHAIpIN 30yAIMBHX TKaHWH (Cepie, CKeJIeTHi
M’s13H, MO30K). Na*-3anmesxae BuBeneHHs Ca>™ 3 MITOXOHIpPii MOXKIIMBE, OCKIIBKH Ha-
SIBHUH €JeKTpoXiMidHuUi rpaaieHT Na' Kpi3b BHyTpilIHIO MeMOpany. Na'/Ca**-00-
MIHHHK BUBOJIUTB i3 MaTPUKCY MITOXOH/Ipiit ovH KarioH Ca*" B 0OMiH Ha TPH KaTiOHU
Na*, To0TO BiH € eleKTporeHHui. BBakaroTh, 110 BiH TPaHCIOPTYBaTHME KaTiOHU
Ca*" 3 MarpuKcy MITOXOHJpIiii 0 THX Mip, MOKH KarioHn Na', mo Hagiiiwm y mMa-
TPHKC, TOBEPTATUMYThCA B IIAT030s16 Na*/H*-00MiHHIKOM.

Na*/H*-00MiHHMK JIOKaJli30BaHWI y BHYTPIlIHIA MeMOpaHi MITOXOHIPIH 1 3a-
Oe3neuye eIeKTpoHeHTpaibHe BUBEACHHS 10HIB Na“ 3 Marpukcy B nnuTo30i1b. Came
gyepe3 Na'/H'-00MiHHuK BuBeieHHs ioHIB Ca’" 3 MITOXOHIpIH CIpshKEHE 3 TpaHC-
MOPTYBAaHHSM MPOTOHIB Mif] yac AuxanHs (puc. 14.9).

H* H: Na* Ca”.
30BHILLIHA NOBEPXHS
BHYTpILWHBbOT MembpaHu

Martpuke

[vxansHuit naHLor H* Na® Ca’

Puc. 14.9. CnpsipkeHiCTb Mixk npoLiecaMu TpaHCNopTyBaHHSA NPOTOHIB, kaTioHiB Na* i Ca?* kpidb BHYTPILLHIO
MeMbpaHy MiTOXOHAPIN
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H*/Ca’*-00MiHHHK BIIACTHBHUII MEPEBAXKHO EICKTPOHE30YJIMBUM TKAHHHAM:
TIEYiHKH, HUPOK Ta IHITUX BicIepadbHUX OpraHiB. BiH (YHKITIOHY€E B €IEKTPOHEH-
TpaJbHOMY PEXUMIi — BHUBeleHHs onHoro Ca®’ Ii€r0 CHCTEMOI CYMPOBOKYETHCS
BXOJIOM Y MaTpUKC MiTOXOHApii ngBox H*.

[le omHMM MexaHi3MOM BUBiUIbHEHHS 10HIB Ca’" 3 MiTOXOHIPIiH, SIKHIi TepeBak-
HO PO3TISAIAIOTH SIK TATOJIOTIYHNN, — € MITOXOHApiaJbHA MOpa TPaH3i€eHTHOI (He-
cnenupiunoi) nponukHocti. [{s nopa BinkpuBaeThes 3a i1 HU3KKU CTPECOBUX YWH-
HUKIB (TINOKCIs, ieMist), HacamIiepes1 yepes MepeBaHTa)KeHHs! MiITOXOHpii KaTioHa-
mu Ca*'. BinkpuBaHHSI L€l MOpU 3yMOBITIOE BHXIJ i3 MITOXOH/PIil PEUOBHH i3 MOJIe-
KyJIsspHOIO Macoro 1o 1,5 x/la. Ileit mporec cynmpoBOmKYEThCs BuBinbHeHHAM Ca?’,
3HW)KEHHSM MEMOpPaHHOTO IMOTEHIIaTy 1 HaOpsSKaHHAM MITOXOHJIpIi, 110 BPEIITi
MPU3BOIUTH JI0 AllONTO3y UM HEKpo3y. [IuTaHHS Tpo poJib MITOXOHIPiadbHOT MOPH
y migTpuMaHHi (i310I0TI9HOTO CTaHy MITOXOHPIN Ha CHOTOHI 3aJTHINAETHCS JHC-
KyCIHHHM, X09a JesKi aBTOPH BBAYKAIOTH, IO 3a YACTKOBOI aKTHBAIIIi ITiET CHCTEMHU
MITOXOH/IPiT MO30aBIIAIOTHCS HAMTUITKOBOT KibKocTi Ca?’,

Ha cran nopu BrmBaroTh KoHIeHTpais Ca*' B MaTpukci, 3HaueHHs pH, aneHi-
HOBI HYKJICOTH/IY, BUIbHI paJyKaid Ta BeIUYWHA MeMOpaHHOTO moTeHIianry. Kpim
TOTO, YNHHHUKH, AKi BINTUBAIOTH Ha (opMyBanHs Ca’*'-KOMITIEKCIB Y MaTPHKCi, pery-
JIFOIOTH OporoBuii piBeHb Ca’’ 11 akTHBAIIiT HOPU TPAH3IEHTHOT MPOHUKHOCTI.

[Mpupona wiel mopu ocTarouHo He 3°sicoBaHa. BBaxkaeTbes, IO TAaKW KaHal
€ MYJIBTHO1JIKOBUM KOMIUIEKCOM, 10 CKJIa1y SIKOTO BXOISTh aIeHIHHYKJICOTHITPAHC-
(epaza, moTeHIIANMBANC)KHINA aHIOHHUN KaHaJI 30BHINTHKOI MeMOpaHHu, IMUKIOdi-
nin D, Ginok tpanciokarop (TSPO) i AT®-cunTaza.

MiToxoHApii BigirpaloTb BaxknuBy porb Yy peryntoBaHHi Ca?*-3anexHux npo-
ueciB. [Ans HagxomXXeHHs i Buxody ioHiB Ca?* 3 MiTOXOHAPIN PyHKLIOHYOTb
cneundpivni Ca?*-TpaHcnopTyBanbHi cuctemu. [Jo cuctem, Lo 3abesnevy-
10Tb HaaxomkeHHs Ca?* B MaTpUKC MiTOXOHAPIN, Hanexutb Ca?*-yHinopTep,
cucTeMa LUBMAKOrO NornuHaHHa Ca?* Ta MiToxoHapianbHi piaHOAMHYYTRAMBI
Ca?*-kaHanu. BuBinbHeHHs ioHiB Ca?* BigbyBaeTbes 3a yyacTio Na*/Ca?t-
00OMiHHUMKa, H*/Ca?*-06MiHHMKa Ta Nopu TpaH3iEHTHOT MPOHUKHOCTI.

sk

[Mormunanus Ta BuBiibHEeHHs: Ca?’ 3 MITOXOH/IPIi Bilirpae BaXKJIUBY pOJib Y pe-
T'YIIOBaHHI (pyHIaMEeHTaIbHUX (DYHKIIH KIITHHU, 30KpeMa, EHEepreTHYHOrO MeTa-
6omismy. 3a ¢izionoriuHux yMOB MifBUINEHHS KoHIeHTparii Ca*" y muToruiasmi
TIPUBOIUTE IO 30UTBIIEHHS HOTO TOTIMHAHHS MiTOXOHAPISIMH, BHACTIOK YOTO aK-
TuByroThCs Ca’’-3anexHi aeriiporenasu i 3pocrae npoaykuis AT®. Sk minimym
TpHu (hepMEHTH MATPUKCY MITOXOHApIH (TipyBar-, O.-KeTOTITyTapar-, i30IUTpaTIeri-
JporeHasa) y pi3Huii crociod akTuByrOThCs Karionamu Ca’': mipyBataerigporeHasa —
3aBsiku Ca’’-3anesxHOMY 1e(oCHOPHITIOBAHHIO, & O-KETONITyTapar Ta i301UTpat/ie-
rizporeHasa — BHACNIiOK Oe3mocepenHsoro 38’ ss3yBanus Ca?' 3 perynsatopHoro cyo-
oAMHUIICIO (DepMEHTIB. AKTHBYBaHHS LUX (PEPMEHTIB 3yMOBIIOE 3PDOCTaHHS PiBHS
HA/IH i, sx Hacaigok, mocuiaeHHs cuaTe3y ATO.
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ToOTo mepenaya MUTOMIA3MATHYHOIO KaJbLi€EBOTO CHTHANY A0 MITOXOHIpIH
JIa€ 3MOTYy MOJIYJTFOBATH MIiTOXOH/IpiaJlbHUN METa0O0IIi3M BIJMOBITHO JI0 CHEPTETHY-
Hux notped kitTuan. T. Kami 31 criBasr. [Cali et al., 2012] nmpunyckaroTs, 1o KaTio-
Hu Ca*" MOXKyTh akTUBYBaTH cuHTe3 AT®D Takoxk 3aBIsSKH O€3M0CepeHOMY 3B SI3y-
BaHHIO 3 AT@®-cHHTAa3010.

Karionun Ca* MoxyTh Oe3mocepeHbO aKTHBYBATH TPAHCIIOPTYBAaHHS METa-
OOJIITIB 0 MaTPUKCY MITOXOHIpii. 30kpeMa, acmaprar-riyramar- i [ATD-Mgl*/
H,PO,-niepeHOCHUKH MiCTATb y CBOiif cTpykTypi Ca’'-3B’sI3yBasbHi TiIAHKH, SKi Ma-
FOTh BUCOKH CTYIMiHL TOMOJIOTTYHOCTI 3 BIJMOBIIHUMHY TiISHKAME KaJIbMOIYTiHY' .
HacnmigxoM akTuBalii 1ux CTPYKTYp € 301IBIICHHS CTYTICHsI ITOJISIPU3aIlii MiTOXOH-
IpianbHOi MeMOpaHy, 110, y CBOIO Yepry, CIPHUsiE 301IbIICHHIO HAAXOIKEHHS KaTio-
HiB Ca*" 10 Marpukcy. 3MiHa MPOTOHHOIO MOTEHIIAMY MITOXOHAPIH MicCisl MOIIH-
HauHs i0HiIB Ca’" Takox Oy/ie BIUIMBATH HA MPOLECH OKUCHOTO (hOCHOPHITIOBAHHS
1 sIK Haciok — Ha npoaykitito AT®. Kpim Toro, Ca*" cTUMYITIOE pO3IICIUICHHS TITi-
KOTE€HY 1/9¥ TJIFOKO3H, 10 TaKOXK MPUBOIUTH 110 30imbIneHHs piBHSI ATO.

SIK BCTaHOBJIEHO EKCIIEPUMEHTAIBHUMH JOCIIKEHHAMH, 32 OMHOYACHOTO JI0/1a-
BaHHs 10 Cycrensii mitoxonpiit karionis Ca**, AJI® i ®@  opraHenu croyarky mno-
mHaoTh Ca?*, a notiM cuuTe3yoTh AT®. Ile 101aTKOBO MiAKPECITIOE BAXKIIMBY POJIb
MITOXOHJPIH Y peryssiiii piBHs 1uTo3056HOTO Ca?'.

Poits miToxouipiit sik Ca’*-0ydepa 3aeKuTh Bijl IXHBOTO PO3MIIIICHHS B KIITHHI
i Moxxe OyTH Pi3HOIO Yy pi3Hi (a3u KUTTS KITHHU. OCKUTPKY aKTHBALIiS TOTJTHHAHHS
Mitoxouapismu Ca?* € pe3yasTaToM TiCHOTO KOHTaKTy Mi’K HUMH i €HI0IUIa3MaTHy-
HUM PETHKYTyMOM (AuB. po3mait 4), Oynao 3amporoHoBaHo koHiemniito Ca?-Mikpo-
noMeHiB. 115 KOHIIEMIIist oJIsATae y TOMY, 1110 HaaxomkeHHs Ca’' 330BHI UM BHBib-
HEHHS MOTo 3 BHYTPIIIHBOKIITHHHUX HEMITOXOHIPIaJbHUX JEHO CTBOPIOE Y LIUTO-
1a3Mi MiKpOIOMEHH 3 BUCOKOTO KoHIeHTpartiero Ca?* (>20 MkM), sika € TOCTaTHLOIO
JUIs akTUBaIlil Hu3bKoadinuoro Ca®-yHimoprepa cyciiHbOi MiTOXOH/pIi. BcTaHoB-
JICHO, 110 MITOXOH/IPIl MOYMHAIOTH aKkyMy.roBaT Ca*" Bxke 3a koHueHrpauii 100 HM
Ca?* y uuto30ii, He3BaXaOUU Ha Te, o adinHicTe Ca’*’-yHimoprepa CTaHOBUTH
10 mxM. Brnacue oxniero 3 ¢yHkiiii Ca**-MiKpOJIOMEHIB € iXHs POiib y Harpoma-
mokerHi miToxouapismu Ca?’, TTormuaanus Ca?” MITOXOHIPISIMHU BIUTUBA€E HA TUHAMI-
Ky ruro3onbHux Ca?*-curHaiis. Kpim toro, Oys0 BUSBICHO, 10 AUXaHHS MITOXOH-
JIpiii BH3HAYa€ aKTUBAIlIIfHI/IeaKTUBAIIliHI BJIACTUBOCTI JICMIOKEPOBAHOTO BXOIY
Ca*, mo Mae Ba)XJIMBE 3HAYCHHs /IS ITOBTOPHOTO HANOBHEHHs JEMO KaTiOHAMHU
Ca?", BUTpauCHUM IIiJ1 9aC CTUMYJISIIT KJIITHH aroHICTaMH.

Orxe, MITOXOH/IPI1, BUKOHYR04H posib Ca**-Oydepa, BIUIMBAIOTH HA MOMIUPEHHS
Ca*'-curHaiy, MOIyIIOIOTh akTHBHICTh Ca’’-KaHaliB i TpaHCIIOPTEPIB MIa3MaTHYHOT
MEeMOpaHU Ta MPUCKOPIOIOTH moBepHeHHs1 Ca’’ M0 BHYTPINIHBOKIITHHHUX MYIIIB.

I{urozonbauit Ca'-38’a3yBajbHUIA OLIOK, 3a/IiHUIA Y PEry/siii 6ararbox KIITHHHUX QyHKIiH. Mae
yotupu caiitu 38’s3yBaHHs Ca". Ilicist 3B’s3yBaHHsS 4eTBeproro Kariona Ca’’-kajabMOmyTiHOBHI
KOMITIEKC 3aIlyCKa€ CHTHAIBHHI MEXaHI3M Peryilil akTHBHOCTI OLIKiB-MillleHel, 30KpemMa, MeMO-
paHHUX KaHaJiB, KiHa3 uu (ocdaras
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[TigBuIeHHs KOHIEHTpaIliil 1uTo30apHOoro Ca?* (1uto30ipHi Ca?’-criaiiku) Bene 10
MI/IBUILCHHS BHYTPIITHBOMITOXOHpiaibHOT KoHIeHTparii Ca?* (MiTOXOHIpiaibHi
Ca*"-craiiku) 1 Ma€e Ba)KJIMBE 3HAYCHHS ISl CTUMYJISILIT OKUCHOTO (hochOpHITFOBaH-
HA y MITOXOHApisAX [Manbko, 2011].

TpoMBOLMTY MatoTb HE3HAYHY KiMbKiCTb MITOXOHAPIW, MPOTE BOHU Bifi-
rpalTb OOCUTb LiKaBy posfb Yy LUUX KniTMHax. 3rigHO 3 OCTaHHIMW AaHUMW,
MiTOXOHApPIT He nue 3abesnevyioTb TpoMbount AT®, ane W 3anyyeHi
y NPOLLEeC NOCUITEHHS NOr0 akTUBALlil, BHACMIAOK YOro YacTuHa TPOMOOLIMTIB
NnepexoamuTb Y CynepakTUBOBaHWUMA CTaH. Y pasi YLUKOAXEHHS CTiHKMA CyAVHN
AL®, Tpom6iH, KonareH i TpomboKcaH A,, B3aEMOAi04M 3i CBOIMU peLienTo-
pamMu Ha nnasmaTtuyHii MeMbpaHi TpomboumTa, akTMByOTb dhocdoninasdy C
i CIPUYNHAIOTL TUM camMuM reHepauito Ca?*-curHany. 3poctaHHs piBHA Ca?
B LMTO301Mi TpOMBOLMTa 3yMOBIOE 30iMbLUEHHSI NOro MOMMMHAHHSA MiTOXOH-
apiamu. Konu koHueHTpauis Ca?" B MITOXOHAPISX NEepEeBULLYE KPUTUYHY
MEXY, 3aryCKaeTbCs NPOLeC iHAYKOBaHOIO MiTOXOHAPISIMU HEKPO3Yy TPOMOO-
LUMTIB: BIOKPMBAETLCA MITOXOHApPianbHa Mopa TPaH3IEHTHOI MPOHUKHOCTI,
y umTo3onb BuxoaaTe Ca?* i akTMBHI (hOpMU OKCUTEHY, LIUTOCKENET KNiTUHM
PYVHYETbCS, @ TPOMBOLMT CUMbHO 36iNblUYETLCA B O0’EMi Ta CTae Kyneno-
AibHUM (puc. 14.10). Y Takomy cyrnepakTMBOBaHOMY TPOMOOLMTI BHACNIAOK
neperpynyBaHHs MiMigHNX MONeKyn MemMbpaHu Ha MOBEPXHIO KIITUHU TpaH-
CMNOKYeTbCH hochaTnannCcepuH, LLO CrpUsie NpUUnaHHio akTopis 3cigaH-
HS KPOBI, a 3cigaHHs kpoBi npuwsuawyetbes y 1000—10 000 pasis.

Puc. 14.10. MikpocboTorpadpis aktmBoBaHoro (A) Ta cynepakTvBOBaHOro TpomboumTa BHa-
CniAoK 3anycKy iHAYKOBaHOro MIiTOXOHAPISAMU HEKpoay (5)

Miacymok 14. TPAHCIOPTYBAAbHI CUCTEMU MITOXOHAPIN

e BaxxmBoro (yHKII€0 MITOXOHAPIAIEHUX MEMOpaH € miaTpuMaHHs ¢i-
310JIOT1YHUX KOHILEHTpaIiid MeTa0oiTiB Ta i0HIB Y KiiTHHI. L{fo QyHK-
1i0 3a0€3MeuyIoTh YHCICHHI TPaHCIOPTYBaJIbHI CUCTEMH 30BHILIHBOI
Ta BHYTPIIIHBOT MEMOPaH MITOXOHIPIH.
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e TpaHcrnopTyBaHHS 10HIB 1 MOJIEKYJ Kpi3b MITOXOHApiaJibHI MEMOpaHH
3OIMCHIOETBCS 200 3a EJIEKTPOXIMIYHUM (UM KOHIIEHTpPALiHHUM) Tpai-
€HTOM (TTACHBHUH TPAHCIIOPT), 200 MPOTH TPATIEHTA 3 BUKOPUCTAHHIM
eHeprii AT® (akTHBHHUI TPAHCIIOPT).

e 30BHILIHI MeMOpaHa MiCTHTB IHTETpaJibHI OLIKK — MOPHHH, K1 HOopMYy-
I0Th IIUPOKi KaHAJIH 1 320€3MeUyI0Th IPOHUKHEHHS KPi3b HEl PEYOBHH 13
MOJIEKYIISIPHOIO Macoro 110 5 k/[a. OCHOBHUM KJjlacoM TIOPUHIB 30BHIIII-
HbOT MEMOpaHHU MITOXOHJIPIH € T. 3B. MOTEHITIAI3aJIC)KHI aHIOHH] KaHAJIN
(VDACQ).

e BHyTpimHsI MeMOpaHa MiTOXOHIPiHA NMPOHUKHA ISl KUCHIO, BYIJIEKHC-
JIOTO Tazy, BOAM, aMmiaKy, MipyBarTy, alleTary, iHITNX MOHOKapOOHOBHX
KHCJIOT, TPAHCIIOPT SKHUX 3IIHCHIOETHCS BHACIIIOK MPOCTOT a00 IMoJier-
nreHoi audysii.

e BHyTpimHsI MeMOpaHa MITOXOH/Pil NPAaKTUYHO HENPOHUKHA JJIS KaTio-
HiB K, Na*, H, anioniB CI', Br, kopepmentiB HAJ[, HAJ{®, 6inbimoc-
Ti aMIHOKHCJIOT.

e V BHyTpilIHIA MeMOpaHi MITOXOHAPiH, KpIM JUXaJbHOTO JIAHIIOTa Mi-
TOXOHJPIH, 1110 TeHEepY€E TPaHCMEeMOPaHHUI IPOTOHHUHN I'pajlieHT, QPyHK-
[IOHYIOTh TPAHCTIIOPTHI CUCTEMHU, SIKi MATPUMYIOTh Y MaTpHKci (izio-
joriuai KoHmentpartii ionis (Ca*", K*, Mg?" Ta ixmi) Ta MeTabomiTiB
(eHepreTuyHi cyOCTpaTH, HyKJICOTHUAX Ta iH.)

e  MiTOXOH/Ipii BiAIrPaIOTh BaXKJIUBY POJib y perynoBaHHi Ca’ -3aexHux
nportieci. J{yist HaIXOMKEHHSI 1 BUBLIIbHEHHS KaTioHiB Ca’" 3 MITOXOH/IPii
¢yHKmionyroTh crierudigni Ca? -TpaHCcoOpTHI cHcTeMH. J[0 CHCTEM, IO
3a0e3meuyoTh HaaxomkeHHs Ca’’ B MaTpHUKC MITOXOHJpIi, HAJICKHUTh
Ca**-yHinoprep, ciuctema mBHIKOro normuHanHs Ca*" Ta MITOXOH/IpI-
anbHi piaHomuHuyTIHBI Ca’* -kanamu. Buxin ioniB Ca*" BinmOyBaeThes 3a
yuacTio Na“/Ca?"-o6minnnka, H'/Ca?’-00MiHHMKA Ta TIOPHA TPaH3i1€HT-
HOI IPOHUKHOCTI.

3ABOAHHA | KOHTPOJIbHI MATAHHA

1. Sxi TpaHcmOpTHI cUcTeMH 3ay4eHi 10 00MiHY pe4OBHH MiK UTOMIA3MOIO0 Ta Ma-
TPHUKCOM MIiTOXOHIPiii?

2. PyuriiiHoI0 CHJ1010 TPAHCIIOPTY SIKMX PEYOBHH € MPOTOHHUII rpagieHT?

3. S$Ika GynoBa Ta (pyHKLisl NOPH TPAH3IEHTHOI MPOHUKHOCTI MiTOXOHAPiii?

4. SIka poap katioHiB Ca?' B reHepyBaHHi MEMOPAHHOT0 MOTEHIiATY MiTOXOHAPiii?
5

. HenpoHMKHicTHL JiniAHOr0O MAaTPHKCY BHYTPIlIHBOI MeMOpPaHW MITOXOHAPiil 1Js
ioHiB 3yMOBJIeHa HASIBHICTIO:
1) TepmoreHiny;
2) Kappionimniny;
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6.

9.

10.

11.

12.

3) mianmnrIinepoy;
4) KapHITHHY.

J1s1 miaBUIEeHHSI CIIOPTUBHUX Pe3yJbTaTiB PeKOMEHI0BAHO B)KHBATH NpeNapar,
SIKMI MiCTHTB KapHIiTHH. IKuii mponec AKTHUBYETHCS LI€I0 CIOJYKOI0?

1) TpaHCTIOPT )KUPHUX KUCIIOT;

2) TpaHCIIOPT aMiHOKHCIIOT;

3) Tpancmopr ionis Ca®';

4) tpancnoprt ioHiB K.

Mepemimenns karionis Ca?' yHimoprepom MiTOXOHAPiil 3MiliCHIOETHCSI 3 BUKOPHC-
TAHHSIM eHeprii:

1) enexrpoximignoro rpamienra Ca?* Kpi3b BHYTPIIIHIO MEMOPaHY;

2) enekTpoxiMiqHOrO rpaaieHTa Na kpi3b BHYTPILIHIO MEMOpaHy;

3) xoHueHTpaniiHoro rpajgienTa H kpi3b BHYTpIlIHIO MEMOpaHy;

4) ATO.

Y sikiii TKanuHi BiakpuBanus K -KkaHadiB yHACHII0K 3HHIKEHHSI eJeKTPOXimMiy-
HOTI'0 MOTEHINAJy 3am06irae nepeBaHTaAKEeHHIO MiTOXOHAPiii KaTionamu Ca?™?

1) nevinkw;

2) cepug;

3) M’s13iB;

4) HUPOK.

Jlo OCHOBHHUX cHcTeM, IO 320e3MeYyTh HAIX0MKeHHs KaTioniB Ca** B MaTpuKc

MIiTOXOH/piii, HaJIeXKaATh:

1) Ca*-ywuimoprep, cucremMa mBHAKOTO mormiHaHHS Ca®’, MITOXOHApiadbHi piaHOIHH-
gymmei Ca?*-KaHauu;

2) Na*/Ca*"-o6minnuk, H/Ca’* -00MiHHHUK, TOpa TPAaH31€HTHOT MPOHHKHOCTI;

3) Ca**-yninoprep, MiTOXOHApianbHi piaHoguHuyTuBi Ca’ -kananu, H'/Ca’'-00MiHHUK;

4) Na'/Ca*"-o6minnuk, H*/Ca**-o6minauk, Ca?*-yHinoprep.

Bxakirts, siki 3 HaBegeHux aeriaporenas € Ca**-3a/ie;KHUMM:
1) mipyBataerinporenasa;

2) o.-KeTonTyTaparieriiporeHasa;

3) i30mUTpaTAeTiIpOreHasa;

4) ManataerizporeHasa.

Ska 3 Ca’’-TpaHCHOPTHUX CHCTEM 3aJIy4eHa B iHAYKIUiI0 anonTo3y?
1) Ca*-yninoprep;

2) H*/Ca**-00MiHHUK;

3) mopa TpaH3i€HTHOI POHUKHOCTI;

4) mitoxoHapianbHi pianoguHIyTIHBI Ca?*-KaHaH.

Slxa TpaHcHopTHA cucTeMa BuBeneHHs Ca?* 3 MiTOXOH/piii MOB’si3aHa 3 TpaHCHOp-
TOM NPOTOHIB i/l Yac IMXaHHA?

1) Na*/H"-00MiHHUK;

2) H"/Ca*"-00MiHHUK;

3) Na*/Ca**-00MiHHHK;

4) Ca*'-yuinoprep.
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PO3AIA 15

EHEPTETUKA PYXY

e EHepreruka ckeAeTHMx mM'si3iB
o EHepreTnuHe 3abe3ne4yeHHst po6oTu cepus

e Pyx BifOK i AXIyTHKIB

Pyx — ue ogHa 3 TMNOBUX BNACTUBOCTEN XMBOrO. [10 OCHOBHUX TUNIB
pyxy Hanexatb ameOOoigHUA, [KTYTUKOBUIA | M'A30BMIA. YCi Li TUMKU pyxy Ha-
AIBHI Y BULLUMX TBApWH, ane HanbinbLui eHepreTuyHi 3aTpaTn BUHUKAIOTL Nig,
Yyac CKOpoveHHs1 M'a3iB. 3rigHO 3 MOpdOdyHKLIOHaNBHOW Krnacudikalieto,
M’5131 NOAINSATb Ha NONepeYHOCMYracTi (CKeneTHiI), cepueBi Ta rmageHbKi.
| xo4a nepLui M’A30Bi KNITUHW 3’ABMSOTLCA BXe Y NNOCKUX YepBiB, BNacHe
HanbinbW eHeproedeKTUBHMMM € NONEPEYHOCMYTacTi M3 YNIEHUCTOHO-
rnx. Libomy cnpusie BUCOKe CMiBBigHOLLEHHS GaraTopa3oBMX CKOPOYEHb Ha
KOXXHe HepBoBe 30ymKeHHs. YacToTa nomaxiB kpun 3a cekyHay y 6mkonm
ctaHoBuTb 200-300, y xaTHbol Mmyxu 330-345, a B komapa — 600.

15.1. EHEPTETUKA CKEAETHUX M’A31B

CkeseTHi M’S131 NPaLIOIOTh 33 MPUHLUIIOM MEXaHO-XIMIYHOIO JBUTYHA, Iepe-
TBOPIOIOYH XIMIUHY eHepriro Ha MexaHiuHy. Y 1954 p. I"’ro akcmi #i Eminin Jxin
lancoH cdopmynioBanu cinome3y K083anHs, 3TiIHO 3 SKOI TOHKI MpOTOQiOpuin
BTATYIOTBCS y TIPOMDKKH MK TOBCTHMH 1 TIEPEMIIIAIOTHCS y HAIIPSIMKY J0 IICHTPIB
capkomepiB (puc. 15.1). ¥ mexax oqHOro capkoMepa TOHKI mpoTodiOpuim nepemi-
IIYIOTHCS Ha3yCTPid OffHA OJIHIN, HE 3MEHIIYIOYH CBOET JOBKHUHMU, & BUIUMI CTPYK-
TYPHI 3MiHHM Yy TpOLIECi CKOPOYCHHsI BUSIBICHO TiJIbKM 32 3MCHIICHHSM JOBXKHUHH
camoro capkomepa, 30Hu H i aucka I [Knesers ta iH., 2011].

[Ipotec cKOpOUICHHS 3aITyCKAETHCS MTOTSHITIAIOM [Tii, IKH CIIPUYHMHEHUHA JETI0-
JSIpU3aLi€l0 NOCTCUHANTHYHOT MEMOpaHH capKojeMH (IU1a3MaTHYHOI MeMOpaHu)
BHACITIIOK BUIUICHHS alleTHIIXONIIHY 31 CHHAITHIHUX TepMiHaJei HepBOBUX 3aKiH-
4YeHb. BapTo 3a3Ha4nTH, 1110 1 CHHTE3 allETHIIXOJIHY, 1 HOTO €K301[UTO3 Y CHHANITUYHY
LIJIMHY [10B’A3aH1 3 €HEPreTHYHUMHU IpoLecaMH. 30KpeMa, alleTHIXOIIH yTBOPIO-
€TBCSl y TIPECHHANTHYHHUX 3aKiHYCHHSIX XOJIHEPriHHUX HEHWpOHIB 3 aneTmi-KoA

225



OCHOBW BIOEHEPTETUKN

1 XOJTiHY 32 yJacTi epMeHTY XoJiHaneTuaTpancdepasu. Auetuia-KoA yTBoproeTbes
i3 mipyBaTy a00 JKUPHHUX KUCJIOT Y MITOXOHAPIAX (quB. po3aiau 6 i 7). Lleit metabo-
JIT, 30KpeMa, TOEIHYE TITiKOMI3 13 nukioM Kpebca.

XoJliH CHHTE3Y€EThCS y MEUiHLI Ta HAAXOAUTD 10 HEWPOHIB i3 KpoBi. Y cHHaI-
TUYHIN MIITHHI alleTHIXOIIH PO3IICIIIIOETHCS alleTHIIXOIHECTEPa300. Y TBOPESHUH
y Wil peakuii XoJiH TPaHCHIOPTY€EThCSI Ha3ad y HEPBOBE 3aKiHYEHHS 1 TOBTOPHO BU-
KOPHCTOBY€ETHCS JUISI CHHTE3Y AlleTHIIXOJIHY.

@ MioanHoBa ronoeka nNpueaHyeTbLCA
[0 TOHKOI NpoTodibpunu

ToHka npotodibpuna

-
- = >
Tiaponia\ \ BinokpemneHHs @,
W
' (ATo S (o]
ToBscTa
npotodibpuna
@ AT® posuwennioeTbes Ha AQD i @, mio3vHoBa @ MiosuHoBa rornoska nosepraeTbCst
rorioBKa NoBepTaeTbCs Yy BUXIOAHE MOMNOXKEHHS i NpoTArye ToHKy npoTodibpuny

IR
\

@ MiosnHoBa ronoska Bif'eaHYETbCA
Bif, TOHKOI NpoToibpunu 3a HasiBHOCTI AT®

Puc. 15.1. MexaHi3am ckopo4eHHs M’a3iB

BapTo 3ayBakuTH, 110 B alleTUIXOJIIHOBUX MIXypIsX y cuHarci € Takoxk ATO
y criBBigHOLIeHH] oqHa Mosekyna AT® na 3—7 Moneky:n aneTuixominy. Biarak aue-
THJIXOJNIH BUIUISETHCA B CHHANTHYHY MIUIHHY pa3oM i3 AT®. AT® y npomy pasi
BiJirpae poiib HeHpoTpaHcMiTepa, PYHKIIIs SKOTO 10 KiHIS IIe He 3’ sICOBaHa.

ALETHIIXOIIH 3B’ SI3YETHCS 31 CBOIMHU PELIENTOPAaMH Ha BOJIOKHAX ITOCMYTOBaHUX
Mm’s13iB (H-xouiHOperenTopaMu), akTUBALIiS SKUX MPUBOIUTH 10 ISHOJSpU3allii cap-
kojemu. Ll nemonsipuzanist 3a TOCATHEHHS! KDUTUYHOTO PiBHSI CHPUYMHSIE aKTHBA-
Iif0 TIOTeHITiaTkepoBaHnX Na'-KaHaTiB i, BiATaK, TeHepallio moTeHiamiB aii. I1o-
TEHIIa M A1 MOIHMPIOIOTHCS CAPKOIEMOIO B3JJOBXK M’ SI30BOTO BOJIOKHA, a T-TpyOou-
KaMH — y TNIMOMHY M 5130BOT'0 BOJIOKHA 1 3aITyCKalOTh CKOPOUEHHSI CKEJIETHOTO M’513a.
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V poscnabneHomy M’si3i, Koau KoHreHTparis Ca’’ B capkoruiasmi HH3bKa
(108 M), rooBKH MiO3MHY HE MOXKYTh B3aEMOIISITH 3 aKTHHOBUMH IIPOTO(hiOpHIa-
MU, OCKIJIBKH IIbOMY TIPOCTOPOBO 3aBa)Ka€ TPOIIOHIH—TPOITOMIO3MHOBHI KOMILIEKC.
VYHacninok nemonsipusauii MeMOpanu T-TpyOo4oOK, 3yMOBIEHOI MOTEHLIaIoM Iii,
karionn Ca?’ HaJXomATh y KIITHHY noTeHuiankepoBanumu Ca’’-kaHamaMu Ta BOJ-
HOYAC BUBLIBHAIOTHCA 3 TEPMIHAJIBHUX LIUCTEPH CApKOILUIA3MaTHUYHOIO PETUKYIYMY
Kpi3b piaHoanHuyTIHBi Ca?'-KaHamuu.

[TinBuieHHs KOHIEHTpalil kaTioHiB Ca?’ y capkoruia3mi 10 OPOroBOro piBH
(10° M) cynpoBOKYEThCS aKTHBALIIED CKOPOTIMBOIO amapary BHACITIIOK iXHBOT
B3aemopii 3 Tporoninom C. IIporec BuBinbHeHHs Ca’’ 3 1€I0 MPUITHHIETHCS TiCIIs
3aKiHYEeHHs MiKy ToTeHiany aii. CKOpOYEeHHS TPUBAE JI0 THX Mip, MOKH aKTHUBAIIis
Ca?-moMIy capKoIuIa3MaTUYHOTO PETUKYIYMY HE IPU3BE/C 10 3HMKSHHS KOHIICH-
Tpaiiii karioniB Ca*" y capkormiasmi. OTke, MOCIiI0BHICTh POIIECIB, SKi BEAYTh JI0
CKOPOUEHHS, € TaKOIO: IMOTEHITaN [ii capKoJeMH — MOTEHINAT il MOMEepEeIHUX
T-TpyOo4ok — akTuBalis MeMOpaHU TePMiHAIBHUX LUCTEPH PETHKYIYMY — BHXIiJ
Ca?' 3 1erno — CKOpOYCHHSL.

[lepemimieHHst TOHKUX TIPOTO(IOPHIT 3MIHCHIOETHCS 3aBASAKH IUKIIYHIN poOOTI
MiO3MHOBHX TOJIOBOK, sIKi (DOPMYIOTH TIOIIEpedHi MicTouKH. 3a HasBHOCTI AT® i Ca?*
y CapKoIuIa3Mi MiO3MHOBI TOJIOBKH MEPI0INYHO PUKPITLUTIOIOTHCS 0 TOHKUX IPOTO-
(bi0puI, BIAXUISIOTHCS Ha 45°, IPUTATYIOTH 1 IPOTATYIOTH TOHKI MPOTO(hiOpHIN MK
TOBCTI. [10TiM TOJIOBKY BiIOKPEMITIOIOTHCS BiJl TOHKUX MTPOTO(hiOpHII, PO3MIIIYFOTh-
cs mig kyToM 90° CTOCOBHO TOBCTHX MPOTO(MIOPIIT 1 MPUKPITIIIOIOTHCS HAa HOBHUX
JUISTHKaX TOHKUX 1poTodiopui (puc. 15.1).

e € MOXXITMBUM TOJ1, KOJIM KOMITJIEKC TPOMIOHIHIB i3 TPOITOMiO3HHOM 3MiLIy€Th-
Csl TAKUM YMHOM, 110 MiO3MHOBI 'OJIOBKH MOXKYTb NPHEAHYBATHCS 10 TOHKHX MPO-
todiopmi. Ilicmsa Takoro mpuegHaHHS €HEpris Tigpomizy AT® BHKOPHCTOBYETHCS
CKOPOTJIMBUM araparoM MIOIMTIB JUIsl BIIXHMJICHHS IMONEPEYHUX MICTOUKIB. 32 OJTUH
“BecllyBaJIbHUI ™ PyX MOMEPEYHOro MiCTOUKA capKoMep BKOpodyeTbes Ha 1 %, a 3a
ITOOZIMHOKOT'O CKOPOYEHHs M s3a capkoMep BkopouyeThes 3a 100 mc Ha 50 %. Jlns
IIHOTO TIOTIEPETHI MICTOYKH MAtOTh 3pOOUTH O1M3bK0 S0 ITUKITIB 3 9aCTOTOIO IPUKPIIT-
JIeHHs Ta Bigokpemienus 5—50 I,

lMpregHaHHs MiO3MHOBMX FONTOBOK 40 TOHKMX MPOTOiOpMI CNPUYNHSIE KOH-
dopmMaLliviHi 3MiHW | NPOTAryBaHHA TOHKUX NPOTOMIOPMIT Y NPOMIDKKMA MidK
TOBCTUMM, Ha LLIO 3aTpadaeTbca eHeprisa rigponizy AT.

Ha onmHe BigXWJeHHs TIONEPEYHOrO MICTOYKA BUTPAYAETHCS OJHA MOJICKYyJa
AT®. AT® HexoBalECHTHO NPUETHYETHCS A0 TOJOBKH MiO3HMHY, NEPEBOISYN HOTo
y nepimid KoHopMmartiiiauit cran. Komm Mio3uH karamizye rigpodmi3 3B’ s3anoi ATD
1 B3aeMoi€e 3 aktTuHoM, AJID i D BIJIIIETUTIOIOTHCS BiJl TOJIOBKH MiO3HHY, sIKa TIepe-
XOJUTh y CBiM Apyruil KoHQOpMaLiiHUHA CTaH ax 0 NpUeaHaHHS HacTynHOT ATO.
Take npueHaHHS € HEOOX1THUM JUIS BiJIIEIUICHHS TOJIOBKH MiO3UHY BiJI aKTHHY. 32
noBHOTro Opaky AT® BuHHKae HEOOOPOTHE NMPUETHAHHS TOJIOBKM MIO3UHY 10 aKTHU-
HOBHX MTPOTO(IOPHI, SIK 1€ CIIOCTEPIraloTh Yy pa3i TPYMHOI0 3aKJASKAHHA OPTaHi3My.
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AT® takox HeoOximHa st podoru Na'/K'- ta neox Ca**-momm. Ilepimna 3 HuX
MIATPUMYE eNeKTpOoXiMiuHuMA rpaaieHT ioHiB Na* i K" kpi3p masmMarnuny memOpa-
HY, a JIBi iHII1 TpaHcopTytoTh Ca?’ y capKoIuta3MaTHYHUI PETHKYIyM a00 TOo3aKIi-
turHAi mpoctip. Komn pisens AT® sumwkyeThes, piBens Ca?’ y capKoIuiasmi 3am-
LIA€THCSI BUCOKUM, PO3CJIa0IEHHS CIIOBUTBHIOETHCS | BHHHKAE KOHTPAKTYPA BTOMH.
KonTpakrypa — e craH 00OpOTHOTO CTaliOHAPHOTO CKOPOYCHHS, SIKE HE 3[aTHE
MOIITMPIOBATUCH.

EHeprisa rigponidy AT® HeobxigHa 4ns BiQHOBNEHHS HU3bKOI KOHLIEHTpaLi
kaTioHiB Na* i Ca?* y capkonna3smi, a oTxe, Ans po3crnabneHHs M si30BOro
BOJIOKHA.

s cuaTesy AT® y craHi CrOKor0, Ti/T 4ac TIOMIpHOT aKTUBHOCTI i y TIepioin
MaKCUMAaJIbHOTO HAaBaHTaXKEHHS M’ 131 BAKOPUCTOBYIOTh Pi3Hi cyOcTpaTu (puc. 15.2).
VY cTaHi CIIOKOIO HKEPENIOM €HEpTii I M’SI31B CITyTYIOTh KHUPHI KUCIIOTH 3 JKHPOBOT
TKaHWHU Ta KETOHOBI Tina 3 mewinku. Li cyOcTpaTn y M’s3aX pO3MIEILUTIOITHCS 10
anetun-KoA, sxuii norpamnse y nukn Kpedea i nosricTio okucHioerbes g0 CO.,.
[Iporiec OKUCHEHHS! CYMPOBOKYETHCSI IEPEHECCHHSIM EJIEKTPOHIB Y JTIUXAIBHOMY
JIAHIIOTY MITOXOHPiH 10 O, 3 BUBLIBHEHHAM €HEPTii y (popMi TpaHCMEMOPaHHOTO
MIPOTOHHOTO TPaji€HTa, SIKUH MITOXOHIPIl BUKOPUCTOBYIOTH Aisi cuHTe3y ATO.
VY pasi moMipHOTO HABAaHTAXEHHS M’ SI3U IOJJATKOBO BUKOPHCTOBYIOTH III€ 1 TITFOKO3Y
KpoBi. [mroko3a criouatky pochopuIroeThes, a MOTiM MIIKOTITHYHO PO3IIEIUTFOETh-
csl 10 mipyBarty, SIKMii mepeTBoproeThes Ha aueTHi-KoA. IlomipHe HaBaHTakeHHS
CYIIPOBOJIKYETHCS 301BIIEHHSIM M S30BOTO KPOBOOOITy ~ y 20 pasiB, 3poCTaHHIM
XBWJIMHHOTO 00’eMy cepuis 1 auxaHHs y 2—3 pasu. llIBunkicte posmerenas ATD
3a X YMOB Moxke 30ibiryBatuchk y 100 pasis i Oiibie.

MakcumaneHe
HaBaHTaXXEHHS

[mikoreH m’'asiB

MomipHe
HaBaHTaXXeHHSs
4K Crokin

JNaktat

CO,
YKupHi kucnotu,
KETOHOBI Tina,
[II0KO3a KPOBi

docgokpeaTuH

MakcumanbHe
HaBaHTaXXeHHs

KpeaTtuH

AR + 0, ATO

CKOpOYeHHS
M'A3iB

Puc. 15.2. EHepreTnyHe 3abe3neyeHHsi ckopoyeHHst M'sa3iB [Nicols, Cox, 2012]
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VY pa3i MakcuManbHOIrO HaBaHTa)KeHHs M’ s13iB morpebda B AT®D 3pocrae HacTib-
KM, 10 33/I0BOJILHUTH 11 JIMIIE aepOOHUM CIIOCOOOM HEMae 3MOTH. 3a TaKUX YMOB
M’SI31 BUKOPHCTOBYIOTh BIACHUHN TJIIKOTEH, SIKUI, OMHHAIOUM TEKCOKIHA3HY peak-
1it0, PEPMEHTATUBHO PO3IIEILTIOETHCS JI0 TTIOK030-0-(hocdary, a 1aii — 710 JIaKTarTy,
yTBOptotoun mpu moexyiu AT® (puc. 15.2). Take po3iieruieHHs 3a0e31edye eHep-
riero cuATe3 OUIBIIOI KimbKOCTI HeoOXiaHo1 AT®. BukopructanHs TiiKoTeHy M’ s31B
SIK MAJBHOTO JUIsl EHEPTeTHYHOTo 3a0e3MnevueHHs IXHbo1 poOOTH 3HAYHO 3pOCTae 3a
MTOCHIICHOT CeKpeIlil aipeHaliny, KOTpUi CTUMYJIIOE HOTO PO3IIEIICHHS.

[IpoTsiroM TMEBHOTO Yacy Miclisi MAaKCHMalbHO IHTEHCHBHOTO HaBaHTa)KCHHS
30epiraeTbcs IOCHUJICHE JISTEHEBE IMXaHHS i iHTeHCHBHE OKHCHE (pochoprmroBaHHs
y MEYiHIIi, 1 el Nepiol Ha3UBalTh BiIHOBIIOBAJIBLHUM. SIK BKa3aHO BHUIIIE, JKEPE-
JIOM eHeprii y CKeJIETHUX M 533X € IJIIKOTeH, 3 IKOTO YTBOPIOETHCSI BEJINKA KITBKICTh
JIaKTaTty. Y BIAHOBIIOBAJIBHUM IEPio YaCTHHA YTBOPEHOTO JIAKTATy MEPEHOCUTHCS
KpOB’I0 B MEYiHKY, IEPETBOPIOETHCS Ha MIPyBaT, OKUCHIOEThCA y ki Kpebca i 3a-
oesneuye cuaTe3 ATD y mpomy oprasi.

[Hma yacTrHa NakTary B MEYiHII BUTPAYA€ThCS HA CHHTE3 IIIOKO3U y TIpOLeci
[JIIOKOHEOTeHe3y 3 BUKOpHUCTaHHSAM yTBopeHoro AT®. PerenepoBana riroko3a Hal-
XOIWTH y KPOB 1 1ajii 10 M’s13iB, Jc 3a0e31euye BiTHOBJICHHS 3amaciB Tirikoreny. Llei
LMKJ Mae Ha3By nukJay Kopi (puc. 15.3).

[ntoko3a
[mioko3a /\ /_

. [mokosa
MeyiHka l ,
M’asn
) 6ATO [nikoreH
2 Mipysat ~
2 MNaktat Kpos l

\' 2 MipyBaT

2 Jlaktat
~ 2 Naktat

Puc. 15.3. Lukn Kopi

Linkn Ha3BaHO Ha YeCTb aMePUKAHCBKMX BYEHUX
l'epti Ta Kapna Kopi. Bonn pgocnimkyBanm metabo-
niam rrikoreny B nepiog 3 1925 no 1950 pp. cnoyatky
B Baddano, wrat Helo-Mopk, a 3 1931 p. — y Ba-
LUMHI TOHCbKOMY YHiBepcuTeTi B CeHT-Jlyici. Y 1947 p.
l'epti Ta Kapn otpumanu HoGeniscbky npemito B ra-
nysi isionorii Ta meguumHn. Y 1940-1950-x pokax
na6opatopis Kopi B CeHT-Jlyici cTana mikHapogH1m
OOCNIAHULBKAM LieHTPOM. [prHanMHI WiCTb HAayKOB-
uiB, Aki npautoBanu 3 nogpyxoksam Kopi, ctanu Hobe-
NiBCbKMMW Naypeatamu.
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VY craHi crokoro M’si3 moTpedye OesrepepBHOTO 3a0e3nedeHHss ATD mns min-
TPUMaHHS TOMEOCTa3y Ta MOCTIHHOTO Tepediry Metabomunux mporeciB. Ckener-
HUI M’s3 BIZIPI3HSETHCS BiJ IHIIMX OPraHiB i TKAHWH THM, IO piBeHb AT® y HuX
MOYKE MUTT€EBO 301IbIIYBaTHCh Y A€CATKH 1 coTHI pa3i. LLIBuaxicts yrBopeHHs ATO
32 OKHCHEHHS BYIJICBO/IIB UM AI[ETOALETATY € IIJIKOM AOCTaTHBOIO JUIS M 5132 Y CTaHi
CITOKOF0, aJie JAJICKO He 3aBKIU IS TPAIFOI0uoro M’ s13a. 3a MaKCUMaIbHOI poOOTH
M’s131B 5ka0u 1 CCaBIIiB MIBUIKICTh 3MEHIIICHHS KOHIIeHTpallii AT® craHOBUTH BiAMO-
BigHo 0,1 1 1 MM 3a 1 xB. I[Ipore 3a cnokoto y M’s13i € Titbku 5 MM AT®. L1 ATO
3a0esriedye eHepreTiyHi norpedu Tinbku B repiri 0,5 ¢ iATeHCUBHOI pOOOTH, KOJIH,
HaIMpUKIag, y M 531 ka0 mBUAKICTh yTmizarii AT® 36iaspmryerscs y 1000 pasis
TMIOPiBHSHO 31 CTAHOM CTIOKOK0. MakcUMaibHO MOXIIMBE 301IbIIeHHS normiHanHs O,
€ HEJIOCTATHIM, 00 aepOOHMI MeTa0o0IIi3M 3a0e3ICUNB EHEPTEeTHYHI TOTPEOU M’ s13a
Ha oMy erari. ToMmy HeoOXiHe 3aTydeHHs iHIIINX MEXaHi3MiB OTPUMaHHS eHeprii.

BuokpeMITioroTh ABi BETUKI TPYITA M’ S30BUX BOJIOKOH — OUTHX 1 YePBOHUX, KO-
TP1 BIAPI3HSIOTHCS CBOEIO (i310J0TTUHOIO POJLTIO i BUKOPHCTAHHSM €HEPreTHYHOTO
manbpHoro. Bijli M’s130Bi BOJIOKHA, SIK1 TAKOXK HA3UBAIOTH IIBUIKUMU, MAIOThH MEHIIIE
MITOXOH/APiH 1 KPOBOHOCHHX CyAMH, IPOTE BOHM 3[aTHI CKOPOUYBATHCS LIBHIIE Ta
CUJIbHiIIE. AJle 1l BOJOKHA IIBUALIE BTOMJIIOIOTHCS, OCKIIBKY B aKTUBHOMY CTaHI
BUKOPUCTOBYIOTh AT® 1miBue, Hi>k MOXKYTh ii cuHTe3yBaru. YepBoHi M’s130Bi Bo-
JIOKHA € TIOBUIbHUMH, ajie OinblI BUTpUBAIMMH. YepBOHiI M’530B1 BOJIOKHA 30arade-
Hi MITOXOHJIPisIMH Ta MPOHU3aHI TYCTOK CITKOI0 KPOBOHOCHUX CYIUH, 110 3a0e3re-
qy€ TOCTiiHE HaaXOMKeHHS KUCHIO, HEOOX1THOTO JJIS TIPOIeCy OKUCHOTO hochopu-
nroBaHHs. CaMe MUTOXPOMH MITOXOHpPiH, MIOTIIO0IH 1 TeMOITIO0IH KPOBI HA/IAIOTh
UM M’si3aM XapaKTepHOTO 4epBOHOro 3adapBieHHs. CIiBBIIHOIIEHHS M’SI30BUX
BOJIOKOH B OpraHi3Mi 3yMOBJIEHE T€HETUYHO, aJjie TPEHYBAHHS 1€ 3MOT'Y ITOKPAILUTH
e(eKTUBHICTH POOOTH BiIITOBITHOI TPYIIH M’ SI31B.

Y ApibHUX i cepeHix TBapuH KpoB 3abesnevye M’a3u KUCHEM LOCTATHbO
LWIBMAKO, | MOTPeOU B aHAaepOBHOMY PO3LLENSIEHHI MIKOreHY NPaKTUYHO HE BU-
Hukae. HaBiTb y nepeniTHUX NTaxiB, SKi Nig Yyac Mirpadii 4onaTb BeNUYesHi
BifCTaHi NpakTu4HO 6e3 BiOMOYMHKY, HE BUHWKAE KUCHEBOI 3ab6OproBaHOCTI.
HaTtomicTb y BEMMKNX TBAPWH i NIOAMHN NOCTa4aHHSA M’'s13iB KUCHEM HE € TaKUM
€EKTVBHUM, i Lii OpraHiaMun NOCUmMoTb M’A30BY aKTUBHICTb NMLUE 3a Harasnb-
HOi NoTpebun, agxe KOXEH cnanax M’si30BOi akTMBHOCTI MOTpebye BiAHOCHO
[OOBrOro nepiogy BiJHOBMEHHS Ta KOMMEHcaUii KUCHEBOI 3ab0proBaHoOCTi.

KncHeBoto 3a60proBaHicTiO Ha3MBatOTh Ty KiNbKiCTb KUCHIO, sika HEOO-
XigHa ansa cuHtedy AT® y KinbKOCTi, JOCTaTHIN ANs pereHepadii y neviHui ta
M’si3ax KpeaTuHdocdaTy i rrikoreHy, “no3nyeHnx” nig Yyac iHTEHCUBHOI po6o-
™M M’a3iB. Tak, cnpuHTtep 3a 10 ¢ Giry Ha 100 m cnoxuBae 1 N KMCHIO, Xo4a
y CTaHi crnokoto — Tinbku 40 mn. Ticns iy NeBHUIN Yac ANXaHHs CNopTCMe-
Ha € MPUCKOPEHUM i rMMOoKUM. Y Leln nepioq BiH CMOXWBA€E 0OOATKOBO 4 1
kucHio. OTxe, ons KOMMeHcawjii eHepreTuyHMx 3atpar nig Yac oiry Ha 100 m
NoTpiGHO cymapHO 5 N KUCHIO, 4/5 SKOro BUKOPUCTOBYETHLCA MNicns dpiHilly. Llien
[0AaTKOBUI KUCEHb HEODXIOHUI 4N NEPETBOPEHHS NAKTaTy Ha MMiKOoreH i 4ns
BiJHOBMNEHHS KOHLIEHTpaLii kpeaTuHdocdary.
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mikomni3 pobutb CyTTEBMI BHECOK Y pereHepadito AT®, ane 3a uux ymoB
PO3BMBaETLCS BTOMa, 0COBMMBO y Binvx M’a30BMX BorokHax. Lien cnocib otpu-
MaHHS1 eHeprii XapaKTepHWU, 30KpeMa, Ansa BENUKMX PenTunin, sKi 3a3Buyan
nepecyBaloTbCs MNOBiNbHO Ta MrisiBo. OgHaK Ti X aniratopu 3gaTHi 6rmckaBnYHO
atakyBaTui, xo4a Micrs KOpOTKOTPMBAroro cnanaxy (isu4HOi akTMBHOCTI MO-
TpebyloTb JOCUTb AOBFOrO Nepiogy BiHOBMEHHS, BIPOAOBX SKOro BOHM MOCU-
FIEHO BMKOPUCTOBYIOTb KMCEHb Ansi pecuHTedy AT®, BiGHOBMEHHS PiBHS IMiKO-
reHy, KU/ LUBUOKO BUYEPMNYETHCS, Ta 3HWDKEHHS NakTaTy, HarpoMamKeHOro
y M’a3ax Mif Yac iHTEHCMBHOI poboTu.

mikonia, ckopiw 3a Bce, byB mkepenom eHeprii Ans pobotn M’asiB i y
OnHo3aBpiB. Lli TBapuHM Takox noTpebyBanyv TpUBanoro nepiogy BigHOBIEH-
HSl, arne BOHW He Byny MpMCTOCOBAaHI A0 BMCOKOFO PiBHA KMCHIO B aTmocdepi
nnaHetu. OpibHiwi TBapuHKM, ski eheKTUBHILLE HA TOW Yac BUKOPMCTOBYBamu
O,, Bynu, TakMM YMHOM, Kpalle NMPMCTOCOBaHi 40 TPKBanol M'30B01 po6oTu.

Cepepn cyyacHux TBapwH € BUAOW, SKi XKMBYTb Yy CEPELOBULLi 3 HU3bKUM
piBHEM KMCHIO. Tak, y TKaHMHaxX pubu natumepii, SKa >xuBe B OKeaHi Ha rmmbu-
Hi 4000 m, nepeBaxatoTb aHaepobHi MeTaboniyHi NEPETBOPEHHS, a GinbLia
YacTMHa yTBOPEHOIO NMakTaTy BUBOAUTLCH 3 OPraHi3my.

Tinpouiz AT® y m’si30Bomy ckopouenHi. 3a3suyaii AT® nocrayae eHeprito He
3aBJISIKH TIPOCTOMY TiJIpOJIi3y, a BHACHIIIOK iepeHecenHs Gpocdarnoi rpynu. Criouar-
Ky IS TpyIa MepPEeHOCUThCSl Ha MOJIEKYITy cyOcTpary abo Ha aMiHOKHCIOTHUH 3aJu-
10K (PepMEHTY 3 YTBOPEHHSIM KOBAJICHTHOTO 3B’ SI3KY, 1110 IIPHBOUTH JO ITiABUIIICHHSI
BMICTy BUIBHOT €HEpIii Y epEeTBOPIOBAHOMY NMPOMIKHOMY HPOAYKTI (IMB. po3aia 4,
puc. 4.4). Ane y M’s130Bili KJIITHHI POIIEC CKOPOUCHHS CYTIPOBOJIKYEThCS Oe3mnoce-
penHiM rixponmiTudHaM posuerieHHs M AT®. Came mporiec Tipoiizy MOJEKYIH
AT® o AJI® i @, 3a0e3medye XiMiYHOIO EHEPTIEIO MEpeXijl OUIKIB MiO3MHY 3 OJHOTO
KOH(OPMAIIITHOTO CTaHy B HIIHIHA, 110 JIS)KUTh B OCHOBI MEXaHIYHOTO PYXY.

Poab kpearuHpocdary. 3anacu rmKOreHy B CKEJIECTHHX M’s3aX CTaHOBIISATH
niie npuoau3Ho 1 % Bij 3arajabHOT Mack M sI3iB, IO 3MEHIIY€E HOTO POJIb 32 MaKCH-
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MaJIbHO TPUBAJIOTO HABAaHTAXXEHHS. binbie Toro, yepes3 HaKONMWYEHHS JIAKTaTy 1 3HHU-
*eHHsI pH eeKTUBHICTD MIIKOMI3Yy Ta ITIKOTEHOMI3y B M s3aX 3HIKYETHCS Y pasi BU-
cokoi (hi3nuHoi akTUBHOCTI. [IpoTe ckeneTHI M’ 31 MaIOTh 1HIIIE [HKEPEIIO eHepTil IIst
pecunresy AT® — kpearundocdar, 3aasaxu sskomy AT Moxe IIBHIKO pereHepyBa-
tucs 3 AI®D y peakuii, katanizoBaHiil KpeaTnHKiHa3010 (AuB. puc. 4.8, B). Y nepiox
AKTUBHOTO CKOPOYEHHS M’SI31B ISl peakilist BiOyBaeThCsl TIEPEBAKHO y OIK CHHTE3Y
AT®, a B mepiof BiIHOBIICHHS — TOH cammuii (hepMEHT 3abe3reuye CHHTE3 KpeaTHH-
¢docdary 3 kpearuny 3 BukopuctaHusaM AT®. Benrunna 3MiHM cTaHIApTHOI BITBHOT
eHeprii rigpoinizy kpearnHpocdary cTaHoBUTh -43 kJ[/MOIIb, 110 MEPEBUIIYE ek
roka3HuK 3a rigpomizy AT® (-30,5 xJ[x/monp). Buakicts yrBopeHHs AT 3a ygac-
Ti KpeatuHpocdaTy 3HaYHO MEPEBHUILY€e MBHAKICTE cuHTe3y AT® y iHmMX KaTabo-
JiyHuX peakiisx. Tooto kpearuHdochar BUKOHYE pojib AOCTYIHOro aeno ¢ocdar-
HUX TPYII, HEOOXiMHUX sl 3a0e3neueHHs mBUAKoTro cuaTesy ATD 3 AJ1D.

Konnenrpauist kpearuadocary B KIITHHAX M’ S31B € Ay>Ke BUCOKOIO TOPiBHSIHO
3 IHIIMMU TKaHUHAMHU (IuB. Tabm. 4.1) 1 craHoBUTH prOIM3HO 30 MM, 110 Y KijbKa
pasiB nepeBuilye koHIeHTpaniro AT®. B iHIINX TKaHWHAX 1 OpraHax, TaKuX SK Tia-
JEeHbKI M’S3M, MO30K Ta HHUPKH, KOHLEHTpauis KpeaTHH(ocdaTy KOIUBAETHCS
B Mexkax 5—10 MM. 3arasiomM, y CTaHi CIIOKOK CKEJIETHUI M’s3 Ma€ JJOCTATHIO KiJib-
KicTb kpearnHpocdary ams, sk MiHiMyM, 30—100 MOOANHOKUX CKOPOYEHb.

Ha puc. 15.4 npeacrasneHo rpadik BUKOPUCTAaHHS OCHOBHHX JKEpPEN CHeprii
y TepIi CeKyH/W Y XBHJIUHHA POOOTH M’s131B. Y Hallmepini CeKyHau poOdoTH M’si3u
MTOBHICTIO BUKOPUCTOBYIOTh HasiBHI 3amacu AT®. YV nHactynHi 40 ¢ eHeproBUTparu
3a0e3Meuyr0ThCsl PO3IIEIUICHHAM KpeaTnHpocdaty. SKIIo TpuBanicTs poOOTH € JOB-
1010, aKTHBYIOTHCSI MTPOIIECH aHAEPOOHOTO MeTabOoi3My 3 ITIKOM aKTUBHOCTI Ha 40—
50 ¢ 3 TOmAIBIIOI0 aKTHUBAIIIE€I0 aepPOOHUX CHEPIeTHYHUX IporeciB gepe3 1,5-2 XB
ITiCJIsE TOYaTKy pOoOOTH.
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TpusanicTe poboTtu, ¢

HUX [pkepen eHeprii y nepLui ABi
XBUMWHM poboTK M’A3iB

VY M’si3ax QyHKIIOHYE 1Ie OAMH criocid BukopucTanns eneprii AT® — 3a qomo-
MOTOH0 a/IeHiIaTKiHA3HOT (MIOKIHA3HO1) peaKiii:

2A/10 <> ATD + AMO.

(15.1)
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TpaaumiitHO BBa)Ka€ThCs, 10 y MPOIECi CKOPOUCHHS MIBUIKICTP ITI€T peakiii
3MIHIOETBCS HECYTTEBO. J[aBHO BijgoMo, o AM® € mo3uTuBHUM ePeKTopoM Qoc-
dodpykrokinazm, a BinTak akTuBaTopoM rikonizy. Komu norpeba B AT® 3mentry-
€TbCs, aJieHIIaTKiHA3a Karaji3dye 3BOpOTHHMH mpouec — yTBopeHHS AJID 3 ATD
1 AMO® (muB. po3mina 5).

[Mopsin i3 num, ageHinarkinaza i AM®-curHanizaiiist CIyTyOTh IHTETPOBaHOIO
MeTa0O0IIYHOI0 MOHITOPHHIOBOIO CHCTEMOIO, SIKA MOXKE PETYJIIOBATH CTaH KJIITHHHOT
CHEPreTUKH Ta Mepe/laBaTh CUTHAIM 10 METa0OJIYHUX CEHCOpIB, Takux sik AM®-
akTuBOBaHa KiHaza, AT®d-3anexHi kamieBi kaHanmu, AM®-uyTnuBi MeTabomiyHi
tdepmentu i amenosmn [Dzeja, Terzic, 2009]. Mepexa i30opM afeHiTaTKiHAZH
(AK1-AK7) po3ramoBana y BHYTPIIIHBOKIITHHHUX KOMIIAPTMEHTAX, MIKKJITITHH-
HOMY CepelloBHINI Ta pianHax Tina. [[uHamiune nepernecerHs GpochaTHuX TPyII ajie-
HIJIATKIHA30I0 PETYNIOE€ HU3KY BHYTPINIHBO- Ta MUKKIITHHHUX EHEPro3asIeyKHUX
1 HyKJICOTHICUTHAJILHUX MPOLIECIB, BKIIOYHO 31 CIPSDKEHHSM 30yPKEHHS Ta CKOPO-
YeHHs1 y M’si3aX, CEKPELi€r0 TOPMOHIB, PyXOM KJIITHH 1 BIHOK, SIEpPHUM TpaHCIIOP-
TOM, EHEPIreTHKOIO KIIITHHHOTO LUKJILY, CMHTE30M 1 penapamnieto JHK.

HasBHicTh aneHinaTtkiHa3z y MITOXOHIpiadbHOMY Ta Mio(iOpHISIpHOMY KOM-
MapTMEHTaX MioluTa 3a0e3reuye BUKOPUCTaHHsI €Heprii JBOX BHCOKOCHEPTETUYHUX
y- 1 B-pocharaux rpyn monexymu ATD (puc. 15.5). [ligpumenus pisass AM®D
y KIJITHHI € CHT'HAJIOM JUTS MTOCHJICHHSI MITOXOH/IPiajbHOTO JAMXAHHS M yTBOPEHHS
nBox Mosekya AP y mixmeMOpaHHOMY MITOXOHAPiaJILHOMY MPOCTOpI, SIKi Jami
BHKOPUCTOBYIOThCS /715l cuHTesy AT® 3a yuacti mitoxoHapianpHoi AT®-cuHTa3m.
VY wmionuTax KaramizoBaHi aJeHiTaTKiHa30i0 B3aemomnepeTBopeHHs AM®, AJID

BHyTpiwHs  30BHiLHA
mMembpaHa membpaHa

Y
I AT®(~P~P)
To > 5 2ATO

2A
AM®

2A0¢ 2A0¢
MiToxoHgpis / \ AKTOMIO3UH

ATO KAMCD ATO I AMD ATO
Ado Ao Ao Ado Ao
Puc. 15.5. Ponb uyutosonbHoi (AK1) i miToxoHAapianbHoi (AK2) ageHinaTkiHas y BMKOPWCTaHHI BUMCOKO-

eHepreTnyHuX v- i B-pocdaTtHmx rpyn nig vyac reHepyBaHHs Ta BUKOPUCTaHHS AT® y m’a3ax

AT®d-cuHTasa
AT®-a3za

n
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i AT® y npomecax cuHTe3y Ta Timpomizy AT® MoXyTh BKIOYATH OaraToKpaTHy
rocigoBHY “ectaderny’”’ nmepemxady dhocharHux rpy, sika GopMye MOTIK XBHIIb TT0-
LIMPEHHSI aJICHIHOBHX HYKICOTH[IIB Y3IOBXK KIACTEPIB MOJEKYJ aJeHiNaTKiHa3
(puc. 15.5, amxusa yactuna). Lle mpuckoproe meraboniunuii motik AM®, A/1D
i AT® 6e3 3MiHH iXHBOT CyMapHOi KOHIIEHTpaIIii.

Pieerr AM® y KJIiTHHI, MDKKIITHHHOMY ITPOCTOPI YU KPOBI € MOTSHITIHHUM
MeTa0OTIYHIUM CUTHAJIOM, IO aCOLIHOBaHMH 13 KHUTTEBO BAXIMBUME (DYHKIIISIMHU,
BKJIIOYHO 3 JIOTiICTHKOIO €HEPreTUYHOTO MOCTaYaHHs, 3aCBOIOBAHHAM 1XKi, CHOM 4H
3WMOBOIO CIUIAYKO. SIK 3HIDKEHHS, TaK i miaBUIIeHHS piBHI AM® 1oB’s3y0Th 13
IIYKPOBUM J1iabeTOM, OKHPIHHIM Ta TimepTpodiuHoro kapmiomiomnariero. HemasHi
JIOCITI/PKEHHST BCTAHOBUJIM, 10 MyTarlii i3ogopm aneninarkinaz AK1, AK2 un AK7
acoIlifioBaHi 3 TEMONITHYHOIO aHEMIEI0, PETUKYIIAPHOIO JUCTEHE3IEr0! 1 BIHIKOBOIO
JMCKiHe3ieo’. Binbiie Toro, /is TOpMOHAIBHHUX, XapUOBUX 1 aHTHIIa0ETHUHKX TTpe-
TapariB 9acTo 1MOB’ s13aHa 31 3MiHaMH KIITHHHOTO piBHI AM® i acoIiifoBaHOIO 3 UM
curHarnizamiero. OTxe, afeHIaTKiHa3a, 3aBSIKH MOHITOPUHTY HEIO €HEPreTUYHOTO
CTaHy, TeHEPYBaHHIO Ta PO3MOBCIOMKEHHIO MeTabomiyHoro AM®-curnany, 3aiimae
YHIKaJbHE MICIle Y CHCTEMi KIITHHHOTO TOMEOCTa3Yy.

ApeHinatkiHaza n AM® 6epyTb y4acTb y MeTabonivHiv curHanisauii, pery-
NIOBaHHI KNiITMHHOT EHEPreTUKM i nepegaBaHHi curHany 0o MeTabonivyHmx
CeHcopiB. Y M'd3ax afeHinaTtkiHazHa peakuis € O04aTKOBUMM [DKeperom
eHeprii, a AM® aktuBye ochodpyKTOKiHA3Y, L0 30iNbLUYE LWBUAKICTL [i-
konidy. Konm notpeba B AT® 3MeHLIYeTbCHA, afeHinatkiHasa katanisye
yTBOpeHHs ALlI® 3 AT® | AMO.

Tennonpoaykuisi M’s13iB. M’ 5131 — He TIJBKH “‘MeXaHi4uHa MalIHa”, a i Kopuc-
HUH “HarpiBau” opraHizmy. 3a i30METPUYHOTO CKOpOUYeHHs 0yu3bKko 70 % BUBIIbHE-
HOT eHeprii po3CiloeThCs Y BUINIAAL Teruta. PO3pi3HAIOTH TETIIONPOAYKIIIIO CITOKOIO
1 TETUTOIPOAYKIIito 30y/pkeHHs. OCTaHHS € OUIBIIOI0 1 MOMUISAETECA HA TTOYATKOBY
Ta BiiHOBHY (a3u. [TouaTkoBe TEMIOyTBOPEHHS MOB’si3aHe 3i 3BinbHeHHsM Ca’" 3i
CapKOIUIa3MaTHYHOTO PETUKYITYMY, aKTHBALI€10 TPOIIOMiO3MHOBOT CUCTEMH, aKTHBa-
uieto Ca?’-nommnu i Na*/Ca**-00MmiHHHKA, POOOTOK MONEPEYHUX MIO3UHOBHX Mic-
ToukiB. Teronponaykuis y BiZHOBHY (a3dy CIpUYMHEHA MEepPEeBaKHO NpOoIecaMH
pecunte3y AT® i kpearundocdary.

Koedimient xopucuoi aii (KK/I) M’s13iB po3paxoByI0Th 3a Takoio (GOpMYyIIOr0:

A
KK 10 (15.2)

ne A — BukoHaHa po6oTa; O — BUJIIICHE TEILIO.

KK/l m’s131B romuHu cTaHOBHUTH 15-25 %, xabu 30-45 %, a gepenaxu — 70—
80 %. Jns mopiBusauusa, KK/ 6eH3nHOBOTO IBUTYHA aBTOMOOILIS CTAHOBHUTH JIUIIIE
25 %.

! Bpak mornepeHuKiB Mi€IOTTHAX KIITHH, & OTKe, TIM(OIUTIB i PaHyIIOKTIB y nepudepudHii Kposi

Ta YSPBOHOMY KiCTKOBOMY MO3KY
2 TlopyuieHHs pyXy BilfOK €IITENII0 CIIU30BOI 0OOJIOHKU TUXATbHHUX [IISIXIB
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15.2. EHEPTETUYHE 3ABE3INEYEHHA POBOTU CEPLIA

CeprieBuii M’s13 Ma€ IMOCTIMHY PUTMIYHY aKTHBHICTH 1 YepPTyBaHHS IEPiOJiB
CKOPOYEHHs Ta po3cialbneHHs. Y cepreBoMy M’si3i, MOPIBHIHO 31 CKENIETHUM, Mic-
TUThCS Habararo OUTbIIe MITOXOH/PIN — BOHH 3aiIMalOTh MalKe TOJIOBUHY 00’ €My
KIITHHU (qUB. puc. 4.6). Bin Oaratuii Ha Miormio0iH, pepmenT nukity Kpebea i -
XaJIbHI JIAHIFOTH MITOXOHAPii. Miokapa BUKOpUCTOBYE aiisi cuHTesy AT® nepeBax-
HO aepoOHi peakilii. ['ooBHUMHU cyOcTpaTaMy OKHCHEHHSI € KUPHI KUCJIOTH, a TITI0-
KO03a 1 KETOHOBI TiJla BUKOPHCTOBYIOTHCS B HEBETMKUX KUTBKOCTAX. Y mepion ¢izuy-
HOTO HaBaHTAXXCHHS HA OPTaHi3M, KOJTH OOMIH Y CEpPIIEBOMY M sI3i IPUCKOPIOETHCA,
Ha/IXO/DKEHHS TJIIOKO3M 3 KpOBi Ta ii yThimizauis B KapAioMioIMTaX 301IbIIYETHCS.
VY cepueBomy M’s131 HeMae 3HAYHMX 3araciB JIMAIB 9M TIiKOTeHY. PezepBHUM
JDKEPEJIOM eHEpTii JJIsl CKOPOUeHHs ceplisl € KpeaTuH(pocdar, KOHLEHTPALlis SKOTro
y KinbKka pasiB Buta 3a AT® (nuB. puc. 4.7). 3aBasiku aepoOHOMY METa0oi3My cep-
1€ JIIOHHU 37]aTHE MMOCTIHHO CKOPOUYBATHCS TIPOTSTOM I[1JIOTO JKUTTS, TIepeKadyBa-
TH KpPOB 31 MIBHJKICTIO PUOIU3HO 6 JI/XB, ToOTO Onm3bko 350 1 3a roawHy, abo
200 minbitoniB miTpiB 3a 70 pokiB. Taka podoTta cepiis HOoTpeOye MOCTIHOrO KPOBO-
[OCTauaHHs HOTO TKAaHUH KOPOHApHOIO cucTeMolo. HaliMeHa nepemkoaa yist ta-
KOTO KpOBOTIOCTAYaHHS 1, BiATaK, HeCTaya KUCHIO B TIEBHIN JUISHITI CEPIIEBOTO M’ 532
3yMOBITIOE 1LIEMII0 1 MOJKE TIPU3BECTHU JI0 PO3BUTKY iH(PApPKTy MioKapaa.

Miokapg ons cuHTedy AT® BUKOPUCTOBYE MEPEBAXHO OKMCHe dhocdopu-
TNIOBAHHS 32 OKUCHEHHS XXMPHUX K1cnoT. KapaioMioumMTn He MatoTb 3Ha4YHUX
Aerno NiniaiB Yv rnikoreHy, a Sk pe3epBHE [Kepero eHeprii BUKOPUCTOBY-
I0Tb KpeaTuHdocdar.

15.3. PYX BIMOK | AXIYTUKIB

Pyxomi IKIyTHKH Y €yKapioTiB CIYTYIOTh AJSl PyXy OKpeMHX KJIITHH (Harpu-
KJIaJl, CIIEpMaro30i/iB) Y¥ TPAHCHOPTY PLAMH (HANPUKIIAJ], TPAHCHIOPT CIIM3Y B Tpa-
xesx). KIITHHHI JOKTYTHKY TakoX € KUTTEBO BXKIMBUMH OpraHelaMu y (oTope-
LENTOPHUX MaJHYKax OKa, HIOXOBUX HEHpPOHAX HOCA, Y PaBIMKY ByXa TOILIO.

Oco0nuBHi BapiaHT EHEPreTHYHOrO 3a0e3NEUCHHS PyXy CIIOCTEPIraeMo Ha
MIPHUKJIAJI PyXJIMBOCTI Pi3HUX KITITHH, KA TIOB’3aHa 31 CIEIalbHOI0 CTPYKTYPOFO —
aKcoHeMoIo (puc. 15.6). AKCoHeMy BUSIBUIIN Y JOKTYTHKAX CIIEPMATO30i/iB, a TAKOXK
y Bilikax OaraTbox KiiTHH. Kojo 3 IeB’aTH nap (JIyIuieTiB) MikpoTpyOOUOK MiCTHThCSI
BCEpeIUHI CTOBOypa /UKryTHKa abo Biliku. KokHa mapa Bkitodae ofHy “Kpyriy”
MikpoTpy0ouky (1), B monepeuHomy nepepisi sikoi € 13 monekyn TyOymiHy, i onHy
“HamiBKpyniy” (2) 3 AecsaThbMa MOJeKyJIaMu TyOymiHy. Jlo ckiamy MiKTpoTpyOo4doK
BifOK BXOJUTH JBa THIH TYOyliHY — o~ 1 B-TyOymiHH, sIKi 4epryroTbcs. MikpoTpy-
00ouKM MaroTh 3a3BUYall JOBKUHY Bif 0,5 MKM (3BHYaiiHi) 10 KUIBKOX MiTIMETpiB
(ctiepmaro3oinm 1 rpebeHeBrKH). Ha koxkHil “kpyriiii” MikpoTpyOoulli € “pyuka”,
yTBOpeHa auHeinoM — ATd-azo10 (5x10° k]1a), sika akTuByeThCs a00 Ca*" abo Mg?'.
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Mornekyna quaeiny mMae po3mip 9x30 HM. Y po3urHi TUHETH CIIOHTaHHO PEKOMOiHY-
€TBCS 3 “KPYIIIOI0~ MIKpPOTPYOOUYKOIO 30BHILIHIX AYIUIETIB. Y CTPYKTYpY aKCOHEMH
BXOJUTH Takoxk Oinok HekcuH (150 x/{a), skuii yTBOPIOE MIKIYIUICTHI 3B’ I3KH.

A MikpoTpy60o4ku
nepudepunyHoro
aybnety [nHeiHosi

PY4KA

KnitnHHa
MeMb6paHa

HekcuHoBui
MiCTOK

PapianbHa
cnvus

LleHTpanbHa
napa

Puc. 15.6. Cxema akcoHeMu [pxryTuka eykapioT (A) i nonepedHuii 3pi3 Yepes Biliku 3 fobpe NoMiTHO
CTPYKTYpOIo akcoHemu (6)

Y KniTMHaX eykapioT, SKi MatoTb MKIYTUKM abo BikK, pyx 3abesnevytoTb
MiKpOTpyboUKku 3aBasky ATP-asHii akTUBHOCTI OUHETHY.

Biliku 1 JUKTYTHKY [TOCTAYaIOThCsl HEPTIi€r0 B JOCTATHIHN KUTBKOCTI, 11100 3a0e3-
MEYUTH TXHIH pyX. YV BIHOK MiK 30BHIIIHIMY JYTIETAMH BiJI0YBa€ThCsI AKTUBHE KOB-
3aHHs. [losicHIOIOUM CHHYCOINanbHUI XapakTrep OWUTTSA JKTYTHKIB, NPHUITYCKAIOTh,
10 TMHETHOBI “pydYKn” MOXKYTh IEPEMIIIATHCS 10 CYCITHBOTO AYIUIeTy 1 (PyHKITio-
HyBaTH MOJIOHO 70 MiO3WHOBOTO ‘‘BECIyBaJIbHOTrO 4oBHUKA”. llikaBo, mo nuHETH
BUSIBJICHO Y KJIITHHAX, SIKi JUIATHCS 1 B SIKMX MIKPOTPYOOUKH BXOISITH Y CTPYKTYPY
MITOTUYHOTO BEpPETCHA.

JIKTyTHKY GakTepiil — aOCONIOTHO 1HINA CTPYKTYpa, HIXK JDKTYTHKH €yKapioTiB,
SIKi MafOTh 1HITIE €BOITIOTTiITHE TToXokeHH. O0’ e qHy€e OaKkTepiaabHi Ta €yKapiOTHUIHI
JOKTYTHKH TiTBKH T€, IO BCI BOHM — MO3aKIITHHHI CTPYKTYPH, IPUYETHI 0 PYXY.
st GakTepii onMcaHo LiKaBUH NPUKIIa] eHepreTHYHoro 3ade3neueHus. O0epraib-
HUH pyx OakTepiallbHOTO JUKTYTHKA MiATPUMY€EThCS He 3aBAsku eHeprii AT, a 3a-
BISIKK POOOTI “TIPOTOHHMX TypOiH — MOJIEKYJISIPHIX 00epTaIbHUX MOTOPIB, KEpe-
JIOM eHeprii Juisd SKux € 0e3rmocepelHbO eIeKTPOXIMIYHUI TOTEHIial MPOTOHIB
(puc. 15.7). IIpoToHu TOBEPTAIOTHCS Ha3al y KITHHY Kpi3hb “TypOiHy”’, BUKIHKAIO-
YW MIOBEPTaHHS Jep)kaka Biiku. [leski OakTepianbHi HKTYTHKH MPAIIOIOTH 3aBISKH
TPaHCHOPTYBAHHIO 10 IUTOIIa3Mu 10HIB Na”. Taka pyXoBa akTHBHICTb IPUHLIUIIOBO
BiJPI3HAETHCA BiJl pyXy M sI3iB 1 €yKapiOTHYHHX BiHOK Ta [PKI'YTHKIB, KOTPi BUKOPHC-
TOBYIOTh K JKepeno eneprii ATO.
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LbxryTuk

30BHIiLHS MembpaHa

BHyTpiwHa (nnasmatuyHa)
mMembpaHa

PotauinHun
MOTOp

MNenTtngornikaH
ENeKTPOHHO- i nepunnasmaTuyHumn

TPaHCMOPTHWIA npoctip
naHLor

Puc. 15.7. ObepTaHHsa BakTepianbHOro [XryTuka 3aBaskv MPOTOHPYLUINHIA cuni

Miacymok 15. EHEPTETUKA PYXY

e (Cnenudika MeTabomi3My M’s31B 3yMOBIICHa HEOOX1THICTIO BUKOPUCTaH-
Hs1 AT® i BUKOHaHHSI MexaHiuHOi poOotu. [IpuenHaHHS MiO3UHOBHX
MOMEPEYHUX MICTOUYKIB JI0 TOHKHX IpoTodiOpmi miaBuinye ATd-azny
aKTUBHICTh MIO3HHY, IO MPUBOAUTH 110 Timpomizy AT®, eHepris skoro
BUKOPHCTOBYETHCS HA BIAXMIICHHS IMOTIEpeYHIX MicToUKiB. Ha omHe Bin-
XHUJICHHSI [TONIEPEYHOro MiCTOYKA BUTPAYAEThCs otHa MoseKyna AT.

e AT® rtakox HeoOximHa st pobotr Na'/K'- ta neox Ca**-mom. Ileprra
3 HUX MIATPUMYE eleKTpoximiuauii rpamieHT Na* 1 K kpi3b ma3marud-
Hy MeMOpaHy, a /Bi iHIi — TpaHcnopTyoTh Ca’’ y capKoria3MaTHIHHiA
PETHKYITYM YH ITO3aKIII THHHUNA TTPOCTI.

e 3a MaKCHMMaJbHOTO HABAaHTAXKECHHS y IIBUIKO CKOPOUYBaHUX M’sI3aX I10-
Tpeda B AT®D 3pocTae, i M’s13U BUKOPUCTOBYIOTh HAKOTIMYEHUH Y HUX
[JTIKOTEH, KU ()ePMEHTATHBHO PO3INEIUTIOETHCS IO JaKTary. 3a IHUX
YMOB YTBOPIOETHCS Tpu Mosiekynu ATO.

o CkeneTHI M’si3u s pecuHTe3y AT® BUKOPHCTOBYIOTH SIK JIKEPEIIO
eHeprii miJg Yac IHTEHCHBHOTO CKOpPOYEHHS KpeaTHH(poc)ar, SKUH
mBuAKo pererepye AT® 3 AJI® y kpeaTnHKiHA3HIN peakiil. Y mepiof
BIJTHOBJICHHSI TOW caMuid (pepMEHT 3a0e31euye CHHTE3 KpeatuHpochary
3 KpeaTnHy 3aBasiku ATO.

e VYV M’s3ax ajieHUIaTKiHa3Ha (MIOKIHA3HA) peakilis CIyrye JOJaTKOBUM
JoKepesoM eHeprii, a AM® € mo3uTuBHAM eheKTopoM GochodpyKToKi-
Ha3W, 0 301IbITye MBUAKICTH TTikomizy. Ko morpeda B AT® 3men-
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NIYETHCS, aJeHiIaTKiHa3a karamizye yrBopeHHs A/lID 3 ATD i AM®.
OxpiMm 1poro, afgeHinarkinaza i AM® OepyTb ydacTtb y MeTaOomiuHil
CHUTHAJI3aIlli, IKa MOXKE PEryJIfOBaTH CTaH KIITHHHOI €HEPreTHKH 1 I1e-
pelaBaTé CUTHAIHN 10 METa0OIIYHIX CEHCOPIB.

e (CepueBuil M’513, IKUH Ma€ BITHOCHO BEJIUKY KiJIbKICTh MITOXOH/PIH, BU-
KOPHUCTOBYE JUIs OTOBHEHHSI AT® B 0CHOBHOMY aepoOHi peakiiii. Y 1b0-
My pasi ToJIOBHUMHM CyOCTpaTaMu OKUCHEHHS € )KUPHI KHCIOTH. Y M’s3aX
HE BIJIKJIAZIA€ThCS 3HAYHA KUIBKICTH JIMiIiB a00 miikoreHy. PesepBHUM
JDKEpeJIoM eHeprii Auisi 3a0e3neyeHHs] MOCTIMHOTO CKOPOYSHHS Ceplist
€ kpearnHpochar.

e [lix yac pobotu M’s3iB 70 % eHeprii po3CIFOEThCS y BHUIVISII TeIlia
1 Tibku 30 % MepeTBOPIOETHCST HAa MeXaHIuHy poOoty. Po3pi3HAOTH
TEIUTONPOIYKIIIO CIIOKOIO 1 30y/IPKSHHSI.

e V JDKTyTHKax CIEpMaro30iiiB i y Bilikax O0araTbox KIIITHH €HEpreTHYHE
3a0e3TneueHHs pyXy 3IIHCHIOETECS aKCOHEMOIO — CHCTEMOIO MIKpPOTPY-
00UOK, sIKa MPUBOAUTHCS B pyXx eHeprieto AT® 3a ywacti ATD-azu —
JIAHEIHY.

3ABOAHHA | KOHTPOJIbHI MATAHHA

PerynoBaHHs akTHBHOCTI riiikorendocdopuiasu y m’sizax. IIBuakicts meperso-

PEHHS TIIKOTEHY Ha TII0K030-0-hocdar 3aimekuTh BiX CIIBBiIHOIICHHS aKTUBHOI Ta

MEHIII akTUBHOI (hopM hochopritazu. Sk BIUTHHE Ha PO3MIETIIICHHS IIIIKOTCHY 0/JaBaHHS
2 1n- 1 S . . 1

JI0 Tpenapary M’a3iB: a) Kinasu pocpopunasu i AT®; 6) D ; B) axpenaniny?

Po3menyienHs riikoreHy B mepeqiTHHX NTaxiB. JliTanbHI M’S31 MEPENITHUX MTaxiB
MaroTh BUCOKY OKHCHY EMHICTB 1 OTpUMYIOTh HEOOXi1HY KibKicTh AT® uepe3 okucHeH-
Hs anetnin-KoA (skupooro moxomkenHs) y mukiti Kpebca. [TopiBHsiiiTe perynroBaHHS
DJTIKOJIIZY B M’sI3aX KPOJIMKA, IKHUH TiKae, 1y M’s3aX NPENiTHAX NTaxiB IMijJ 4ac Mirparii.
YoMy peryroBaHHs ITTIKOJII3Y B [IUX BUMAJKaX BIIPI3HAETHCS?

Sxa xoHnenTpania kpearuHdocdary B CKeJeTHUX M’f13aX y CTaHi CIOK0I0?
1) 5 mM;

2) 28-30 MM;

3) I mM;

4) 100 MmxM.

KiabkicTs kKucHIO, HeoOXigHa 11 cunTe3y AT® B 00’ €Mi, 10cTATHHLOMY 1151 pereHe-
pauii B meviHui Ta M’si3ax NIiKOreHy, “mno3n4yeHoro” ajs 3ade3nevyeHHs MOCHIEHOT
podotu M’s3iB mix yac 6iry, Ha3MBaKOTh:

1) xucHeBa 3a00PTOBaHICTE;

2) KHCHEBA EMHICTD;

3) KUCHEBUH TOTEHITIaT M sI31B;

4) KUCHEBHI TTOTEHITIaJ MTEYiHKH.
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1o onucye popmyna: KK =A/A4 + Q (ne A — BukoHana podara; Q — BUIJICHE TEII0)?
1) eeKTHBHICTH POOOTH CKEJIETHOTO M’53a;

2) TEIIONPOAYKIIO M’sI31B;

3) HarpiBaHHs JIBUTYHA BHYTPIIIHBOTO 3rOPSIHHS;

4) e(peKTUBHICTh TUXATBHOTO JIAHIFOIa MITOXOHAPIH.

Capkonia3MmaTnyHa MeMOpaHa MiOLMTIB MiCTHTD:

1) norenmniamsanexui Ca**-kamanu L-tumy (PMCA);

2) Ca**-AT®-a3w, ski BuKauyioTs Ca’" y MKKIITHHHHIA TIPOCTIp;
3) Ca?*-AT®-azu (SERCA);

4) pianomuuuytiusi Ca*"-ATd-a3u KaHaH.

Ckinbku Mosieky1 AT® yTBOpIO€ThCS Y poueci MIikoreHonisy B M’si3aX, KOJIH IIi-
KOTeH (hpepMEHTATHBHO PO3ILEILIIOETHCS 10 JAKTaTy?

1) 3;

2)2;

3) 32;

4) 30.

SAxuii 6lJ10K PyX0BOro anapary JUKI'yTHKA ciepMaTo3oiga € AT®-a3zo10?
1) nunein;

2) o-TyOymiH;

3) B-rybymin;

4) HEeKCHH.

Slxa noporosa koHuenTpauis Ca** y capkon/ia3mi akTHBY€ CKOpPOYeHHs M’si3a?
1) 10 M;
2) 108 M;
3) 10 M;
4) 102 M.

BuodepiTs npaBHIIbHI XapaKTePUCTHKHU 011X M 30BHX BOJIOKOH:

1) CKOPOUYIOTBCS MOBITBHO;

2) yrBopiotorb AT® niepeBakHO y npolieci MIIKOIi3Y;

3) MBHIIKO BTOMITIOIOTHCS,

4) B aKTMBHOMY CTaHi BUKOPUCTOBYIOTh AT® mBu/IIIe, HI’)K MOXKYTb ii 3aMIHUTH.

CepueBnii M’ g3 BiIpi3HA€TbCSA Bil cCKeJTeTHUX M sA3iB:

1) mMOCTiHOO aKTUBHICTIO 3 PUTMIYHAM YePTyBaHHIM TIEPiOiB CKOPOUCHHS Ta PO3CIIa0-
JICHHS;

2) HasBHICTIO TUTBKU aepOOHOTO METa0OIi3MYy;

3) BHCOKOIO aKTHBHICTIO aJICHIJIaTKiHA3HOT peaKIiii;

4) TIM, 110 TOJIOBHUMH CyOCTpaTaMy OKHCHEHHS € )KUPHI KACIOTH.

BuoepiTs npaBHIIBbHI XapaKTePUCTHKU Y¢PBOHUX M’S30BHX BOJIOKOH:
1) criiiki 10 BTOMHU;

2) yrBopitotore AT® nepeBaxkHo y mporeci OKHCHOTO (hochoprITtoBaHHS;
3) 306aradyeHi MiTOXOH/IPISIMH 1 TEMOTJIOOTHOM;

4) MBHIKO BTOMJTFOIOTBCSL.
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13. Konu AT® 3B’sA3y€ThCsA 3 FOJIOBKOKO MiO3MHY, OCTAHHS:
1) BiqUiIUISETHCS BiJi MOJIEKYJIN aKTHHY;
2) NpUETHYETHCA A0 MOJIEKYIH aKTHHY;
3) 3MiHIO€ TIOJIOKCHHS, TIEPEMIIIIAI0YH TOHKY MPOoTOhiOpuILy;
4) 3MiHIOE TIOJIOXKEHHSI, TIEPEMIILAal0YH TOBCTY NPOTO(hiOpHILY.
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PO3AIA 16

bIOEHEPTETUYHI
OCHOBMU CEKPETOPHUX
| HEMPOT'YMOPAAbHUX
NMPOLECIB

EHepreTuuHi npouecH 3a cekpeuii iHCyAiHY

MexaHi3mMmn cekpeLlii XAOPHAHOT KHCAOTH

EHeprernuHe 3a6e3neueHHs nepeAaBaHHs
HepPBOBMX IMIYABbCIB

Teopisi cyOCTPaTHO-TOPMOHAABHMX CUCTEM

B ocHOBI ycix gisionoriyHux npoueciB NexmnTb 30aTHICTb KNITUH i IXHIX
MITOXOHAPI TpaHcdOpMyBaTU XiMi4HY €Heprito B KOPUCHY poboTy. Haii-
GiNbLU BUPaXEHO Lie CrnocTepiratoTb 3a BUKOPUCTaHHS eHeprii AT® y mexa-
HiYHiI poboTi M'A3iB, WO Oyno po3rnsHyTo B po3gini 15. Y ubomy po3sgini
OyayTb NpoaHanisoBaHi Npuknaan TpaHcdopmallii Ta BUKOPUCTaHHST eHep-
rit AT® 3a pyHKUiOHanbHUX disionoriyHMx npouecis y NiALLTyHKOBIN 3ano-
3i, LUNYHKY Ta HEpPBOBUX KNiTUHAX.

YacTo perynioBaHHS eHepreTUYHNX NPOLECIB Y TKAHWHAX 3A4INCHIOETLCS
yepes pPeLunpoKHi Ta CUHeprinHi B3aeMoAil HeMporymopanbHUX CUCTEM.
Y 1982 p. 6yno 3anponoHOBaHoO rinoTedy cybCcTpaTHO-rOPMOHANbHUX CUC-
TEeM peryrnoBaHHsl EHEPreTUHHNX NPOLECIB, Y KN A0Ope BigOMi peLunpokHi
B3aemMofji cMMNaTUYHOI Ta napacnumnaTnM4yHoOi HEPBOBMX CUCTEM, MOB’'sA3aHi
3 PeumnpoKHUMUN B3AEMOLISIMUM EHEPreTUYHMX CyOCTpaTiB Yy MIiTOXOHAPIAX
Pi3HMX OpraHiB.
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16.1. EHEPTETUYHI MPOLIECU 3A CEKPELIIT IHCYAIHY

[linTpuMaHHS CTAIliOHAPHOTO PIBHS TIIIOKO3U y KPOBi OMM3BKO 5 MM KOHTpPO-
JIFOIOTh TOPMOHU 1HCYIIiH, TIIIOKAroH, aJpeHaliH 1 KOPTU30id. 3a CIOKUBaHHSA 1Ki,
30ara4eHoi ByIJIeBOJJaMH, TITFOK03a HAAXOANUTh Y KPOB 13 KUIIIEYHHKA 1 CITPHSIE TTiIBU-
LICHHIO CEKpeLii iHCYIiHY. 3arallbHUid MeXaHi3M I1i€i CTUMYJISLIT peICTaBIeHO Ha
puc. 16.1. Y minmyHKoBiH 3251031 B-KIITHHU TPAHCHIOPTYIOTh TIIIOKO3Y B LIMTO30J1b
3a monoMororo nepeHocHukiB poaua GLUT BigmoBigHO 10 (hi310J0TIYHAX KOJH-
BaHb IIIOKO3W Y KPOBi. Y UTO30:i B-KIIiTHH BiOyBaeTbhes (HOCHOPUITIOBAHHS TITIO-
KO3H TeKCOKiHA3010 TUTTY 4 (TITIOKOKiHAa3a), 1 TAKUM YHHOM PETyII0ETHCS TIIIKOMITHIHA
AKTHBHICTh 3aJICKHO BiJI 30BHINIHBOKJIITUHHOI KOHIIEHTPAIIIT TITFOKO3H.

K* Ca?*
[ntoko3a

GLUT2

>
[enonsapwu3auis

[ntoko3a Ek3oumnTtos
¢ [nrokokiHasa

red

MipysaT =

¢ N
N
A

JlakTar
Linkn
Kpebca

H* H* H*

[OuxanbHuiA naHuor

AL®+®, | ATO

Puc. 16.1. Cekpeuist iHCyniHy, CTUMYNbOBaHa rMOKO30t0 Y B-KNiTUHAX NigLLTYHKOBOI 3an03u:
GLUT2 — nepeHocHuk rmitokosu; K., —ATP-uytnneuin K*-kaHan, VACC — noteHujianikeposaHumn
Ca?*-kaHan

Koxen Tun wiituH ocTpiBiiB JlaHrepranca y miInIyHKOBIHM 321031 POIYKYE
OKpEMHIi TOPMOH: O-KJIITHHHU — DIIIOKAroH, B-KJIITHHU — 1HCYIIiH, O-KJIITHHU — COMa-
TOCTaTvH, a PP-KkIiTHHY — NaHKpeaTHYHUH TOMINenTrA. Y JIIoeHd y MiIuTyHKOBIH
3an03i € Big 200 THC. 70 2 MJIH OCTPiBLIB. [HCYNIiHCEKpeTyIOUi B-KIITHHH pO3Ta-
IIOBaHi y MEeHTpi ocTpiBiA i cTaHOBIATH 60-80 % Bix 3aragpbHOTO YMCIA KITITHH.
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Li xmiTrHYT 3’ €1HaHI MiXK COOO0T0 32 JIOIOMOTOO IIITHHHUX KOHTAKTIB, IO JIA€ 3MOTY
3aJ1031 CHHXPOHHO pearyBaTy Ha 3MiHM KOHIEHTpaIlii TIIOKO3H Yy T1a3Mi KpPOBi.

st B-KITiTHH XapakTepHUil HU3bKUAN PiBEHh aKTHBHOCTI JIAKTATAETipOTeHa3n
1 MOHOKapOOKCHIIATHOTO TPaHCIOPTEpa y Ta3MaTHYHii MeMOpaHi. 3a TaKUX YMOB
“BuMuKacThes edekt [lactepa, 1 3HIWKEHHS OKUCHOTO (oChHOPIITIOBAHHS HE MOXKE
OyTH KOMIIEHCOBaHE 301JbIICHHSAM IHTEHCUBHOCTI IIiKoumi3y. Lle Takox 3yMoOBIIO€
Te, M0 B-KIITHHH € HeUyTIIMBUMH JI0 PiBHIB MipyBary i Jlaktary y KpoBi. Kpim Toro,
o-rinepodocdar- 1 Manar/acaprar-repeHOCHUKA Jaf0Th 3MOTY ITUTOTIa3MaTHY-
Homy HAJIH, cuHTEe30BaHOMY B MPOLEC] TIIKOJi3Y, OKHCISTUCH Y MITOXOHIPIsX.
[TipyBar, M0 yTBOPIOETHCS y MPOTIECi TITKOIi3Y, MOXE BiTHOBHTHCS IO JAKTATy 3a
YMOB HEIOCTaTHOCTI MITOXOH/IpiaibHOI QYHKIIT Ta, SIK HACHiAoK, Haamumky HAJTH
y IIATO30.

Ille omHi€r0 0COONMBICTIO MITOXOHAPINA P-KIIITHH € BUCOKAa 0a30Ba MPOTOHHA
npoBiHicTh [Affourtit, Brand, 2005], mo Bu3Hauae piBeHbh MEMOPAHHOTO MTOTCHITIA-
1y miToxoHapiit. Moro o6uasa kommonentr (Ay i ApH) 3pocTaioTs yxe 3a akTHBAIli1
rrikoui3y. Lle mpuBOAXTE /10 paHHBOTO ITiIBUIIICHHS [IUTOIJIA3MATUYHOTO CITIBBITHO-
meras ATO/AJID, xoga B-KIITHHA MANUTYHKOBOT 3aJI03W MalOTh BHCOKY IIBHJI-
KicTb MeTabomismy AT®. K, -kaHaim miasMaruaHoi MeMOpanu inrioyrorses AT,
3MEHINY€EThCS HaJIXOKEHHs B KIITHHY 10HIB K*, uiazmarudna MmemOpana Jermoinsi-
pU3y€eThCs, aKTUBYIOThCS noTeHIiankepoBani Ca’*-kanamu (VACC) i 3amycKaeTbest
Ca?"-3anexHa CeKpelis iHCYTIHY MEXaHi3MOM €K30I[MTO3Y.

[HCYMIH CTIMYITIOE HATXOMKEHHS 0 KITITHH M’ SI31B 1 JKHPOBOI TKAHWHH TITFOKO-
34, SIKa y IMTOIUIa3Mi NIEPETBOPIOETHCS Ha IIIOK030-6-hocdar. Y meuiHui iHCyiH
AKTHBYE IIIIKOTCHCHHTA3y ¥ 1HAKTUBYE DiKoreHpochopunasy, Tomy OlbIIa 4yacTHHA
YTBOPEHOT'O TITIOK030-60-hocdary cripsIMOBYETHCSI HA YTBOPEHHS IMMIKOTeHy. [HCymiH
y TEYiHIlI TAKOK CTUMYJIFOE TIIIKOJII3, a Bi/ITAaK YTBOPEHHS MIpyBaTy 1 Jalii aleTuii-
KoA. fxmio yrBopenwuii anetrin-KoA He OKHCHIOETHCS, TO BiH BUKOPUCTOBYETHCS JIJIsS
CHHTE3y KUPHHUX KUCIIOT, SIKi 3aracatoThes y (opMi TPHALMITTILEPOIIiB Y KUPOBIH
TKaHWHI. Y3rofpkeHa Jiis iHCyIiHy Ta TifoKarony (tTabm. 16.1) qomomarae miarpumy-
BaTH KOHIICHTPAIIiI0 TIIFOKO3H Yy TIa3Mi 3J0pPOBHX 0Ci0 y aianazoHi Big 3,6 10 5,8 MM.

Y B-kniTrHax NigLwnyHKOBOT 3251031 HEMae PeLmnpoKHMX 3B'A3KIB MiXK MMiKo-
ni3oM i MiTOXOHApPIanbHUM OKUCHEHHSAM. Ockinbkn K, -kaHan nnasmaruy-
HOI MeMbBpaHu B-kniTuH iHribyeTbcs AT® i aktuByeTbca AP, To nigBuLLEH-
HA piBHSA AT® 3yMOBIOE CMOBINTbHEHHA HAOXOMKEHHS iOHIB K*y KMiTUHY,
Aenonspuraadito nnasMaTnyHoi MembpaHnu, BioKpMBaHHS NOTEHLiankepoBa-

Hux Ca?*-kaHaniB i akTuBauito Ca?*-3anexHoi cekpeLii iHCyniHy.

Cexpewis iHCyniHY HE € Oe3IIepepBHOI0, a Ma€ KOMBHUHN XapakTep i3 nepionuy-
HICTIO B KUIbKA XBWJIMH, KM KOPEJIOE 3 KOJMBAHHSIMH MEMOPAHHOTO MOTEHINAIY,
piBHEM 1uTo30ibHOrO Ca*", IHTCHCHBHICTIO AMXAHHS Ta DTKOMI3Y. J{OCHiPKeHHIMHU
LIMTO30JIbHOI KOHLIeHTpallii ioHiB Ca’*" BUSBIEHO TAKOXK IIBHU/IKI KOJMBAHHS KOHIICH-
Tparii KaTioHa 3 IepioJIoM y KiJbKa CEeKYH/, 1[0 KOPETIOIOIOTh 3 TIOBUIBHUMH KOJIH-
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BaHHSAMH 3 TiepionoM 2—4 xB. Li MOBLIBHI KOJMBAaHHS CHHXPOHI30BaHI 31 CEKPEIiEr0
THCYJTIHY Ta TIOB’sI3aHi 3 MeTa0OMIYHUMH (TIIKOJITHYHAMH) YAHHUKAMH, a IIBUJIKI
KOJIMBAHHS — 3 pOOOTOI0 1I0HHUX KaHaJiB.

Cekpetis iHCYITIIHY Y BiITOBITh Ha TPUBaJe 3pPOCTAHHS TIIIOKO3H Mae nBodas-
Huit xapakrep. [lepia ¢a3a moB’s3aHa 3 BUBUILHEHHSIM 3aI1aciB HCYIiHY 3 BE3HKYJI,
IIITBHO MPUETHAHUX JI0 TIa3MaTHYHOT MEMOpaHH, a Apyra — 31 CHHTE30M HOBHX
“nopuiid” ropMoHy i1 Horo TpaHcmopToM 10 MeMOpanu. TpuBamicts nepmoi ¢aszu

1-3 xB, a gpyroi — 25-30 xa.

Tabnuys 16.1

Bnnue iHCyniHy Ta rnioKaroHy Ha piBeHb rMIOKO3M Yy KPOBi

PepMeHT-MilLeHb

| MeTaboniyHuii ecbekT/BnivMB Ha 0b6MiH rroKo3n

IHCYTIH

1 TpaHcnopT rniokoan vepes GLUT4-nepeHoCHUKY

T MornuHaHHs! rMIoKo3N y M’A3aXx i KUPOBIit
TKaHWHI (3pOCTaHHSA BMICTY [IHOKO3U)

T I'miokokiHa3za

T MOornMHaHHS rMoKO3M B NeviHUi (NiaBULLEHHS
ekcnpecii epmeHTy)

T I'mikoreHcuHTa3a

T CuHTes rnikoreHy B nediHui Ta m’a3ax
(3anacaHHs rnoKko3n y opmi rnikoreHy)

{ Tnikorendochopunasza

{ PosLenneHHs rnikoreHy B neviHui Ta M'si3ax

T docdodpykTokiHaza
0 MipyBatgerigporeHasHuin KoMnnekc

T Inikonis, yTBopeHHs aueTun-KoA
B MeYiHLi Ta M'a3ax (aKTMBYyBaHHS
aepobHoro metaboniamy)

T Auetnn-KoA-kapbokcunasa

T CuHTE3 MMPHUX KNCOT y NeviHuj
(ansTepHaTMBHE DKeperno eHeprii)

N Tpuaumnrniueponninasa

{ PosLuenneHHs TprauunrmiLeponis Y X1poBin
TKaHWHI (anbTepHaTUBHE [Kepeno eHeprii)

[TIFOKAIOH

T Mnikorexdochopunasza

T PosLuenneHHs rmikoreHy Ao rroKko3u
B MeYiHui

d TnikoreHcuHTa3a

J CunTes rNiKoreHy B neviHui

1 dpykT030-1,6-6ichocaTtasa
T ®EM-kapbokcunasa
{ MipysaTkinasa

1 ImiokoHeoreHes y neviHLi (MepeTBopeHHs
aMiHOKMCHOT, rilepony 1 okcanoaveraty
Ha rmoKo3y)

I docthodpykTokiHasa

d Mnikonia y NeviHUi (3MEHLUEHHS OKUCNEHHS
rMOKO3M)

T Tpuwaumnrniyeponinasa

T Mo6inisaLis XMpHUX KUCNOT Y XNPOBIii
TKaHWHI

N AueTtnn-KoA-kapbokcunasa

T KeToreHes (ansTepHaTUBHE AXXeperno eHeprii
ONst MO3Ky)

Mpuwmitka: 7 il - BignosigHo akTuBaUisa Ta iHribyBaHHsA npouecy abo pepmeHTy

OueBHIHUHN 3B’ 130K MiX 3MiHaAMH KOHIIEHTpaIlii ruro3oiapHoro Ca** i cexperri-

€10 1HCYJIiHY TIPYBIB IO CTBOPEHHS KOHLEMIIiT MITOXOHAPIaTbHUX ‘3B’ SI3yI0UHNX (aK-
TOPIB”, SIKi MOILYJTIOIOTH CEKpELit0 ropMOHY. Jlo HUX HajeKaTh iHTepMeniaTH HUKITY
Kpebca Ta TpancaMiHa3HUX peakIliii mipyBat, Majar, [ATPAT, i30IUTPaT i TITyTamar.
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Bimomo, mo mipyBaT y MITOXOHJIpisIX MeTaboIi3yeThCs MipyBaTIeTiIpOreHa30k0
1 mpyBaTKapOOKCUITA3010, IPHUOMY OCTaHHIN MUISIX € aHATUIEPOTHYHUM (ITUB. PO3-
nin 10). Bin aktuBizye cuHTe3 iHTepMeniariB nukiy Kpebca 1 iXHE HaaXOIKEHHS
y LIUTO30J1b, I€ BOHK MOXKYTh OyTH BUKOPUCTaHi AJisl yTBOPEHHS aMiHOKHCIIOT, He00-
X1THUX 7151 CHHTE3Y IHCYIiHY 1 iHmmX O1nkiB. ['eHepyBanHs nuTo3onpHOT0 HAJIOH
€ CHUTHHOIO PHUCOI0 0ararb0X METa0OJIYHUX IUKIIIB, IO TIOB’SI3YIOTh MITOXOHJpI-
aJbHI 1 IUTO30JIBHI MyJIH MipyBaTy, Majary, IUTpaTy abo i30IUTpary, sKi aKTUBi3Y-
FOTh CUHTE3 1HCYJIIHY.

HesBaxxatoun Ha BU3HAYaJIbHY POJIb IIFOKO3H Y CTUMYJIFOBaHHI CHHTE3Y 1HCYJIi-
HY, OCHOBHUM J[KEPEJIOM €HEepTii s B-KIITHH € )KUPHI KUCIOTH, ajie TUTHKH 3a 0a-
3aJBHOTO PiBHS TIMOKO3U. JKHMpHI KHCIOTH HE CTHMYIIOIOTH CEKpPEIil0 iHCYIiHY,
JOKH PiBEHb IIIOKO3U HE 3pocTe, Hampukiag, 10 15 MM. OxHak eeKTd KupHUX
KHCJIOT MOXYTbh 4aCTKOBO peaizyBaTucs 6e3 3MiH eHepreTHYHHX MPOLECiB, HAIPHU-
KJIaZ, depe3 B3aeMOIito i3 perenropaMu miazmMarndHoi memOpann GPR-40, sxi
CTIPUSIIOTH CEeKpellii iHCyNniHy. XpOHIYHHUN BIUTMB ITiABHIICHUX KOHIIEHTPAIiH Kup-
HUX KUCIIOT MOJKE 3yMOBIIIOBAaTH BTPaTy “4yTAHBOCTI” B-KJIITHH J0 TIIOKO3H.

PiBeHb rntoko3u y KpOBi Ha CTanoMy PiBHI PerynoeTbest iHCYyNniHOM 3a MpuH-
LMNOM 3BOPOTHOIO 3B’A3KY, @ Came FOPMOH aKTUBYE CMOXMUBAaHHS MTHOKO3U
TKaHUHAMWU | TaKMM YMHOM 3HUXYE ii piBeHb Y KpoBi. B-KniTuHu y Bignosigb
Ha Le 3MEHLUYOTb LBUAKICTb NMEPETBOPEHHS IMHOKO3M Y MMOKOKIHA3HIN pe-
aKujii, BHACnigoK Yoro ranbMy€eTbCS, a HaBiTb | MPUNUHAETHCS BUBINTbHEHHS
iHCYTiHY.

3HIKEHHS PiBHS IVIIOKO3W y KPOBI CIPUYHMHSAE CEKPELil0 1HIIOTO TOPMOHY —
DJIFOKAroHY, SIKUH MiJBHUILY€ KOHIICHTPAIIIO TIIIOKO3H Y KPOBi 4epe3 CTUMYIIIOBAHHS
PO3LIETJICHHS TMIKOTeHY, 1Hr10yBaHHS [JIIKOJi3y, HOCUJICHHS TIIIOKOHEOTreHe3y B Iie-
YiHIII Ta MOOLTI3aIiF0 JKHPHUX KUCIOT (Tabm. 16.1).

lononyBaHHS PU3BOANUTE /10 3HMKEHHS PIBHS IITIOKO3U y KpoBi. PiBeHb KeTo-
HOBUX TIJI 3@ [IUX YMOB Pi3KO IiIBHIILY€EThCS MiCIs IBOX—YOTUPHOX JIHIB TOJIOJIyBaH-
HSl, a aleroaneTar, B-oKcHOyTHpaT YM BOAOPO3UYMHHI KETOHH CTAlOTh JOAATKOBHM
JOKEpEIIOM eHEprii, B T.4. 1 I MO3KY.

Ha piBens iHCy/TiHY Ta IIIOKaroHy BIUTMBA€E TOPMOH MO3KOBOTO IIapy HAAHUPHU-
KiB — ajipeHaJIin. BiH npUrHivye cekpelito iHCyiHy i aKTUBI3Y€E CEKPELlito TITFoKaro-
Hy. AJpeHasiH BUBUIBHIETHCS B KPOB Y BIAMOBIIb HA JII0 CTPECOPHUX YMHHUKIB J0-
CTaTHBOI CHJIH, 3AITyCKAOYH PeakKIlii HeCcIer(igHOTo aIanTaIiifHoro CHHIpomy, ado
cTpecy. Lleit TopMOH MiABHIIY€ CHITy Ta 9aCTOTY CKOPOYEHB CEPIIs, MiABUIITYE KPOB -
HUH THUCK, 3a0e3reuye TOCUIICHe MOCTa4yaHHsl TKaHMH KMCHEM 1 Makpoepramu. 3a-
3BMYAll aJpeHaliH BIJIMBA€ HA METa0OJi3M MEYiHKH, M SI3iB 1 KHUPOBOI TKAHHWHHU.
KrituaHi MexaHi3Mu e(peKTiB agpeHaliHy peai3yloThcs depes 3B’ I3yBaHHS TOPMO-
HY 3 aJIpeHOPELENTOPOM IuTa3MaTHuHOl MeMOpanu Ta nAM®-3anexue Gochopu-
JrOBaHHS BinnoBigHux (epmeHTiB (puc. 16.2). 30kpema, el TOPMOH CTHUMYJIIOE
PO3IIETUICHHS IJIIKOTeHY TeYiHKH J0 TIFOKO3U Yepe3 aKTHBallito rikoreadochopu-
J1a3u i 1Hri0yBaHHS IIIKOTEHCHHTA3W. AJIpeHaiH TaKOK MPUCKOPIOE IITIKOIII3 Yepes
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ITiIBUIIEHHS] aKTUBHOCTI KJIFOYOBOTO (hepMEHTY IIiKomi3y — ochodpykTokiHazu 1
(nuB. po3ain 6). [HmMM cmoco6oM akTHBaLil eHEPreTHYHOr0 OOMIHY aJpEeHaTIHOM
€ MoO1Ti3ais )KUPIB 13 KUPOBOT TKAHUHU.
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Puc. 16.2. MexaHiam agpeHaniHCTUMYNIbOBaHOIO BUBINMbHEHHS IMHOKO3M 3 KMITUH NeYiHKM

16.2. MEXAHI3MM CEKPELIIT XAOPUAHOI KUCAOTU

3a o0y emiTemnianbHi KITITHHH ILUTYHKa BUPOOISTIOTH 1,5-2,5 11 TpaBHOTO COKY. pH
IIUTYHKOBOTO COKY JIFOIIHU cTaHOBUTH 1,0—1,5, ockinbku mictuts 0,3—-0,5 % xmopu-
Hoi kucnotu (HCI). KinpkicTs BoIy y HITyHKOBOMY COKY CTaHOBUTB 99-99.5 %.

XJopuaHa KHCIOTa TMPOAYKYETHCS MapieTalbHUMHU KIITHHAMH Y TEPEIIHHKY,
IIMAT Ta BEPXHHOMY BiJUIUT Tina TpaBHOI 3a51031. [luM KIliTHHAM pUTaMaHHa po3-
rajxy)keHa CHCTeMa KaHAJBIIIB 1 MITOXOHAPIA y3M0BXK HHUX. Y CIIOKOi KaHAJBII arti-
KaJbHOI YaCTHHU KIITHH MAalOTh BUIVISA TYOOBE3WKYJ, a 32 CTUMYIAI] BOHH IIepe-
TBOPIOIOTHCSL HAa CHpPaBKHI KaHaJbIll, MEeMOpaHa SKUX 3JIMBAETHCS 3 alliKaJIbHOIO
MeMOpaHoto, 1m0 30iibye i mwionty. [lin yac crumyssiiii 30UIBITYEThCS KUTBKICTh
1 JJOBKMHA MIKPOBOPCHHOK amikKajlbHOT MeMOpaHu. 30UIbIIeHHs ii TUIomi y napie-
TAIBHUX KIITHHAX CIIPHSIE 30UTBIICHHIO KITBKOCTI I0HHUX TPAHCIIOPTEPIB 1 KOHTAKTIB
MeMOpaH i3 MITOXOHAPISIMH, SKi TOCTAYaI0Th CHEePTiro Ta mpoToHu s cuaTe3y HCI.

[lapieTanbHi KIITHHU NUTYHKA aKTUBHO BHKOPHCTOBYIOTH TiiKOreH. Cekperrist
HCI — 1AM ®-3anexxHuii mporiec, SKUi aKTUBYETHCSI Ha TITI ITiICHIICHHSI TITIKOTEHOTi-
THUYHOI Ta DIIIKOIeHHOI aKTHUBHOCTI M yTBOpeHHs mipyBary. [lipyBatneriaporeHasa
OKHCHIOE TTipyBaT, leKapOoKcumooun iHoro 1o auetni-KoA. [Ipu npomy B nuTomias-
Mi HarpoMaJiKyeThes BifiHOBIeHA popma HAJL, sIKuii KIITHHA BUKOPUCTOBYIOTH JUTS
rerepyBanns H' y mpomneci cuate3y HCI. KpiM Toro, po3mierieHHS TpHAHITITIEPOITiB
y CJIM30Bill MUTYHKA TPUIIIIEPOJUTINA30K0 Ta TOAAbINA YTUII3AIlis KUPHUX KUCIOT
y 3—4 pasu 30inblIye HaIXOMKEHHS BiTHOBIIOBAILHUX €KBIBAJICHTIB Y JUXAIbHUI
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JIAHITIOT MITOXOH/Ipiil. O0MIBa KaTa0OMIYHUX NUISTXH — aHAEPOOHUH TITIKOMII3 1 OKHC-
HEHHS JKUPHUX KHCJIOT — 3aIycKaloThes depe3 NAM®d-3anexne GochoprntoBaHHs
¢depmentis nukiny Kpeocea.

TKaHWHHa
piavHa

MpoCBIT LWyHKa MeTaboniam

H,O + CO,
~«—————— kapboaHrigpa:

ndsriuey

Clre—JNCH  — - —-

MapieTanbHa kniTnHa

Puc. 16.3. EHepreTuyHe 3a6e3mne4YeHHs CUHTE3Y XIIOPUAHOI KUCNOTH

3-nomixk cyoctpariB nukiry Kpedca cykunHaT HaliOUIbII iHTEHCUBHO, aJie KOPOT-
KOTPHBAJIO TiJBHUIINYE CIIOKHUBaHHA KUCHIO Ta niponykmito HCI [IlokpoBckuii u np.,
1973]. 3a yMOB cTHUMYJIALIT HITYHKOBOT CEKpellii 3p0cTae akTHBHICTh CYyKIIMHAT/ICT -
nporenasu. HAJIH-npoxykytodi cyOcTpaTi UKy — OL-KETODTyTapar i Manar — MatoTh
MEHII BUpaKEHUH, aje TpuBaimmii BIuB Ha cekpertito HCI. 3a BenmnanHoro cTuMy-
arorovoi aii Ha cuaTe3 HCI cyOeTpaT OKMCHEHHST MOYKHA PO3TalIyBaTH B TAKOMY MO-
PSAAKY: TpyBaT > CYKIIMHAT > o.-KeTormyTapar > maiar [MBamkua B.T., 1981]. Bpa-
JKaloTh, O B mepiof iHTeHcuBHOI cekperii HCl cyknunar moxke “moHomnonizyBaru’
JMXaJbHUH JTaHIIIOT.

MacwusHe BuBiIbHEHHS H' 13 mapieTanbHUX KITITHH Y TOPOXKHUHY IUTYHKA 1 Ha-
rpomapkeHHst OH™ y 1uTo30511 MOXKe 3yMOBHTH MOIIKOAXKECHHS KIITHH emiTeNito. 3a
X YMOB HEHTpaTi3aIlito TiAPOKCHIIB 3IIHCHIOE KapOOoaHTiApas3a y peaxirii:

OH" + CO, — HCO:. (16.1)
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I'igpoxapOoHary, 10 YTBOPUIINCS, BUXOIATS 13 IAPi€TANBHOT KIIITHHHU Y TIOPOYKHUHY
nutyHka B 0OMiH Ha ioHu Cl, siki Tex MOTPiOHI ISl CHHTE3Y XJIOPUIHOT KHUCIIOTH.
Jo cunte3y HCI 3airyueni Taki TpaHCIOPTHI CHCTEMH IIa3MaTHYHUX MeMOpaH:
Na'/K*- i H/K*-nomnu, Cl -xkananu i HCO/CI -o6minnuk. Na*/K*-nmomna po3raro-
BaHa B 0a3oiaTepaibHUX MeMOpaHax KIITHH 1 3a0e3nevuye HaaXOKEeHHS Y KIITHHH
ioniB K* ra BuBeneHHs ioHiB Na*, nmpyra — B CEKpeTOpHili MeMOpaHi 1 TpaHCIIOPTY€E
K" 3 mepBuHHOTO cekpeTy B KIITHHY B 0OMiH Ha mpoToHu (H'), ski BUBOASATHCS
y LUTYHKOBHUH cik (puc. 16.3). 3a cexpenii MeMOpaHu KaHaJIbLIB i MITOXOHAPIH 3111~
BaroThes 1 H/K* -momrma cexpeTopHOoi MeMOpanu Moxke 0e3mocepeHh0 BUKOPHUCTO-
ByBatu H', BUBOAsYHM iX 13 KiniTuHHU. Boma HaAXomuTh y KaHANBLI HIJISIXOM OCMOCY,
nmoBosran KoHIeHTpamiro HCI mo 155 MM, a xontenTpartito KCIl — g0 15 MM.

[MapieTanbHi KIiTUHW LWAYyHKa BUKOPUCTOBYHOTb MMIKOrEH i TpuaumnriiLepon
ONs cekpeuii xnopuaHoi kuenotn y LAM®-3anexxHoMy NpoLeci, Lo Cynpo-
BOLXKYETLCSA YTBOPEHHAM nipyBarty, aueturn-KoA Ta sigHosneHoro HAOH,
sKun 6epe yyacTtb y reHepyBaHHi H* ana HCI.

CexkpeTopHa OBEpXHsI CIIM30BOi 000JIOHKH IIUTYHKA 3apsiKeHa HETATHBHO 010
Horo cepo3Hoi MOBEpPXHi, a Lie CTBOPIOE TpaHcemiTenansuuid noreHuian 20-60 mB,
KUK cripusie cexpertii H, ane € 6ap’epom st ionis Cl . Pi3HuIO KOHIIEHTpAITil 10HIB
XJIOpPY CTBOPIOE EJIEKTPOreHHa XJIOPHIHA [TOMIIa CEKPETOPHOI MEeMOpaHH MapieTaib-
HUX KITITHH, SKa € OJJHAM 13 BAXKJIMBUX MEXaHi3MiB (hOpMyBaHHS TPaHCEIITeNIaIbHOTO
MOTEHIIIaNy, 10 JeKuTh B ocHOBI cekpenii HCI. TlopyiueHHst TpaHCMEMOpaHHOTO
rpajlieHTa 1 TpaHCEeMiTeNiaTbHOTO MOTEHINaTy TPU3BOINTH JI0 3BOPOTHOI mudy3ii H*
y KJIITHHY 3 yCiMa HETAaTUBHUMH HACIiIKaMH.

16.3. EHEPTETUYHE 3ABE3INEYEHHA
NMEPEAABAHHSA HEPBOBUX IMITYAbCIB

OCHOBHUM J[KEPEJIOM EHEpril sl HEHPOHiB MO3KY JOPOCIIHX CCABIIIB € IJII0KO034,
sKa 3a acpoOHUX YMOB OKHCHIOETBHCS Y TIpoIleci Tmikoiizy Ta B mukii Kpebca,
a TIOTIK eJIEKTPOHIB Y TMXaJbHOMY JIAHIIIOTY MITOXOH/IPil 3a0e3reuye CHHTE3 Ipak-
THaHO BCi€i kinmpkocTi AT®, HeoOximHoi iM 3a izionoriyanx ymoB (puc. 16.4).
V cTaHi COKOK MO30K criokuBae Maiixe 20 % 3aranbHoi KinbkocTi O,, 10 HaIXOIUTh
B oprati3M. Y Heiiponax AT® € HeoOXiqHOO, HacamIepes, I reHeparii MeMOpaH-
HOTO TOTEHITIaTy crokoro. Enexrporenna Na*/K -mmomra, sk i B iHIMTUX KIIITHHAX, TIC-
peHocuTh Tpu ioHKM Na™ Ha30BHi Ta 1Ba ionu K — ycepeauny (qus. posain 14). VY pe-
3yJIBTaTi BHHUKAE TPAHCMEMOPaHHHIA ITOTEHITial CIIOKO0, HA OCHOBI SIKOTO T€HEPYETh-
csl TOTeHIian fii. BUHUKHEHHs 1 mepeaBaHHs EJICKTPUYHOIO CUTHalIy y (opmi
MTOTEHITI ATy JIii € TOJIOBHUM MEXaHi3MOM TiepeaBaHHs iH(opMallii B HEpBOBiH crcTe-
Mi, a ToMy BrueprnanHs 3amacy AT® y HelipoHax HEraTHBHO BIUIMBA€E Ha BCl IPOLIECH
1 B MO3KY, 1 B OpraHax Ta CUCTeMax, sIKi KOOPIUHYIOThCSI HEHPOHAJIbHUMHU CUTHAJIAMHU.
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[onoayBaHHs

HopmanbHe
XapyyBaHHsI

MMioko3a COz* H0

Lintosonb

+H+ A+ttt ++

3Na*

Puc. 16.4. EHepreTnuHi fpxepena Ans nigTpYMaHHsA enekTpoxiMiyHMX rpagieHTie Na* i K* kpisb nnasmaTtuyHy
MeMbpaHy HellpoHa MO3Ky

VY pasi morpedu HEMPOHU MOKYTh BUKOPHCTOBYBATH SIK JPKEPEIIO €Heprii KeTo-
HOBI TiJ1a, 1[0 YTBOPIOIOTHCS 13 JKUPHUX KUCIIOT Yy TEYiHIl. 3a TPUBAIOro ToJI01yBaH-
Hsl, KOJIM BUYEPITYIOTHCS 3aIacyl TIIKOTeHY 1 KOJIM JKHPH CTAOTh MOCTaYaIbHUKAMHU
eHeprii, HEHPOHU OKHCHIOITH B-okcuOyTHpar a0 aunetwi-KoA i mami 1o COZ. Ie
Jla€ OpraHi3MOBi, SIKHH TOJIO/AY€E, 3MOTY BIIPOIOBXK IEBHOTO 4acy 30epiraté OiiKH
M’s31B, @K JIOKM BOHM HE 3QJIMIIATHCS €IWHUM JDKEPEJIOM ISl CHHTE3y IIIIOKO3H
y MpoIeCi IIIOKOHEOTeHEe3y B MEUiHIIi.

[hxepenom eHeprii 4N HEMPOHIB MO3KY € IMH0KO3a (3a HOpMarbHOro Xap4y-
BaHHS) Ta KETOHOBI Tina (3a TpuBanoro obMexeHHs1 B iXi). BukopuctaHHs
KETOHOBWX TiM Mif Yac rornogyBaHHA NPOTSAroM NEBHOrO Yacy 3anobirae pos-
LenneHHto 6inkiB M’a3iB.
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16.4. TEOPIA CYBCTPATHO-TOPMOHAABHUX CUCTEM

Opranu, TKAHWHU Ta MITOXOHJpII in vivo epeOyBarOTh IIiJl MOCTIHHUM HEHpo-
TOPMOHAJILHUM KOHTpOJIEM. Y pe3ynbraTi OaraToniTHbol criBnpaui kadenpu disio-
norii aronuaM 1 TBapuH JIBBIBCHKOTO YHIBepcuTeTy iMeHi IBana dpanka ta [HcTHTYTY
oiomoriunoi ¢izukn AH CPCP (kepiBHukH mpoekty — npodecopu [.B. locrakos-
ceka Ta M.M. Konjpamiosa), sika po3nouanacs Ha modatky 1980-x pokis, Oyia
3aIIPOIIOHOBAHA TEOPisi CyOCTPAaTHO-TOPMOHAIIBHHUX CHCTEM PEryJIIOBaHHsS eHepre-
TUYHUX TpoLeciB. byno BcTanoBneHo, o agpeHaiid y ¢i3ioforiyaux i cyocrpeco-
BUX KOHIIEHTPALisX BHOIPKOBO CTUMYIIOE OKMCHEHHS CYKIIMHATy ¥ iHTi0y€e OKuc-
HEHHS O-KETOTITyTapary B MiTOXOH/APIAX MEeYiHKHM i ToHKOI KUk [[llocTakoBckas,
Bbaockwii, 1986]. HaromicTh aneTninxosid BUOIPKOBO CTUMYJIIOE OKHCHEHHS OL.-KETO-
DIyTapary i iHri0ye OKHCHEHHS CyKIIMHATY B MITOXOHIPISIX TEYiHKH, CepIis Ta Mij-
nuryHkKoBoi 3ano3u [IllocrakoBckast u np., 1986; Kondrashova, Doliba, 1986; [lomi6ca
Ta iH., 1993]. Takum unHOM, Oyia BUsIBIEHA PELUNPOKHICTh Aii aIpeHaniny i aue-
THJIXOJIIHY Ha €HePTeTHYHI TIPOIIECH Y MITOXOHPISX, sIKi Ha KIIITHHHOMY PiBHI pea-
J3YHOTh CBOi €PEKTH Yepe3 CHCTEMY IUKITIYHUX HYKJICOTHIIB, — BiIOBiTHO TAM®D
(puc. 16.2) i ufI' M.

3 iHmoro 00Ky, M3HIMIUMHI AOCIIHKEHASIMHA OYyII0 BCTAaHOBJIEHO, 110 acmapTar-
aminorpancdepasa (DyTamarokcanoaneTarTpaHcaMinasa) akTUBYETHCS 1 aipeHali-
HOM, 1 anetmixoniHoM [Konapamosa, ['puropenko, 1989]. Otxe, Oyn0 BUABIEHO,
110 aJpeHepriyHa 1 XoiiHepriuyHa perymsmisa nukiry KpeGca Moxe 3miiicCHIOBaTHCS
4yepe3 TpH OCHOBHUX (PEPMEHTH: CyKIMHATIETiAPOreHasy, o.-KeTorTyTapaTaeriapo-
reHasy i acrapraraMmiHoTpaHcdepasy.

Takox BCTaHOBJIEHO, IO CYOCTpaTH MOXYTh PELUIIPOKHO BILIMBATH HA PiBEHb
AKTHBHOCTI CUMIATHYHOI Ta MapacUMIAaTUYHOI HEPBOBUX CHCTeM. Tak, CyKIIMHAT
1 O-KeTOTITyTapaT in vivo CTUMYITIOBAIIN YTBOPEHHS aJIpeHAJIiHY 1 alleTHIIXOIHY Bifl-
noBinHO. KiroyoBe muTaHHS MpO MeXaHI3MHM TaKWX BIUIMBIB OyJO NPAaKTUYHO
po3B’si3aHe MyOJiKaIliel0 JaHUX EKCIEPUMEHTIB PO HAsSBHICTh y TUTa3MaTHYHIN
MeMOpaHi crienu(iqHAX PenenTopiB s CyKIuHaTy i a-ketormyTtapaty [He et al.,
2004]. ABTopu BCTaHOBWJIA MOXIJIMBICTh CHTHAJBHOI Jii IUX CyOCTpariB in vivo
B MIKPOMOJISIPHIX KOHIICHTPAIliSAX, KA MOXKE peajli3yBaTHCs depe3 BUABICHI HUMH
peuenTopu. Takox Oys0 BCTAaHOBIICHO, 11O PELIETITOP, 3aJisIHUN y pETyIIOBaHHi ap-
TEpiabHOTO TUCKY B HUPKAX 1 yTBOPEHHI PEHiHY 1 aHT10TEH3UHY, TOJli K CaM aHrio-
TEH3WH aKTHUBY€ CHHTE3 ajapeHaniny [Dogan et al., 2004]. 1li maHi MOSCHIOIOTH BH-
SIBJICHY paHillle CTUMYILSILIIO Aiype3y Ha Tl MOCHJICHOTO BUBEACHHS KaTeXOJIaMiHiB
IiCJIsl BBEJCHHS IIypaM CyKIUHary in vivo [Maevsky et al., 1982]. Takox Oys10 BcTa-
HOBJICHO, I1I0 CYKIIMHAT CTUMYJIIOE MisUIbHICTH TilloTanaMmyca, HalHUpHUKIB [{uiib-
MaH u JIp., 1976] i mo3ky (puc. 16.5).

3abe3nedeHHs MITOXOHAPIA CyOCTpaTaMi OKHUCHEHHS € KPUTHYHO BaXKITHBUM
IpoIecoM JUisl MiATpuMaHHs HeoOxigHoro piBHs cuHTe3y AT®. 3 iHmoro OoKy,
TPaHCIOPTYBaHHS JIBO- 1 TPHKapOOHOBUX cyOcTpatiB 1ukiry Kpedca kpispb mia3ma-
TUYHY MeMOpaHy, MopsijA i3 TPAaHCIOPTOM IVIIOKO3M W aMiHOKHCIOT, € Ba)KJIUBUM
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MEXaHI3MOM TIOCHJICHHS KaTaOONIIYHUX TPOIECIB y MITOXOHApisX. JlocmimkeHHs
OCTaHHIX POKIB MNPOSCHWIN MEXaHi3MH TPaHCIIOPTYBaHHS CyOCTpaTiB, 30KpeMa,
OL-KETOIITyTapary 1 CyKLUUHATY, Kpi3b MIa3MaTiaHy MeMOpaHy KIiTHH. Byio BcTaHOB-
JIEHO, TII0 TIEpEeHECEHHs TNKapOOKCHUITaTHIX cyOcTpaTiB mukiry Kpebca, 30kpema, st
CYKIIMHATY ¥ O-KEeTOIIIyTapary, 3JIHCHIOEThCS IEPEBAYXKHO HATPIHINKapOOKCHUIIATHHU -
mu kotpacriopTepamu (NaDC) HH3bKOI Ta BHCOKOI CIIOpPIIHEHOCTI A0 cyOCTpary
[Pajor, 1999]. BcraHoBIEHO, 1110 CYKI[MHAT Kpi3b IIa3MaTHYHY MEMOpaHy IEepeHo-
cutb Tpancnoprep NaDC-1 3 K 0,9 MM y miiTkoBi# 0OIAMIBII KULIEYHHKA KPOJIB,
MIPOKCUMAJIBHIAX TPYyOOUKax HIPOK 1 TOHKOMY KHIIIeUHHUKY Jronuau [Fogg et al., 2012;
Modica-Napolitano, Singh, 2004]. Korpancnoprep NaDC-3 BusiBiieHO B HHUpKaXx,
TIeYiHIl, TOHKiM KW Ta cepiii. 30KpeMa, BCTAHOBIEHO BUCOKY CIOPiIHEHICTh
NaDC-3 (K, 4 MxM) 110 cyKimHary i GlI0KyBaHHS LOTO TPAHCIIOPTY 2,3-TMMETHII-
cykuunaroM [Oshiro, Pajor, 2005]. ¥V neuinui € Takox HaTpiliHe3aaeKHI TPAHCIOPTHI
cucTeMu JUts o-ketorytapary i masnary [Chen et al., 1998; Srisawang et al., 2007].

ﬁ,ElP” — appeHanii :
Hr — aHriOTEeH3NH
Acn + * I'ny Acn — acnaprat
AX — aueTUnxoniH
— MapacumnatumyHa AXE - aueTunxoniHectepasa
KIr Hepeoea cuctema | AAT - —acnaprataminorpancgepasa
OA Krar  — a-keTornmyTapataerigporeHasa
Krn — a-KkeTornyTapart
+ MAO — MOHOaMmiHookcuaasa
KIr-peuenTop \ OA — oKcarnoaueTar
Semey CAr - cykumHataerigporeHasa
+ AX Twpligp — TMposuHrigpat

CvMnaTtuyHa HepBoBa cuctema
HapgHvpHWKM
Mo3zok

lnotanamyc
+

—————
CykumnHat- £
peuentop| = &

Puc. 16.5. Cyb6cTpaTHO-ropMoHanbHi ccTeMun B3aeMoperynsuii CUMNaTnyHoi Ta napacumnaTuyHoi Hep-
BoBux cuctem [KoHgpalwosa u ap., 2003; Kondrashova et al., 2005]

Hwupka

HIr

Al

PeuunnpokHi  cybcTpaTHO-ropMOHarbHi - CUCTEMM  CyKUMHaT—agpeHarniH
i a-KeTornytapart—aLeTUnxoniH B3aEMOLONOBHIOTb OA4HA OfHY B perynto-
BaHHi cbisionoriyHmx npoLecis, NOB’A3aHNX BiAMOBIOHO 3 KaTabonivyHUMK Yn
aHabonivYHMMK peakuisMm.

[Tpod. M. M. KonppaiiioBa BBaKae, 1110 PEUUNPOKHI CUTHAIU BiJl CHMIIATUYHOTO
Ta NMapacUMIIaTHYHOTO BiJIUIy BEreTaTHBHOI HEPBOBOI CHCTEMH 3MiHIOIOTHCSI y 4aco-
BHX MIKpOiHTepBaiax. BifmoBiqHO OKUCIEHHS CyKIIHATY M Ol-KeTOTIIyTapary, aKTH-
BOBaHE aJPCHAIIIHOM 1 alleTHIIXOJITHOM, TAKOK MOXKE 3MIHIOBATHCH Y Yaci. B3aemonis
UX CyOCTpaTiB i TOPMOHIB YTBOPIOE JIBa IMKITH, KOXKEH 13 SIKMX CKIIQJIA€ThCS SIK MiHi-
MYM 3 YOTHPHOX iHTepBasiB: 1-4 st anpenaniny, -1V ans anetnixomniny (puc. 16.6).
ApeHaTiHOBMIA ITUKJI TOYMHAETHCS 31 3pOCTaHHS PiBHA rTOpMOHY aapenaminy (ALP),
akruBanii cyknuHarneriaporenasu (CIN) i acnapraraminorpancdepazu (AAT), mo
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CYNPOBOXKYETBCS PELUIPOKHUM 1HTiOyBaHHSIM O-KETODIyTapaTAeriAporeHasu
(K[AD), axkruBariero monoamiHookcunasn (MAQ) ta 3HWKEHHSM pIBHS aJlpeHalli-
ny. Bianosinno pisens cykuunaty (CKLI) 3HmKyeThes, a a-kerormyTtapary (KIJI)
3poCTae, Mo 3yMOBITIOE 3pOCTaHHs piBHA aneTuixoiiny (AL[X) i 3amoyaTrkoBye ame-
THJIXOJiHOBMIl LMKJ, IS IOYaTKOBUX €TaliB SKOIO XapaKTepHa aKTHBAIlis
OL-KeTOTITy TapaTJeTiIporeHas, acnapraraMiHoTpancdepasn 1 iHriOyBaHHSA CYKITH-
Hatjeriaporenasu. [licias 1bOro CrOCTEPIraroTh aKTHBAIII alleTUIXOJIIHECTepa3u
(ACXE) i 3MeHIICHHS piBHS alleTWIXOJIiHY, 10 NPU3BOAUTH 10 3MEHIICHHS OKHC-
HEHHS 0L-KeTOTTyTapary, 3pOCTaHHsI OKUCIICHHS CYKIIMHATY, 3pOCTaHHS PiBH aape-
HaJiHy Ta 3alyCKy aJpeHaTiHOBOTO LUKIy. [loueproBa akTuBalisi OKUCICHHS CyK-
LMHATY W O-KeTOIIyTapary MOXE BMKIHMKAaTH KoumBaHHA wLukiny KpeOca
in vivo, sike Harajye CKOPOYCHHSI CEpIIsl, PETyYJIbOBAaHE aJPECHAIIHOM 1 alleTHIXOJTi-
HoM (“heart — beating” of mitochondria). ¥ 2003 p. Mak-/{oHanba Ta iH. OmyOmiKy-
BaJIM TIepIlle eKCTIepUMEHTAIIbHE MiITBEP/PKEHHSI KOJIMBAHHS PiBHS CyOCTpariB -
kiy [MacDonald et al., 2003].

1 2 3 4 | Il ] v

+ +
Cue)(mar) - (wgp(aan)

_ + _

(e @) ~(ou)

+ +
[ |

=

“cuctona” “nmiactona”

Puc. 16.6. CybGcTpaTHO-ropMoHanbHi cucteMu perynsuii y BigHOCHMX YacoBux iHTepBanax [KoHapaluosa
n ap., 2003; Kondrashova et al., 2005]

Miacymku 16. BIOEHEPTETUYHI OCHOBW CEKPETOPHUX
I HEMPOTYMOPAAbHUX MPOLIECIB

e VY [B-xiiTHHAX IiILTYHKOBOI 3aJI03H y BIIIOBI/Ib HA ITiIBUIIICHHS PIBHS
[JTFOKO3H THTCHCU(DIKYETHCSI TITIKOIII3, 1[0 CIIPHYUHSE TTOCHICHHS MIiTO-
XOHJIPIAJIbHOTO OKMCHEHHs. [IpuuoMy MiJBHIIEHHS PIBHS OKHCHOTO
(docdopriroBaHHs y MITOXOHAPISX HE NPUTHIUYE, a iHTEHCU(IKY€ ITi-
KOJIi3.
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e K, ,-KaHas riasMarnyHoi MeMOpanu B-kimituH inribyerses AT® i akru-
ByeTbest AJI®D, Tomy migBuineHHs piBHI AT® 3yMOBIIIOE CIIOBUILHEHHS
Ha/IXO/DKeHHS 10HIB K y KIIITHHY, ACTOISPU3AIlito MEMOpaH!, aKTHBAITIFO
noteHmiankepoBannx Ca?*-KaHaJiB, i TAKMM YHHOM 3aITyCKAEThCS €K30-
LIUTO3 THCYJIiHY.

e [lapieTanpHi KIITHHN NUTyHKA BUKOPHCTOBYIOTHh TIIIKOTEH HA TOTPEOH
cekpelii XJIOpUIHOI KUCIoTH y TAM®-3ane:kHOMY MpOoLeci, SIKUi cy-
MIPOBOIXKYETHCSL YTBOPEHHSM IMipyBary, aueTui-KoA Ta BiJHOBIEHOTO
HAJIH, ocraHHiil 13 SIKHX KJIITHHA BHKOPHUCTOBYIOTH Yy I'eHEpPYBaHHI
nporona aisi cuatesy HCL.

e HeiipoHu MO3KY SIK DKEpesIo eHeprii 32 HOPMaJIbHOTO XapayBaHHS BH-
KOPHCTOBYIOTH INIIOKO3Y, & 32 TPUBAJIOTO TOJIO0TYyBaHHS — KETOHOBI TiJa.

e PerunpoxHi cyOCTpaTHO-TOPMOHAIBHI CUCTEMH CYKIIMHAT—KaTEXO0JIaMi-
HU H O-KeTONTyTapaT—aleTHIIXOMIH B3a€MOJONOBHIOIOTE OHA OIHY
y perymaoBaHHi (i3i0T0TIYHUX TPOLECiB, A SIKAX XapaKTEePHUM € aK-
THBYBaHHS CHMIIATHYHOI Ta MAapacUMIIATHYHOI HEPBOBHX CHCTEM.

1.

3ABOAHHA | KOHTPOJIbHI MUTAHHA

PizHnug mixk MeTa0o/iYHUMH NpoLecaMu y M’s13aX i mediHi y cTpecosiii cuTyaunii.

Konu tpeba npuitHsATH pillleHHs “O0pOTHCS YK BTIKaTH’, y KPOB BUBLIBHSIETHCS a/IpeHa-

JIiH, SKAH MPUCKOPIOE PO3MICTUICHHS TIIKOTEHY B IEUiHIl, CEpIli Ta CKeJICTHUX M s3aX.

KiHIeBUM MpoJIyKTOM DITIKOT€HOII3Y B MEUIHII € TII0K03a, a y M’si3ax — MipyBart.

A)Yomy IpOayKTH pO3MIEIUICHHS IIIKOTeHY B IIMX TKaHWHAX Pi3Hi?

b) SIki mepeBaru y CTpeCOBUX CHUTYyallisiX Aa€ HASBHICTb PI3HUX HIISIXIB PO3ILICTUICHHS
DIiKoreHy?

3rigHo 3 Teopi€lo cy0CTPATHO-TOPMOHAJIBHHUX CHCTEM, a/ipeHaIiH BUOIPKOBO aKTH-
Bi3y€ OKMCHEHHSI IbOT'0 cyOcTpary:

1) cykuuHary;

2) o-KeTorIyTapary;

3) mipyBary;

4) TIFIOKO3H.

3rinHo 3 Teopi€io cy0CTPATHO-TOPMOHAJIBHUX CHCTEM, alleTUIXO0JiH BUOIPKOBO aK-
THUBI3y€ OKHCHEHHS ILOI0 cy0cTpary:

1) cykuuHary;

2) o-KeTorIyTapary;

3) okcanoarerary;

4) DIIOKO3M.

3a3HauTe OCHOBHI MOJIO:KEHHS Teopii cyOCTPaTHO-TrOPMOHAJIBLHUX CHCTEM:
1) agpenanin BUOIpKOBO CTUMYJIIOE OKUCHEHHS CYKLIMHATY ¥ 1HI'10y€ OKHUCIICHHS OL-KETO-

TIyTapary;

253



OCHOBW BIOEHEPTETUKN

2) aneTHIXOJiH BHOIPKOBO CTHMYJ/IFOE OKUCHEHHS O.-KETOIIyTapaTy il iHri0ye OKHCIICH-
Hsl CYKLIMHATY;

3) CyKIMHAT 1 O.-KETOIVIyTapaT i# Vivo CTUMYITIOFOTh YTBOPECHHS afpeHAIIHY i alleTHIIXO-
JIHY BIAMOBIIHO;

4) curHanpHa Jisi MIKPOMOJISIPHHX 7103 CYKIIMHATY W OL-KETOIIyTaparty in vivo peanisy-
€ThCs yepe3 criennivHi perenTopy ux cyocTparis.

5. Buoepith edexTn a-KeTOrIyTApATY iN Vivo, AKi MiATBEPAKYIOTh PELIMIIPOKHI B32€EMO-
3B’A3KH MeTa00IiTiB Cy0CTPATHO-TOPMOHAJILHUX CHCTEM.
1) 30imbIIYE PiBEHB ALETUIIXOJIHY B TKAHUHAX;
2) 3HWKY€E aKTUBHICTD aIleTHIIXONIIHECTEPasy;
3) 3MeHIIye piBEHb aJPEHAIONONIOHIX PEUOBHH;
4) 30i7bI1Y€E piBEHb apeHATIHY B TKAHHHAX.

6. EdexT agpenajiiny Ha OKHCHEHHS CYKIIMHATY B MiTOXOH/IPisiX OOcepeIKOBAHMIi:
1) tAMO;
2) aJIeHIIATIIMKIIAa3010;
3) ulMo;
4) rinepmosipu3aIiero MeMOpaHH.

7. Bubepits edexTH CyKUUHATY in vivo, siKi NiATBePIAKYIOTH ifel Teopii cydcTpaTHo-
TOPMOHAJILHHUX CHCTEM:
1) 301IBIIIy€E PIBEHB AIICTUIIXOJIHY B TKAHWHAX;
2) 30UTBIIIy€E PIBEHB aIPCHAIHY B TKAHUHAX;
3) aKTHBI3y€e TUXaHHS 130JIbOBAHUX MITOXOHJIPIH 32 OKMCHEHHS CYKIIMHATY;
4) iHriOye nuXaHHs 130JIbOBAHUX MITOXOH/pIH 3a okucHeHHst HA J[-3a1exHux cyOcTparis.
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PO3AIA 17

MITOXOHAPIAAbHI XBOPOBM

o CnaAKoBi MITOXOHApiaAbHi XBOpOOK
e [lMopyweHHs GioeHepreTMYHMX NpoLeciB
i IXHSl POAb Y PO3BMTKY iHIIMX 3aXBOPIOBAHb
= Pak
* TlowkoAxeHHs cepus 3a iwemii/ penepdysii
* LlykpoBwuit Aiaber
* [HCYABT i FAyTamMaTHa TOKCHUHICTb

MiToxoHapii BigirpaloTe BM3HAYanbHy ponb y nocTadaHHi GinblocTi
KNiTUH eyKapioT eHeprieto, y opMyBaHHi TpaHCMeMOpaHHUX iOHHKX rpagi-
EHTIB | perynauii nepokcnaHmnx npoLecis, a BiATak — i B eHepreTM4yHoMy 3a-
©es3neyeHHi gisionoriuHmx dyHKUi. ToMy Byab-sKi MOPYLUEHHSI B IXHBOMY
PYHKLOHYBaHHI — Ik FeHETUYHO AETEPMIHOBAHI, Tak i HAbyTi — CNPUYNHIOITb
PO3BUTOK TUX YW iHLLIMX NATOMOrYHUX CTaHIB OpraHiaMy, Npo Lo cBigyaTb
YMCIEHHI KNiHiYHI 1 ekcnepumeHTanbHi AaHi. HanpukiHui XX cT. cdoopmyBaBs-
Cs1 HOBWI HanpsaM y 6ioMeauUmHi — MiITOXoHApianbHi XBopobu. Y LiboMy pos-
4ini 0yayTb po3rnsHyTi NPUKNaam i cnagkoBUX MITOXOHApPIaNbHUX 3aXBOPHO-
BaHb, i XBOP0O, 3yMOBIEHMX NOPYLUEHHSIM BiOEHEPreTUYHUX NPOLECIB, OAHAK
reHeTUYHO He AeTepPMiHOBaHMX.

17.1. CINIAAKOBI MITOXOHAPIAAbHI XBOPOBU

Haitgacrime MiToXoHApiaThbHIMA XBOpOOaMH HAa3WBAIOTh BIIACHE CITaJIKOBI 3a-
XBOPIOBAaHHSI, JUIsl SIKUX XapaKTEPHi 3MiHHU CTPYKTYpH Ta (QyHKIIH MITOXOHIPIM, 1110
MPHU3BOJIATH JIO NATOJNOTIH Oararbox oprasiB. KibKiCTh TAKUX MMATONOTIH OCTaHHIM
gacoMm 3pocTtae. Haii0iapi HeOe3neuHNMH € IOPYIIEHHS y TeHaX, 110 KOAYIOTh OLTKH
JIUXaJTbHOTO JIAHIFora MiToXoH Ipii. Ha 5—10 THcsSY HOBOHAPOKEHUX € TPUHAWMHI
OIIMH BHITAJIOK AUCHYHKITIT AUXaILHOTO JaHITIOTa.
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Ymkomkeras MTIHK (JJHK miToXoHIpiif) COMAaTHIHIX KITITHH MOXKE BiTOyTHCS
B OKPEMHUX TKaHMHAX Y OpraHax i CIpHYMHUATH aToJIoTio i€l cTpykrypH. [Tepmmii
BHUNAJ0K MITOXOHJpiaJbHOTO 3aXxBOpioBaHHS (xBopoOa Jlrodra) OyB onmucanmit
y MOJIOJIOT KiHKH B 1962 p. Y 1988 p. Oymno BriepIie JOBEICHO BaXKIUBY POJIb My TaIlii
MTIHK y dopmyBanHi MiTOXOHIpianbHUX XBopoO. Ha crorogni BcTaHOBIEHO, IO
4acToTa YpaKCHHS OpPTraHIB CITAJKOBUMH MITOXOHIPiaJbHUMH 3aXBOPIOBAHHIMHU
3MEHILYETHCS B PSIy: OPraHd LEHTPAIbHOI HEPBOBOI CHCTEMU —> MiOKapa —> CKe-
JIETHI M’ 5131 — HUPKH —> €HAOKPUHHI OPTaHd —> TICUiHKa.

OnHOYaCHO B KIIITHHI MOXKYTb CITiBICHYBaTH HOPMaJIbHUHN (IUKWH) 1 MyTaHTHUH
i MTIHK. O6naBa Tunm y nporeci nofiry KIiTHHHA PO3MOUISIOTECS BUITaIKOBO
MDXK JOYIpHIMU KIITHHAMHU. ToMy B HACTYMHHX MOKOJNIHHSAX YacTHHA KIITHH MOXE
Martu Tinbku HopMmaibHi MTAHK, 4actuna — TiTbkK MyTaHTHI, @ YacTHHA — 00MBa
tanu MTJIHK.

Y KNiTUHI MOXYTb CRiBiCHYBaTX HOPManbHWUM (AUKUIA) i MYTAHTHUIA TUMK
MTOHK. Ona miToxoHApianbHUX XBOPOO XapaKTepHe TiflbKu MaTepUHCbKe
ycnagKyBaHHS: XBOpOOy NepeaatoThb TiNbKK XiHKM, ane XBopitoTb 0cobm 060X
cTaren.

Jlis ciaIkOBHX MITOXOH/IPIaAIbHUX XBOPOO XapaKTepHE TUTbKH MaTepUHCHKE
yenaakyBaHss (puc. 17.1). Lle moscHIOETbCS TUM, IO Mif] Yac 3arIiAHEHHS cIiepMa-
TO301/1 BTpadae XBiCT i3 MITOXOHIPISMH, 1 B SUIEKITITUHY ITOTPAIUISE TUTHKU SACpHA
JHK. ToO6To xBOp0oOy mepeaaoTh TIbKH KiHKH, e XBOPilOTh 0co0M 000X cTaTel.
Omxe, mytarii MT/IHK i ctTumynboBani HUMU (EHOTHITIYHI 3MiHN TIEPETAIOTHCS AITIM
TUIBKY Bl Marepi. MyTarlii reHiB sIIEpHIX XPOMOCOM TaKOK MOXKYTh Oy TH IIPHYHHOIO
MITOXOH/IpiaIbHUX XBOpoO. THMH ycraaKkyBaHHS MITOXOHPiallbHUX 3aXBOPIOBAHb
MOXKYTh OyTH PEIIECUBHUMH, JOMIHAHTHUMH, X-39eTUNICHUMHA (KOJU TATOJIOTTIHAN
IeH PO3TalIOBaHUH Ha X-XpOMOCOMI) Ta MaTepUHCHKUMU 3 BapiaOesbHOIO eKCIpe-
ciero abo MeHETPaHTHICTIO .

3a MITOXOHpIaTbHUX XBOPOO TPATUISIOTHCS TaKi 3MiHH y HYKJIETHOBUX KHCIIOTAX:
MmiceHnc-myTartii’, myTarii y renax TPHK, generit®, nymrikarii mT/IHK, myTartii, 1o
3HIKYIOTH yrcio komiid MmT/IHK, 1 myTamii B saepuiiit JIHK. J{ledexru sneproi JJTHK
3yMOBITIOIOTH [IEPEBAKHO MOPYIIECHHS TPAHCIIOPTY U yTHIIi3alii cyocTparis, pepmeH-
TiB ukiry KpeOca, mporieciB okucHoro dhochoprrroBaHHs Ta JUXaJILHOTO JTAHITIOTA.
Hedexrn mT/IHK € mpuumHOIO cCOpaguyHUX MaclITaOHUX MepeOyqoB, TOUKOBUX
MyTalii CTPYKTYpHUX T'€HIB 1 TOUKOBUX MYTalliil T€HIB, 1[0 B3a€EMOMIIOTH 31 CTPYK-
TYpHUMH TeHaMu. JleeKTH MIXKTeHOMHUX CHUTHAIIB 3yMOBIIOIOTH ayTOCOMHO-JI0-
MiHaHTHI MHOXUHHI Aenerii MT/IHK i ayrocoMmHo-peniecuBHe npurHideHHS QyHKITIT

! KinbkicHUI TMOKa3HUK (PEHOTHIIYHOI MIiHIMBOCTI MPOsBY TeHa. BinoGpaskae BiAHOIICHHS dHcia
0COOMH, Y SIKMX IIEBHHUI TeH BUSIBUBCS y (DEHOTHII, J0 3arajbHOrO YKMCIA OCOOHH, Y TeHOTHIII SIKMX
16l FeH HasIBHUM Y HEOOXiIHOMY JUIsi HOTO MPOSIBY CTaHi

2 ToukoBa MyTallisi, 3a SIKOT 3MiHEHH I KOJIOH IOYHHAE KOJYBATH iHILY aMiHOKHCIIOTY

> CTpyKTypHa MyTallisi, KOJIM BHJIy4a€eThCs YacTHHa XpoMocomu abo nociigosHicts JJHK
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mtIHK. HaGyTi nomkomkenas MTJIHK Moy Th BUHMKATH 32 Ji1 TOKCHHIB (HAIIpH-
knan, 1-metun-4-denin-1,2,3,6-TeTpariipomipuans), JesKuX JiKiB (HapUKIa,
3UJ0BYIMH) a00 y MpoIeci cTapiHHsL.
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Puc. 17.1. YcnagkyBaHHA MiTOXOHApianbHUX 3axBOpioBaHb Ha npuknagi cuHapomy Jlebepa (atpodis
30poBoro Hepsa). OCKinbk1 MITOXOHAPIT yCNaaKoBYOTLCS ANTUHOLO Bi MaTtepi 3 LUTONIa3Moto
OBOUMUTIB, YCi OiTU XBOPOI XIHKN yCNagKyloTb 3aXBOPIOBAHHSA, HE3amnexHo Big cTaTi AUTUHM.
YpaxeHi fiByarta, BUXOASYMN 3aMmixk, OyayTb HApOMKXyBaTU TiflbKM XBOPUX LiTEN, a y XBOPUX
Yyorogivoi cTarti BCi Aitn 6yayTte 3popoumu. I-IV — reHepauisi; 1-8 — ocobu B reHepaLisx

[onoBHUMU KJTIHIYHUMH O3HAKAMHU MITOXOHIpiaJIbHUX XBOPOO € MiomnaTii (y T.4.
KapJiomiornarii), eHredanomMionarii, Brpara 30py, OB’ s13aHa 3 MIr'MEHTHIM PETHHITOM
4yu aTpod)i€r0 30pOBOr0 HEPBA, MOPYIICHHS MeTa0oJi3My MipyBaTy 1 JakTary, dep-
MEHTIB KOMIUICKCIB TUXAJIbHOTO JIaHI[fora. J[iarHoCTHKa MITOXOHIpiaIbHUX XBOPOO
BKJIIOYA€ aHaIIi3 MapaMeTpiB cTaHy MeTabomi3My (BU3HAYEHHS OPraHiuHUX KHCIIOT,
aAMIHOKHCJIOT 1 KapHITHHY B KPOBI, cedi Ta IepedpociHanbHii pinuHi), Giomncito
M’$131B, TXHE T1ICTOXIMIYHE i €JICKTPOHHO-MIKPOCKOIIUHE JIOCIIIIKSHHS, JIOCJIIIKCH-
HsI TIPOIIECiB OKUCHOTO (hochopriroBanHsl (Y CBIKUX 3pa3Kax OioINCiiHOTo MaTepiaty)
i anami3z mtIHK.

Cepep cnagkoBmx MITOXOHApianbHUX XBOPOO, 0COBMMBO Y HOBOHAPOMKEHUX,
HanbinbLUy 3arpo3y CTAHOBMATH MOPYLUEHHS B reHax OinKiB-nepeHOCHWKIB
€NEKTPOHIB Y AMXaribHOMY MaHLIory MiTOXOHAPIN.

Cunapom Kepuca—Ceiipa (Kearns—Sayre syndrome) — 11e piaKicCHHA BapiaHT
MITOXOH/IpiasTbHOT eHIlepatoMionarii, TKAi MPOSBISIETHCS Y TUTIIOMY Ta IOHAITEKOMY
Bimi (o 20 poOKiB) IMTOCTYIIOBO HAPOCTAIOUYNM TBOOITHIM OITYIIICHHSM TIOBIK 1 0OMe-
JKEHHSIM PYXJIMBOCTI OUHUX 0IyK (puc. 17.2, A). Lleit cuaapom oOyMOBIICHHIA TTepe-
BXHO CIIOPaIUIHUMHE AejerismMu MitoxoHapianeaoi JJHK. Kiituau 3a cuaapomy
Kepnuca—Cetipa MiCTITh HOPMAJIEHAN 1 MyTaHTHUH THITH MITOXOHIPiaTbHUX TCHOMIB.
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Y MyTaHTHOMY T€HOMIi TPAILISIOTHCS ITOOMHOKI Jleeltii abo myrorikarii. HaiiGinpme
MiTOXOHApi# 13 MyTanTHOIO MTIHK MicTUTBCS y TKaHMHAX, KIIITHHU SKUX TPAKTHY-
HO HE JIIISATHCSI, 0COOJIUBO y CKEIETHUX M’s13aX 1 MO3KY. BibIIiCTh XBOPUX IOMHUPA-
10Th 10 40 pokiB. BuHukae atakcisi, HOpyIIy€eThCS POBIJHICT CEPLsi, BPAKAETHCS
MICMEHTHHUN eIMITeNil CITKIBKH, PO3BUBAIOTHCS PETHHOINATISI Ta MPUIIYXYBaTiCTh.
Y CHMHHOMO3KOBIH PiHHI XBOPUX KOHIIEHTpAIlis Oinka Oinbiia 3a 1 1/11, a Takox
IiABUIIEHA KOHLIEHTPALIisl JJaKTaTy 1 mipyBaTy. 3a 6iomcii M’s31B BUSABIAIOTH MOLIKO-
JoKeH1 (pBaHi) M’S130B1 BOJIOKHA, TIO3HAYEHI cTpikamMu Ha puc. 17.2, b. Iakonu xa-
PaKTEpHOIO 03HAKOIO € HU3BKOPOCIICTh, JEMEHIIis, IYKPOBUH ia0eT i TImOTUPEO3.

Puc. 17.2. XapakTtepHi o3Haku ansa cuigpomy KepHca—Celipa: A — onyLleHHS NoBiK; 5 — NOLLKOKEHHS
M’SI30BUX BOJIOKOH 3a chapbyBaHHs meTofom [omopi [Abu-Amero et al., 2009]

Cunnpowm Ilipcona — e 3axBoproBaHHsI, 00YMOBJICHE JICJICIISIMU i OJTMHUYHU-
mu po3puBamu MTIHK. 1151 11b0r0 CHHAPOMY, 1110 MPOSIBIISIETHCS BXKE Y TPYJAHOMY Billi,
XapaKTepH1 ypaKeHHsI KICTKOBOTO MO3KY 3 BUPa)KEHOIO CHIepOOIaCTHOIO aHEMIEIO Ta
BaKyOJIi3aLi€I0 EPUTPOIHNX 1 MI€JOIIHUX MOMEPEIHUKIB, & TAKOXK YPaKEHHsI eK30-
KPUHHOT YaCTUHH T AIITYHKOBOT 321031 3 TTOJATBIITHM PO3BUTKOM Jiapei, 3aTPHUMKOI0
(i3MYHOTO PO3BUTKY, IHKOJIM — Y TTO€IHAHHI 3 IHCY/IIHHE3aJISKHUM IIyKPOBHM Aia0eToM.
Binbrricts giTel He NOXKUBAE 0 4-piuHOTO BiKy. XapaKTepHUMU O3HAKAMH € TaKOXK
mopTrajbHa auiararis, hidpo3, XomecTas i TenaToneoISpHI reMocuaepo3’. Y xBo-
pux Ha cuHIpoM [lipcoHa BHSABIEHO JaKTATAIMI03, MiABUIIECHE CITiBBiIHOIICHHS
JIAKTaT/MipyBaT, KOMIUIEKCHA OpraHiuHa aluaypisi, MiIBUILCHHS BMICTy (eTalbHOTO
remonyio0iny (HbF), 30ibIiieHHs] aKTUBHOCTI a/ICHO3MHIC3aMIHa31, aHOMAaJTil OKKC-
Horo (hocopriTroBaHHS Ta PO3PHUBU YEPBOHUX M SI30BHUX BOJIOKOH.

Cunapom MERRF (Myoclonic Epilepsy with Ragged Red Fibres) — e miokio-
HIYHA CTIJICTICIs, sTKa YCIaAKOBYE€ThCsI 110 MAaTEPUHCHKIH JTiHiT. HaliyacTiiie peecTpyoTh
TOUYKOBI MyTauii reHa, o koxye jisuHoBy TPHK mMiToxoHapii, 30Kpema, B HyKJIeoTHAAX
8344 1 8356. Lle npuzBoauts 110 3Minn koHpopmanii TPHK i1 mopymenns npoueciB
TpaHcIsii. Bussnenns mpx mytaiiii y MmT/IHK ne#konuTie a00 M’s13iB BUKOPHCTOBY-
I0Th y A1arHOCTHLI T4 MEANKO-TEHETUYHOMY KOHCYJIbTYBaHHI.

! HapxmipHe BifKi1aaHHsi TeMOCHIEPHHY — TEMHO-)KOBTOTO IIITMEHTY, SIKH YyTBOPIOETHCS BHACITIJIOK
po3Maay reMoriooiHy
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Po3gin 17. MITOXOHAOPIANBHI XBOPOBM

XBopoba yacTiie MOYMHAETHCS B JUTHHCTBI UM MOJIOIOCTI, @ O1JIbIIICTh XBOPHX
romuparTh y 30—40 pokiB y craHi Baxkkoi meMeHIii. s cuaapomMy XapakTepHa
MiBHUIICHA KOHIIEHTPAIIisl JIAKTaTy 1 MipyBaTry B KpPOBI Ta CIHHHOMO3KOBIHM piinHi.
VY M’s13ax BUSIBIISIFOTH PO3PHBH BOJIOKOH. BUSsIBIIEHO HEJOCTATHICTD MIEPIIOTO, TPETHO-
r'0 Ta YETBEPTOTO KOMILIEKCIB JUXaIbHOTO JaHLIora MiTOXOHIpii. J{o paHHiX 03HaK
MERRF nanexars mBHIKAa BTOMIIIOBAHICTE, OUTh Y TOMIUIKOBUX M’ 533X, 3HIDKCHHS
nam’sati ¥ yBard. [Ti3Hiln etanu CHHAPOMY CYITPOBOKYIOTHCSI MiITOXOHIPiaTbHOO
MiONaTi€l0, MIOKJIOHI€I0, CMIJICNITHYHUMU HaraJlaMu, JEMEHIIIEI0, aTaKCier, pu-
DTyXyBaTiCTIO, PO3J1aJaMH BiOpaIliitHO1 Ta M’ 30BO-CYTIIO00BOT Uy TAMBOCTI. Y XBOPUX
Ha MERRF Ha enmedanorpamax crioctepiraloThCs rTeHepasTi3oBaHi KOMITICKCH *“CTIaiK-
XBWJIB”. 3a JIOMOMOTOK KOMIT IOTepHOI ToMOrpadii BUSBIISIOTH aTpodito MO3KY Ta
KaJbIU(iKaIito 0a3albHUX TAHIIIIB.

Cunapom MELAS (Mitochondrial Encephalomyopathy, Lactic Acidosis and
Stroke-like episodes) — 11e MiToxXOHApiaNbHA eHIle(amoMionaris. 3aXBOPIOBAHHS TI0-
YMHAETHCS Y JUTHHCTBI MiCIIsSi HOPMAIBHOTO TIEP10ly PaHHBOTO PO3BUTKY Ta 3yMOBJIE-
He ToukoBuUMH MyTauissMu MTAHK, sKi y nesikux BUMaakax MOXYTb MPHU3BOJHUTH /10
JIe(eKTy TepIIoro KOMIUIEKCY TUXaIbHOTO JaHIora Mitoxouapii. Y 80-90 % Bumnan-
KiB HasBHa MyTallis B 3243-my HykieoTuai reHa jevnuaoBoi TPHK miToxoHIpii.
MyrTariisi HavacTille TparisieThCs Y CKeJIETHHX M s13aX, MiOKap/i, HUPKax, MediHili,
IiANITYHKOBIH 3271031, MO30YKY 1 KOpi BEJTMKHX MiBKYIJb. XBOpi 3a3BHYail HU3bKOPOCITI,
CTPaXKIAOTh HA MOBTOPHI IHCYJABTOMOMIOHI e(heKTH y BUTIISII reMinapesy’, reMiaHor-
cii? abo remepasiormii (Kypsda cininora). XapakTepHi uacte OIFOBaHHS, IPUTIYXYBaTiCTh,
JIAKTOAIM03. Y YaCTHHMU XBOPUX BUHHUKAIOTH (OKaJIbHI a00 reHepai3oBaHi Haraau
Ta MIOKJIOHIYHa eminerncis. B okpeMux BUTaKax po3BUBAIOTHCS AEMEHLIS 1 MHOOKa
IHBaJTiAM3a11is1, @ XBOP1 HEPIAKO TTOMHUPAIOTh, He TOCSTHYBIH 20 poKiB. 3a JJOTIOMOTOF0
KOMIT T0TepHO1 ToMOTpadii BUSBIIIIOTH iHPAPKTHI UITHKH, IEPEBAYKHO Y BEITUKUX ITiB-
KYJISIX TOJIOBHOTO MO3KY, III0 CHPHYHUHSIE HEBPOJIOTIUHI CUMITTOMH.

Cunapowm Jlebepa — 1ie 3aXBOPIOBAHHS OU€H, sIKE TOEJHAHE 3 HEBPOJIOTTUHOIO
CUMIITOMATHKOIO: TIepudeprIHa OJTIHEUPOTIaTisl, TPEMOp, aTakcisl, CIIaCTUYHI Tape-
3M, pO3yMOBa BiJCTaJliCTh, MITPEHENOAI0HI TOJIOBHI O0i. MOKHA criocTepiratu
KiCTKOBO-CYII000Bi 3MiHH: Kio3, KihOoCKOIIi03, apaxHOAAKTHIIIS®, CIIOHAUIOCTTi(Di-
3apHa auciuiasis’. [Tepedir xBopoOu 3a3BHyail MPOrpeCcyroUHii, i3 MOKIMBOIO peMici-
€10 uepe3 1—2 poku miciist movaTKy XBopoOu. /ludepeniiitauii iarHo3 BKIIFOYa€e peTpo-
Oymn0apHUit HEBPHUT (YpaskeHHS 30POBOTO HEPBA), TCHKOIUCTPO(Dii, ONMTHKOXia3MalTb-
HHI apaxHOeHIehamiT’ Ta iHIi.

skskosk

Ha cporomHi BiomMa BenrKa KidbKICTh MepeOyI0B MITOXOHIPIAIbHOTO TEHOMY

BHaciok 61 HiX 100 ToukoBrx myTaniit MmT/IHK. Jlo xBopoO, siki po3BUBaIOTHCS

M’s130Ba c1aOKiCTh OJMIOBUHU Tina

JIBoOiuHa CItinoTa y MOJIOBUHI MOJISI 30py

[Taronoriyne BUIOBKEHHS NAJIBIIIB

[opymenns po3BHTKY enidizapHUX XpsIiB

3ananeHHs NaByTUHHOT OOOJOHKH B AUISHII MEPEXPECTy 30pPOBUX HIISAXIB 3 YPaKEHHAM HEPBOBOI
TKaHUHH
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4yepe3 MopylieHHsT QYHKIT OKHCHOTO (oCchOpUITIOBAHHS, TAKOK HAllekKaTh TaKi
MIOIIMPEH] 3aXBOPIOBAaHHS SIK XBOpoOu Aunbireiimepa i [lapkiHcoHa, racTpoiHTecTH-
HaJbHHN peduItoKC, IyKPOBUH AiadeT 2 THITY, MITOXOH/IpiallbHA MiOTaTisl, CHHIPOM
JIEMEHIIii Ta Xopei, CHHIPOM panToBOi AUTAYOI cMepTi 1 iHmm. OcoOMUBICTIO criaji-
KOBUX MITOXOHJIpiaJbHUX 3aXBOPIOBaHb € T€, II0 BOHH MOXYTbh HE MPOSBIATUCS
MTOBHICTIO, OCKIJIbKY 3MiHU (PYHKITIH MITOXOH/PiadbHOTO IWXaHHS, CIIPUYHHEH] MY-
tarismu aeskux MTJHK, koMneHCyoThCs IHITUMEI MITOXOHAPISAMU, SIKUX Y KITITHHI
HamiayioTh 100-1000 i kokHa 3 skuX mictuth 1o 2—19 komiit MT/IHK. Jledextn
JUXAJTHHOTO JIAHITFOTA MITOXOHIPi MOXYTh IPOSIBUTHCH y OY/Ib-SIKOMY BIlli.

YHacnigok cnagkoByx MiTOXOHApPIaNbHUX XBOPOO HaMyacTille BpaXkalTbCs
opraHu LeHTparnbHOi HEPBOBOI CUCTEMU, MiOKapd, i CKENETHI M’sa3u. [onos-
HUMW KNiHIMHUMKX NposiBaMM MiTOXOHZpianbHUX XBOPOO € eHuedanomiona-
Til, KapgioMionarii, aTpodisi 30pOBOro HepBa, NMOPYLUEHHS MeTaboniamy
nipyBary i nakrary, (epMeHTIB AMXarbHOro naHutra Ta iH.

Jns ikyBaHHSI MITOXOHJPiaJIbHUX 3aXBOPIOBAHb MPOMNOHYIOTh KETOICHHY
Ji€Ty B MOE€JHAHHI 31 CYKIMHATOM. PEKOMEHyI0OTh YHUKATH JOBIOTPHBAJIOrO TOJI0-
IOyBaHHA Ta 0arartoi Ha BYIIEBOAM 1XKi, TPUBAIUX BAXKKUX (PI3MUHMX HABaHTAXKEHb,
MiATPUMYBATH BOAHO-COJBOBHM OaslaHC, a TAKOK BUKIIOUUTH MPENapaTH, sSKi rajb-
MYIOTh EHEepreTHYHi mpotiecH (0apOiTypaTu, mpernapary BalbIIPOEBOI KUCIOTH, XJI0-
pamdenikon). baxkaHo 3ano0iraTi NEPOKCUTHOMY YIIKOJHKEHHIO MITOXOHIPiaThHIX
MeMOpaH 3a goromororo BitamiHiB C i E sk anTHOKCHAaHTIB. {15 TiABUIEHHS TH-
XaJIbHOi aKTMBHOCTI MITOXOH/PiA PEKOMEHIYIOTh CIIOKMBATH KOPEPMEHT Q, CyK-
uuHar Harpiro, Bitaminu C, K, (pinoksinon), K, (Menaxion), ine6eHoH i L-kapHiTuH.

17.2. MOPYWEHHSA BIOEHEPTETUYHUX INMPOLECIB
I IXHS POAb Y PO3BUTKY IHLLIMX 3AXBOPIOBAHb

17.2.1. Pak

st pakoBUX KJIITHH XapaKTepHHH HEKOHTPOJIbOBAHWU picT, 3a0JI0KOBaHUI
aronTo3 1 MOTYKHHI aHaboITYHII MeTabomi3M. TpaHncdopmarlis KITTHH Yy 3JTOSIKICHI
3aITyCKA€ThCS aKTUBAIII€I0 OHKOTCHIB 1 MPUTHIYEHHSM T€HIB-CYIIPECOPIB, IO CYIIPO-
BOJDKYETHCS TIEPENPOTpaMyBaHHIM METa00Ii3My. Y PaKOBHX KIIITHHAX BiZ0yBa€ThCS
HEHOPMAJILHUH TIEPEPO3MOLT CHEPTETUIHOTO META00IIi3MY MK TJIIKOII30M 1 OKHCHUM
(hocopumoBanssM (epext BapOypra) BHACTIAOK MOPYIISHHS B3a€EMOIii MiXK paKo-
BHMH CyIIpecopaMu, 30KpeMa, pS3, i KOMIIOHEHTaMH, SIKi BU3HAYAIOTh MITOXOH/Pi-
ATBHUAN IIISX PO3BUTKY arlONTO3Y.

Po3ymiHHS poii MITOXOHAPiIH y PO3BUTKY HOBOYTBOPEHb MOXKE CHPHUATH PO3-
poOTIi HOBUX MIAXOMIB MO JIIKYBAHHS OHKOJIOTIYHHX XBOPHUX 1 CTBOPEHHIO HOBUX
TepaneBTHYHUX MTPOTUPAKOBHX Ipenaparis.
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Po3gin 17. MITOXOHAOPIANBHI XBOPOBM

Edpekt Bapbypra — ue iHTeHcudiKawis rmikonidy y pakoBux KniTMHaX HaBiTb
3a aepobHUX YMOB yHaCMigoOK HaAMIPHOI ekcnpecil TpaHCNopPTEpIB MHOKO3MU,
BMCOKO| akTUBHOCTI hepMEHTIB IMiKoni3y, a TakoX NaKkTaTAeriaporeHasu.

TumoBuMU IS paKOBUX KIIITHH € aKTHUBAIS TIIKOJI3Y 1 MPUTHIYEHHS] OKUCHOTO
(dhocopuiroBanHs, y pe3yibrari 4oro cuate3 AT® poszaieHuit npubIIM3HO MOPIBHY
MK MMM JIBOMa CIIOCOOaMHU MOCTayaHHs eHeprii. 3a3Buvail y OUIBIIOCTI KIIITHH
noHaz 90 % eneprii mocrayaeTbcst BHACIIAOK OKMCHOTO (hoCOpUIIOBaHHS. 3a OKHC-
JICHHS OZTHI€T MOJIEKYJTH TIFOKO3H Y TIIKOJI31 YTBOPIO€ThCs 1B1 Monekyn AT, Toxmi
SK y Tporeci OKUcHOTO (hocdopuiroBanHsi — nmonan 30 Monexyn (IuB. po3ninu 7
i 12). O1xe, pakOBUM KJIITHHAM HEOOX1THO yTHIII3yBaTH IIIOKO3W Habararo Oiiblie
1 B IecATh Pa3iB WIBUALIE, HI’)K HOPMaJIbHUM TKaHUHAM. Lle Oyi10 BCTaHOBIIEHO METO-
JIOM TIO3UTPOHHO-eMiciiHO1 Tomorpadii (ITET) 3a Bukopucrants mapkepa '*F-n1eokcu-
[JTFOKO3M, SIKHH aKyMYJIOEThCS Y MMyXJIuHax (IuB. posmin 18, puc.18.7).

[TyxnuHu 3a3Buvaii mepeOyBarOTh B yMOBAX TIIOKCiI, TOMY IO Ha MMOYaTKOBil
cTalil pO3BUTKY BOHM HE MAlOTh PO3Tajy’KEHOI Mepexi KamyispiB. Y MoAaIbIIoMy
3MosIKicHa TpaHchopMarlis myXJInHA 000B’I3K0BO Niependadae popMyBaHHS BIACHOT
KamuIsIpHOT MepexKi, Ka, OTHaK, Ma€ HeBHOPMOBAHY XaOTHUHY CTPYKTYPY, IO 3HHKYE
LIBUKICTH KPOBOOOITY, a BiITaK — MOCTaYaHHS PAKOBUX KITITUH KHCHEM 1 MOKHBHU-
MU pedoBHHAMH. PakoBi KITIITHHM, sKi mepeOyBaloTh Bl HAWOMMKYMX KAITiJIspiB Ha
BizcTani, 6impmriit Hixk 100 un 200 MM, oTpuMytoTh AT®, TOII0BHO, 3aBASIKH TITKO-
ni3y. [TopiBHSHO 3 HOPMaJIbHUMHU KJIITHHAMH, BOHU CIIOXKHBAIOTH O1JIbIINY KiJIbKICTh
[JIFOKO3H, TIEPETBOPIOIOYH 11 CIIOYaTKy Ha MipyBaT, a MOTiM, BAKOPUCTOBYIOYH YTBO-
pennit HAJIH, Ha makrar. YacTKOBO MiIBUIIIEHHS IIBUIKOCTI TIIKOJI3y MOXke OyTH
OB’ s3aHE TAKOXK 13 MEHIIOK0 KUTbKICTIO MITOXOH/IPIM Y MyXJIMHHUX KIITHHAX. Yum
MeHie AT® yTBoproeThest y Tipotieci OKUCHOTO (hOoCcOPUITIOBAHHS B MITOXOHIPISX,
UM Oinbia norpeda kiiTHHN B AT®, 110 CHHTE3Y€eThCS Y TPOIIECi TIIIKOMI3Y.

llle omganM mosicHeHHAM edekTy BapOypra moxe OyTw HaaMipHa eKcrpecis
TPAHCTIOPTEPIB TIIIOKO3U Ta BUCOKA aKTUBHICTH (DEPMEHTIB TITIKOII3Y, 30KpeMa, TeK-
cokiHasu, GochodpyKTOKiHA3H, MipyBaTKiHA3M, & TAKOXK JAKTATACTiAPOTCHA3H.
I'excokinasza Il, sika 3B’s13aHa 3 TUTO30JbHUM OOKOM BHYTPIIIHBOI MiTOXOHPianbHOT
MeMOpaHH, € HEIyTINBOIO 0 000POTHOTO MPUTHIYEHHS TITF0K030-6-hochaTtom. Lleit
(hepMeHT MOKe MOHOTIONI3YBAaTH CHHTE30BaHNUN y MiToxoHApisx AT®, Bukopucto-
BYIOYHM HOTO JUIsl IEPETBOPEHHSI TIIIOKO3H Ha TIIIOK030-6-(ocdar i 3MyIIytoun KIIiTH-
Hy Oe3nepepBHO 31IHCHIOBATH HOTO IIIKOJNITHYHE NMEPETBOPEHHA. 3 1HIIOTO OOKY,
00Me)KeHHS MITOXOH/IPiaIbHOTO METa00IIi3My B PAaKOBHX KITITHHAX MOKe Oy TH CTIpH-
yuHeHe 1HTi0yBaHHSIM TipyBaTAETiApOTeHa3!n Yepe3 HaIMIpHY eKCIpecito KiHa3u
nipyBaraerigporenasu ¢akropom HIF-1o, npsMuM BIUIMBOM Ha aKTHBHICTH TpaH-
CIIOPTY €JIEKTPOHIB Ta iHriOyBaHHIM MMOTEHLiaN3aIeKHIX aHioHHKX KaHatiB (VDAC),
10 00MEXKY€E TPAHCTIOPT MK MATPUKCOM MITOXOHJPIH 1 ITUTOTIA3MOTO.

Bbararo pakoBuX KIIITHH MOXYTh POCTH 32 HAABHOCTI “HETIIKOMITHYHHUX CyO-
CTpariB (30KpeMa, rajlakTo3H 3 IyTaMiHOM) Y1 32 HU3bKUX KOHIIEHTPALii TIIOKO3H,
3aBISIKM OKUCHOMY (hocdoprurroBanHI0. OTHAK SIKIIIO KOHIIEHTPAITisS IITFOKO3H 3pPOCTaE,
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KIIITUHU 3HOBY “TIEPEMHUKAIOTHCS Ha DIIKOMITHYHHHA NUIIX. Take 000poTHE mepe-
MHKAaHHS KaTa0oJTi3My Ha TITIKOJIi3 3a 301 IhIIIEHHS KOHIICHTpPAITil TITFOKO3H B CEPEIOBH-
mi croyatky Gys10 ormmcaHo y ApixIKiB i HazBaHO edexTom Kpebpi. Moro cocte-
piraroTh yke 3a KOHIEHTpaLii TIIoKo3u 5 MM.

CuHTe3 DIKOIITHYHNX (DEPMEHTIB Y MyXJIMHHUX KIITHHAX KOHTPOJIIOIOTh O17IKH —
MIPOIYKTH OHKOTCHIB 1 TeHIB-CynpecopiB, Hanmpukiam, RAS 1 TP53. Pazom i3 Bimmo-
BIZTHUMU TpaHCKpHIIIHUME (pakTopamu TP53 mepimoueproBo KOHTPOIIOE EKCIpe-
CilI0 YHCIICHHUX TEHiB, SIKi PEryJIIOl0Th KIITUHHUNA UK. Y HOPMalbHHUX KIITHHAX
KOPOTKOTEPMIHOBE BUCHAKEHHSI PIBHS IJTFOKO3H CIYT'Y€ CHUTHAJIOM JIO iHTiOyBaHHS
KJIITHHHOTO ToAiy. Lle# curnan omocepenkoBanuii uepes AM®D-3anexHy KiHa3y, SKa
(dhochopunioe i aktuBye p53. Kpim toro, pS3 3anobirae edexry BapOypra, ctumyiito-
toun TP52-akTrBoBaHu# perynsTop rikomnisy i anontosy (TIGAR), mo npu3BoanTs
JI0 4aCTKOBOTO iHTi0yBaHHS pochodpyKTOKiHA3H, a BIATAK 1 TIIKOIIi3Y, 3 ITOAAJIBIIIO0
aKTHBAII€0 TIeHTO30(OCPaTHOTO MULIXY, B PE3YIBTATI SIKOTO 3pOCTA€ BiTHOBICHHS
muToruiazMaruaHoro HAJI®H" i onipHicTh 10 okcuaaTuBHOTO cTpecy. [eH-cympecop
TP53 cupusie excrpecii OUTKIB AuxaibHOTO KoMIuiekcy 1V yepes dakrop “cuHTesy
nuToxpoM ¢ okcumasu 2” (SCO2). YV pakoBuX KIITHHAX i3 MOMIKOIKEHUM P53 00-
MEKEHHS TITIKOII3y HEMae 1 eKCIpecis O1UTKiB koMmIuiekey [V 3MeHieHa.

MiToxoHAapii 3any4yeHi y npouec Heonnasii KNITUHW, KONW Ha Thi edekTy
Bapbypra pakosi cynpecopu (3okpema, TP53) BTpayatoTb KOHTPOrb Haz
MITOXOHAPIanbHUM LUISXOM anomnTosy.

binok p53 Mae 31aTHICT iHIYKYyBaTH aIornTo3, MePeMilly 0uiCh 10 MITOXOHAPIH
y BIAIOBiAb Ha MTOMIKOKEHHS siaepHoi JIHK, oHKOTeHHY AeperyisIiiio 9u 3arajbHe
OKCH/IATHBHE MOIIKO/KCHHS1. 3a acolliallii i3 30BHINIHBOI MEMOPaHOI0 MITOXOH I
P53 MoKe B3a€EMOJISITH 3 MPO- 1 aHTHAIIONTHYHUMH Oikamu poauHu Bel-2, 3ymoB-
JIOIOI0YH TTepMeadii3aliito MeMOpaHu i BUBUTRHEHHSI IIUTOXPOMY ¢. BiH Takox ak-
THUBY€E HU3KY (hepMeHTIB-Kacmas (HampuKIIam, mpokacnasu 3 19), hopMyBaHHS amor-
TocoM i mpoarnontuyHi 6inku (Bax, Bid Ta inmi) (puc. 17.3). Kpim toro, 6inok p53
iHrioye anTranontuyHi Oinku Bel-2, Bel-X ta inmi. Y pakoBux KiIiTHHAX 3 Jedek-
TUBHUM TP53 MpoanonTHYHMX 3a001KHUX MEXaHi3MiB 4aCcTO HEMAE.

Ille omarM GYHKITIOHATBEHUM MEXaHI3MOM, SIKHH TIOB’sSI3aHUNA 3 €HEPTETHIHUMHI
TIPOLIECaMHK Y KIIITUHAX i 3MIHIOETHCS 38 HEOTLIasii, € MeTabomianni musax PILK-AKT —
mTOR (puc. 17.4). Ilporeinkinaza B (AKT, ) akTuBy€ ri1ikosi3 pi3HOMaHITHUMM CIIO-
co0aMH i TaKOXK OTIOCEPEIKOBAHO aKTUBYE CEPHH/TPEOHIHOBY TpoTeinkinazy (mTOR),
sIka HaTOMICTh CTUMYJTIOE JITTTHAN 1 OUTKOBHIA O10CHHTE3 ISl POCTY KJIITHH Pa3oM i3
HiIBUILEHHSM cTabinbHOCTI TpaHckpunmiiHoro ¢akropa HIF-1a. HIF-1a Bigirpae
Ba)XXJIUBY POJIb B aJlalTallii /10 TilOKCii, MOCIIIOYN DIiKoi3 (uB. po3aun 16). [To-
CTiiHA Jlerpajalist oro (hakTopa y pe3yibTari MOCHiJOBHOT il PO IpOKCHIa3n
1 yOIKBITHHIIIra3u MOJke OyTH TTOpYIIIEHAa y PAKOBUX KIITHHAX depe3 MyTallii OiIKiB
VHL i Takox uepe3 myTarii pepmenTis imkiry Kpebdca, 30kpema, CyKIHaT/ieriiporeHa-
31 1 pymaparrigparasu. Lle cnpuumnnse akyMyaroBaHHS CyKIMHATY, SIKMH, Y CBOIO Uep-
Ty, MOKE 1HTIOyBaTH O-KETOTITyTapaT3aIeykHy TPOJIUITIIpOKCHIasy (IUB. po3air 15).
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Takoxx HIF-1o akTuBYye KiHa3y mipyBaTAErigporeHas3u i TaKUM YMHOM iHTi0ye mipy-
Barjerigporenasy. Omxke, epexrun HIF-1o y myxnmHax cripspkeHi 3 akTHBALIEIO TITi-
KOJIi3y # iHT10yBaHHSM IMUXAJIbHOTO JIAHIIIOTa MITOXOHAPIH.
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Puc. 17.3. 3anexHi Big p53 anontuyHi MexaHiamu: Apaf-1 — OCHOBHUI KOMMOHeHT anontocoMm; IAPs —
iHribiTopu kacnas; Smac — iHribiTop |APs. IHLWi NOSCHEHHS AMB. y TeKCTi

daxrop TpaHckpuniii c-Myc, sknit KomyeTbes oakoreHoM MYC, B3aemofie i3
HIF-1a, 3ymoBior0un 3poctanHs excrnpecii miikomitnaaux ¢epmentis. Lle Takox
CTUMYJTIOE METa00ITi3M MITOXOHPIaTBHOTO TIyTaMiHy, SKHH MoXe OyTH BasKIHBUM
aHaIUIEPOTHYHUM (DaKTOPOM JUIsl TIOCTa4aHHs sIK cyOcTpariB y nuka Kpebca, Tak
1 aMiHOKHCIIOT JIJIsl CHHTE3y OUIKIB y myxymHax. LlikaBo, 110 B IESKUX MyXJIMHAX 3a-
peeCTpoBaHa eKCIpecisi MyTOBaHUX (HOPM MITOXOHIPIabHOI UM ITUTOTUIA3MATHIHOL
HAJI®-crrerudivHoi i301UTpaTaeriiporeHasy, Mo KaTajlizye peakiliio BiJHOBICHHS
OL-KETOITyTapary 10 2-T1iAPOKCUIITY TapaTy, aKyMYJISILs SIKOTO CTUMYITIOE PIiCT ITyXJIMHH.

Bararo npotunyxMHHAX TpernapaTiB akTHBYIOTh MITOXOHAPianbHUHN IUISIX KIITHH-
HOTO anonTo3y — abo uepe3 aKTUBALLIO TIOPH TPAH3IEHTHOI MPOHUKHOCTI 30BHIITHBOT
MeMOpaHU MITOXOHJIPid, a00 uepe3 iHriOyBaHHS aHTHAMONTHYHUX OLIKIB, 30KpeMa,
pomwan Bel-2. Bricoka 3anekHICTh pakOBHUX KJIITHH BiJ TITIKOJI3Y 3YMOBIIOE T€, IO
TIpernapary, sKi S TAMYTh Ha TTIKOJI THYHAH ITPOIIEC, MAaTUMYTh CEIEKTHBHY TOKCHYHICTh
JUTS PAKOBUX KJIITUH. TakuM MEPCIIeKTUBHUM IIPENApaTOM, 30KpeMa, € aJIKiTyI0urii areHT
3-OpoMortipyBar, kUil iHri0ye y TBApHHHUX MOJIEIISIX IIBUIKOPOCTYUHX ITyXJIMH AKTHB-
HICTh (pepMeHTiB TIMiKOIi3y — rekcokinasu 11 i rminepanbaerindocdaraeriqporeHasu.
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Puc. 17.4. CurHanbHi MexaHi3amu, Wo akTuByoTbCa dakTopammn pocTty B nyxmuHax: EGFR — peuenTop
enigepmanesHoro gaktopa pocty; HER2/neu — peuentop nogcbKkoro enigepmarnsHoro dakropa
pocty; Ras —marni 'T®-asu, oBepekcnpecis sk1x 3ymMoBIioe pak; Pl.K — docdatnauniHosuron-
3-kiHa3a; NF-1 — HerpodibpomiH; PTEN — reH romonora gocdarasu i TeH3uHy (6rnokye
KNiITMHHUIA umkn Ha cTagii G1); TSC2(1) — TybepuH (ramapTuH); RhebGTP — TP-38’a3ytounii
6inok, romonor Ras; Rapamycin — imyHogenpecaHT, skuin 3anobirae aktmeadii T i B kniTuy;
SDH - cykuuHatgerigporeHasa; FH — cdymapartrigpatasa; PHDs — meTtaboniyHi ceHcopu
nponinrigpokcunas; VHL — 6inok doH lNnnens—liHgay (von Hippel-Lindau). IHwi noscHeHHs
B TeKCTi Ta y cTaTtTi [Shaw, 2006]

17.2.2. MITOXOHAPpIi Ta NOWKOAXEHHs cepusi
3a iwemii Ta penepdysii

3a 3pocTaHHs HaBAHTAKEHHsI 00°€M KPOBI, 10 MEPEKAYYETHCS CepIeM, MOXKE
3poctu 3 5 10 30 i1 3a xB. Tomy poOoTa ceplis MOBCSKYAC 3AJCIKUTH BiJl 3MaTHOCTI
MITOXOH/IPi#i KapAiOMiOIMTIB BiAMOBIgaTH Ha WOTo eHepreTHuHi morpedu. Ca*'-
3alie)kKHa CHTHATI3aIlisi MITOXOHAPIH OMOCepeKOBYeE Iiel mporec 0e3 CyTTeBOTO
3MEHIIICHHS MEMOPaHHOTO MTOTeHITiany (Ay) J10 TUX ITip, JOKU HASsBHUH HOPMAJIbHUI
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KOpOHApHHH KpoBOIUIMH. OTHAK SKIIIO BiH CIIOBUTEHIOETHCS, HAIIPUKIIA, 32 PO3BUTKY
iH(bapKTy MioKap/a, TO pO3BUBAETHCS HU3KA MATOJIOTIYHUX MIPOIIECIB, YV TKUX MITOXOH-
Jpil BigirparoTh BU3HauaibHy posib. Metoau *'P-SIMP-cniektpockonii Ta HAJI(®D)
H-dmroopockomnii ganm 3Mory BCTaHOBUTH, LIO B 130Jb0BaHOMY Tep(y30BaHOMY
CepIli PO3BUBAIOTHCS KOMIIEHCATOPHI MEXaHI3MH, 110 MiHIMi3yFOTh 3MiHU Ay yrt ApH™
3a IHTEHCHBHOI poOoTH cepil. OMHUM 13 TaKMX MEXaHI3MIB MOXKe OyTH 3pOCTaHHS
AKTUBHOCTI KpeaTHHKIHA3H, sIKa 37aTHA CTabili3yBaTn MEMOpPaHHHI OTEHIaT MiTo-
XOH/IPi 32 Pi3KOTO MiZABUIIEHHS aKTUBHOCTI CEPLIs, ajle BOPOAOBK KOPOTKOTO MEPIOAY.

[H]apkT Miokap/a HaliuacTine BHHAKAE yepe3 OIOKYBaHHS KOPOHAPHUX apTepiH,
SIKi TIOCTAYAI0Th JIIBUH IITyHOYOK KPOB’10, YHACIITOK YOTO BUHUKAE iIIeMivHa 30Ha.
[ikosti3 He MOXe MOBHOIIIHHO KOMITEHCYBATH MOPYIICHHS OKHCHOTO (OCHOPHITIO-
BaHHS, OCKUIBKH 3aKUCIIeHHS (anuaudikaiiis) MUTO30II0, 10 BUHUKAE Yepe3 Mpo-
IYKIIIO JaKTary, iHrioye gocdodpykrokinazy. 3menmenHs npoaykmii AT® mpu-
rHigye aktuBHiCTS Na'/K'- i Ca*'-momrn, mia3MaTnyHa MeMOpaHa IemoIsIpU3yeThCs,
a 1MTO30JbHA KoHIEeHTpalis Ca?"' 3pocrae. BUCHaKeHHSI BHYTPIlIHbOKIITUHHOTO
MyJly aJeHiHOBUX HYKJICOTH/IiB TPU3BOJUTH A0 OKUCICHHS KCAaHTHHOKCH1a3010 KCaH-
THHY, SIKHH MOXe OyTH JDKEpEJIOM YTBOPEHHS CyIIepOKCHTY HaBiTh 32 JIy’Ke HU3bKO-
TO piBHS KHUCHIO. 32 BUCOKOI ITMTO30JIbHOT KOHIIeHTparii Ca**, Hu3pkoro piBHsa ATD
1 32 OKCHJIATUBHOTO CTPECy MITOXOHJpialbHa 1MOpa TPAH31EHTHOT MPOHUKHOCTI HE
AKTHBY€ETHCSI IPOTATOM 1LIEMIYHOTO MEPioAy BHACIIIOK, MOXKIIMBO, 3aKUCIICHHS 11~
TO30JIIO.

{06 3armo6irTe HEKPO30Bi, BKIIUBO SKHAWIITBH/IIIE BIAHOBUTH KPOBOOOIT. OHAK
cama penepdy3isi 3yMOBIIIOE TTOIIKO/DKEHHs (“TpaBMu periepdy3ii”’), OB’ si3aHi 3 MiTO-
XOHpiaJIbHOIO TIOPOO TpaH3i€HTHOI MpoHUKHOCTI (puc. 17.5). [TapanokcansHo, ane
BiJTHOBJICHHS ITOCTa4aHHS KHCHIO JIO KapIiOMiONUTIB 30irae€ThCs 3 TIOBEPHEHHSIM 10
uedrpaigproro pH, mommaanusm Ca** MITOXOHAPISMHU 3 IIUTO30ITIO, TIOAAJIBIIOK aK-
THBAIII€I0 YTBOPEHHS aKTUBHUX (hopM oKcureHy. CaMe panKaid OKCUreHy HalOiIbII
YIIKOJDKYIOTh KapIioMiOIUTH. Yce 1€ pa3oM CIpHsie BiAKPUBAHHIO TOPH TPAH31EHTHOL
MTPOHUKHOCTI MiTOXOH/piH. J[oka3u TOro, 10 BOHA aKTHBYEThCSI IPOTSTOM pernepdysii,
OTPHUMAaHO Ha MOJEINI rmep(y30BaHOTO ceplis 3a BUKOopucTanHs [*H]-meokcummokosmn,
sika POCHOPHITIOETHCS Y IUTOIIIa3Mi 10 AEOKCUIITIOK030-6-hocdary.

3a iHhapkTy Miokapga rmikonia He MoXKe afgeKBaTHO KOMMEHCYBaTK Mopy-
LLIEHHSA OKUCHOIO hOCHOPUIIIOBAHHS, OCKINbKM BHACNIAOK YTBOPEHHA Nak-
TaTy BHYTPILUHBOKIITUHHUIA BMICT 3aKUCHOETLCH. BigHOBNEHHA HOpMmarib-
HOro KpoBormnocTavaHHs (penepdysis) 4acTo NPM3BOAUTL OO0 MOLUKOOXKEHb
MioKap4a, Lo MOB'A3aHO 3 HEKOHTPOMbOBAHMM BiOKPVMBAHHAM NOpY TpaH-
3iEHTHOI MPOHWMKHOCTI Kpi3b MITOXOHApPianbHy MembpaHy Ta 3 reHepadieto
aKTUBHUX (POPM OKCUrEHY.

JIBa MOXKJTMBHX MEXaHi13MU TIOIIKOKCHHS KIIITHH CepIls (armomnTo3 i HeKpo3) 3a
PO3BUTKY iH(papKTy MioKap/a HaBeJeHO Ha puc. 17.5. BcranosieHo, 1m0 Ha nepude-
pii iHpapKTHOT AUTTHKA MEPEeBaKHO PO3MIIICHI allONTHYHI KapIiOMIiONHTH, a B ii
cepenHi — HeKPOTHYHI KapliOMiOIIUTH.
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KniTuHHMI cTpec, 3ymoBneHui

iwewmieto Ta penepdysieto

MepeBaHTaXeHHs
MiToxoHapin Ca?*
i oKCaaTUBHWUIA CTpec

—>

\]

BiokpusaHHs
MiTOXOHApIanbLHOT nopu
TPaH3iEHTHOT NPOHUKHOCTI

Y

HabyxaHHs1 MiTOXOHAPIN
i MOLLKOMXKEHHSA
30BHiLLHBOT MeMbBpaHu

\

BuBinbHeHHS LuuToxpomy ¢
3 MIiTOXOHAPIN

|\

AkTuBaUisa kacna3

lNomipHe MOWKOOXKeHHS

3akpuBaHHsa
MITOXOHApIanbHOT nopu
TPaH3iEHTHOT MPOHMKHOCTI
i nocuneHHs ytBopeHHst ATO

AMNonTo3

Ha nepucpepii
iHbapkmHoOI GinsaHKU

Pos’eaHaHHA ANXaHHS
i oKMcHoro gocdopunioBaHHs

\]
Ceplio3He MoWKOOKeHHS

MitoxoHgpianbHa nopa
TPaH3iEHTHOT NPOHUKHOCTI
3anuLIaeTbCs BiAKPUTOLO,

a 3anacu AT® BuyepnyoTbcs

HEKPO3

YcepeduHi
iHbapkmHOT QinsaHKu

Puc. 17.5. MNocnigosHi yHKUiOHaNbHI 3MiHX Yy MITOXOHAPIAX CepLeBOro mM’s3a BNpOAOBX iWeMii Ta

penepdysii [Halestrap, 2006]

Koporki rinokciiini ceancu (puOIM3HO S-XBUWIMHHI 3yITMHKY Tiep(y3il 130160~

BaHoro cepist 3a O. JlanreHnopdom) MOKYTh 3aII00ITTH MiCISIIIEMIHHOMY TOIIKO-
JokeHHIO. [IprHaMHI MeXaHiuHI ITOKa3HUKH POOOTH ceplsd (JacToTa CKOPOUCHHS,
BHYTPILIHbOCEPLEBUI THCK a00 IIBUAKICTD “KPOBOIUIMHY ) JOCTOBIPHO BiTHOBIIIO-
FOTHCs LIBHIIIE 1 OBHiIE (prc. 1 7.6). Mexanizm Tak 3BaHOTO “ischemic preconditioning”
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Puc. 17.6. 3miHn T1cKy B NiBOMY LUIYHOYKY cepus Lypa, nepdysosaHoro 3a O. JlaHrengopdom, 3a BBy
iLemii (25 xB) i ABOX kOpOTkMX (no 5 xB) rinokcinHux ceaHcis (KIC). * — P < 0,05 vs. KoHTpornb
[Crestanello et al., 2002]
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Po3gin 17. MITOXOHAOPIANBHI XBOPOBM

yce IIe JUCKYTYEThCS, aje BiH MOXKE BKIIFOYATH IHTEHCH(IKAI0 3aXUCTy MPOTH
OKCHIAaTHBHOTO CTpecy, akTuBanito AM®-3anexHoil KiHa3u, MPOTEKTOPHUN ePeKT
HIF-1a (muB. po3min 16), 3MeHIIEHHS 3aKUCIICHHS ITUTO30JTI0, 3a1T00iraHHs HaaMip-
HOMY HarpomajpkeHHIo ioHiB Na' kimituHamu [Babsky et al., 2011] uu ioniB Ca®*
mitoxoupisimu [Crestanello et al., 2002]. IIpumyckaroTh, o y posi KapaionpoTek-
TOpiB MOXYTh OyTu aktuBatopu AT®D-3anexxnux K'-kanamis, sKi BiIKpHUBAIOTHCS
y BIMIOB1/Ib HA 3HIKEHHS TUTO30JIBHOTO piBHSI AT®, 3yMOBICHOTO KOPOTKUMH TilO-
kciinumu ceancamu [Crestanello et al., 2000]. Bapto 3a3HauuTH, 110 1€ MOXKE TIPH-
3BOJIUTH J10 HA0yXaHHS MITOXOHAPiaJIbHOTO MaTpukcy. Jlo BiAKpUBaHHS IUX KaHATIB
MOXKYTh MaTH CTOCYHOK 1 aKTHBHI (DOPMH OKCUTEHY, 110 BCTAHOBJICHO, OMHAK, TITHKH
3a YMOB in Vitro. SIlkuM 4nHOM HaOyXaHHS MITOXOHJAPIM MoXe OyTH MpHUYETHE N0
KapJIioMpoTeKTOPHUX e(DeKTIB, IIe J0Ci He 3 SICOBAHO.

17.2.3. MiTOXOHAPpIi, B-KAiTMHM i AiabeT

LykpoBuii niadeT 1-ro THITy 3a3BHYaii OB’ 13aHUI 13 Ay TOIMYHHHM MOIIKOKEH-
HSM y [[bOMY pPa3i B-KIIITHH TiAIUTYHKOBOI 3271031 1 CTaHOBUTH Bif 5 10 10 % ycix
BHITAJIKIB fiabeTy. XBOpi 3a3BM4aii MOTPeOYIOTh PETYISPHUX 1H’ €Ki IHCYIIHY.

Jis mykpoBoro fiabery 2-ro THIY XapakTepHHUM € BUCOKHUH PiBEHb TIIIOKO3H
y KpoBi B KOMOiHaIIii 3 iHCYTIHOBOIO PE3UCTEHTHICTIO, 30KpeMa, M’ A3iB i JKHPOBOT
TKaHWHU Ta BTOPUHHUM 3HIKEHHSM cekpelii iHcyniny B-xmitunamu. Ha choromgni
OpieHTOBHO y 3 % HaceneHHs YKpaiHH A1arHOCTOBAHO I[YKpOBH fiabeT. binburicTs
BUIAJIKIB IIyKPOBOT'O AiabeTy 2-ro TUILY paHille BBaXKaJIU CIIOPaJMYHUMU 1 3yMOBIIC-
HUMH B TIEpIIy 4epry okupinHsm. Oi3udHi BOpaBy Ta JI€TUYHE XapdyBaHHS € METO-
JIOM JIIKyBaHHS Ha [MOYAaTKOBUX CTaisX 3aXBOPIOBAHHA. AJle IOBEACHO, 1[0 TeHETHY-
Hi MyTallil BiIirparoTh BU3HAYAILHY POJIb CEPEll YNHHUKIB PU3UKY Pa30oM 31 CHOCOOOM
XKUTTA JironuHU. LlykpoBuii niabet 2-ro TUIly 3Ha4YHO HiJIBHUILYE PU3UK BUHUKHECHHS
CepLEBO-CYAMHHHX 3aXBOPIOBAaHbB, 1HCYIIBTY, CIIINOTH, HUPKOBOI HEOCTAaTHOCTI i po3-
BUTKY TPO(IYHUX BUPA3OK HIKHIX KIHITIBOK.

Jiist niaGety 2-1o THITy XapaKTepHO0, 0COOIMBO Ha IOYATKOBUX €Tartax, € iHCy IiHO-
PEe3UCTEHTHICTh — HETOCTATHS 010JI0TIUHA BIAMORBI/Ib KJIITHH Ha JIit0 IHCYITIHY 3a HOro
JIOCTaTHBOI KOHIIEHTpaIlii y KpoBi. JIoku B-KITITHHH TTiAIUTYHKOBOT 3271031 371aTHI BH-
pOOISITH HEOOXiHY KUIBKICTh 1HCYJIHY Ul KOMIICHCalii HACIiAKIB iHCYIiHOpE3HC-
TEHTHOCTI ¥ MATPUMYBaTH CTaH TilTePiHCYTIHEMIi, JOTH Y KPOBi He Oy/Ie Tinepriiikemii.
OpHax ycItij] 32 BACHAXKEHHSIM Pe3epBiB J-KJIITHH BUHUKAE CTaH BiJJHOCHOI HEOCTAT-
HOCTI 1HCYJiHY, IO MPOSIBISIETHCS MIIBUILICHHSM PiBHS TIIOKO3W Ta JIIiJIIB Y KPOBI,
a00 IITIOKOTINOTOKCHYHICTIO. HaTOMICTh MIOIIMTH ¥ aWITONIUTH HE OTPUMYFOTh J0-
CTaTHBOI KIJIBKOCTI [NTIOKO3H, @ B TENATOLUTAX CYTTEBUX 3MiH 3a3HAIOTh BYIJICBOJHEBHH,
T AHAN 1 OUTKOBHH 0OMiHH. XpOHIYHO ITiIBUIIICHUH PiBSHB ITUPKYITIOIOUNX TITFOKO3H
Ta )KUPHUX KHCIOT cripusie AucyHKuii i B-xmitua. ATD-3anexHa cekpelist iHCyniny
3HIKYETHCS 38 TPUBAJIOT /1ii Ha B-KITITHHU MiIBUIIIEHUX KOHIIEHTPALiN )KUPHUX KHC-
JIOT HaBiTh 0e3 IXHBOI “po3’eanyrouoi” nii Ha miToxoHapii [Ravnskjaer et al., 2005].
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VYci o3Haky piadbeTy 2-ro TUITY MPOSIBISIOTHCS TiINBKH TOM1, KOJIH B-KIITHHU Oijblie
HE B 3MO031 MATPUMYBATH TIIEPCEKPELI0 1HCYIiHY, HE3BayKarouH Ha II0YaTKOBE 301J1b-
LICHHS KUIBKOCTI 3-KJIITHH 1 TiJIBUIIIEHHSI €KCIIPECii reHa CUHTE3y 1HCYIIIHY.

Bigomo, 1o came MiTOXOHApIT BiAIrpaloTh MPOBIIHY POk y (i3i0JI0riyHOMY
MexaHi3Mi cekpertii incyminy B-xmituHamu (1uB. posain 17) [Szendroedi et al., 2012;
Supale et al., 2012]. 3 iHmoro 60Ky, 3MiHA PiBHS IHCYIIHY IPU3BOAATH [0 TOPYIICHHS
MIPOIIECIB AWXaHHS i OKUCHOTO (POC(OPUITFOBAHHSA B MITOXOHPISX 1HIIMX TKaHWH.
30kpeMa, B reviHmi 3a AediuuTy iHCYIIiHY Ta BUCOKOTO PiBHS IIIIOKO3U y KPOBI CHO-
CTepiratoTh HArpOMaPKeHHS JIiiAiB. JKUpHi KHCTIOTH MOXKYTb 3yMOBJIIOBaTH Ae(DEKTH
THCYJTIHCTHMYJILOBAHOTO TPAHCTIOPTY TIIFOKO3H Y CKEJIETHUX M’ 532X, OCKUIBKH 3HHUKY-
F0Th (hOCOPIITIOBAHHS PEIICTITOPA IHCYITIHY 0e3M0CcepeTHRO Yepe3 ICPBUHHY MIIICHb —
cyoctpar incyninoBoro pereniropa (IRS-1; puc. 17.7). Lli 3MiHA KOpEIIOIOTH i3 BHY-
TPIITHBOM ’SI30BUM BMICTOM TPHAIMJITIIIEPOIIB 1 BUTPHUX JKUPHUX KUCIIOT Yy TIIa3Mi
KpoBi. CribHa KOpeJsLis Oysa BUSBICHA TAKOXK MK PE3UCTEHTHICTIO 10 1HCY/IiHY Ta
KUIBKICTIO BiCLepajbHOTO KUpy. JKUPOBI JIETI0 HE TIIbKH 30epiraroTh i BUBLUILHSIOTH
YKHPHI KUCIIOTH, aJie TAKOXK € JPKEPENIOM TaKUX TOPMOHIB SIK JICTITHH, PE3UCTHH 1 /11~
TTOHEKTHH, IO BIUTUBAIOTH HA CHEPTETUIHUN OOMIH.

JleTanpHimie mpo posk JIiiB 1 JKHPHUX KHACIOT 32 PO3BUTKY Jia0eTy J¥B. OIS
Muxomnu Honibu y monorpadii Metabolic Sundrome [Doliba, 2016].
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Puc. 17.7. BnnuB XMPHUX KACNOT Ha iHCYNiHCTUMYNbOBAHUI TPAHCNOPT rM0KO3M y M'sidax [Shulman,
2000]: BKXK — BHYTPilWHBbOKNITUHHI xupu; DAl — giayunrnivepon; NKC — npoTeiHkiHa3a ¢

VY ckeneTHUX M’si3aX XBOPUX Ha IIyKPOBHIA JiabeT 2-TO TUITYy BUSBIIEHO MOIIKO-
JOKEHHST MiTOXOH/IPiaTbHOTO Oi0TeHe3Y, 0 MPU3BOIUTH 0 3HIKEHHS IHTEHCHBHOC-
Ti MITOXOHJIpiatbHOTO cHTE3y AT® pa3oMm 3i CyTTEBUM 3pOCTAHHSIM BMICTY TPHALIUII-
orinepoiiB. Ha mymky M. [BaOy Ta criBasr. [Iwabu et al., 2010], iHCyJiH y CKeleTHUX
M’s13aX KOHTPOJIIOE YTBOPEHHSI MITOXOHPIH Yepe3 3p0cTaHHsI KOHIIEHTPaLlii IUTO30JIb-
noro Ca*, akruBariiro AM®K i mozpansiie GpochopriIroBaHHs i aKTUBALIIIO PEIENTOpa
PGC-1a (peroxisome proliferator-activated receptor gamma coactivator-1ot). AxTu-
BoBaHa AM®K MorKke Takox MiIBUIILYBaTH aKTHBHICTh KapHITHH-aliITpancdepasu I,
10 CTIPHSIE aKTUBAIIil OKHCICHHS KUpHUX Kuciot [McCarty, 2005].
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LlykpoBun giabet 2-ro TMny — eHAOKPUHHE 3aXBOPHOBAHHS, LLIO CYNPOBOMAXY-
€TbCS BYCOKUM PiBHEM [TIHOKO3W Y KPOBi BHACMIAOK PO3BUTKY iHCYNiHOBOT
PE3UCTEHTHOCTI. Y CKENETHNX M'A3aX XBOPUX Ha LlyKPOBUI AiabeT 2-ro Tuny
NMOPYLUEHUIN MITOXOHAPIanbHUA BioreHes, Wo NPU3BOAUTL A0 3HWKEHHS
iHTEHCUBHOCTI cnHTE3dy AT® y MITOXOHAPIAX i CYTTEBOrO 3pOCTaHHS BMICTY
Tpraumnmiueponis. CnocTepiraeTbCs TaKoX MOCUITEHUIA BUXIS FIHOKO3M i3
MEeYiHKN Ta 3HWXKEHHS cekpeLil iIHCYymiHy B-KniTuHamu.

IeneTmannm anamizom excrpecii 22 000 TeHiB y TBapuH i3 HOPMAJIBEHOIO Ty TIN-
BICTIO JI0 IVIFOKO3H 1 3 IyKPOBUM JiabeToM 2-ro Tumy BcTaHoBieHo [Mootha et al.,
2003], o HaiOLIBII BUPaKeHOI 3MiHOO Oyiio 3HMkeHHs Ha 20 % ekcrpecii Ha-
Oopy reHiB, BiMOBITAIEHAUX 32 OKHCHE pochoprmoBanns. [1oaioHi pe3ynbrarn 0yiio
BUSIBJICHO 1y “nipeniabeTHYHUX” MUILEH 13 MOPYLICHOIO YyTIAMBICTIO 0 IIIOKO3H.
Taki reHeTHYHI MOPYIIEHHSI 0COOINBO XapaKTepHi I CKEJIETHUX M SI31B, CepIls Ta
Oypo1 KHPOBOI TKAHWHH — OCHOBHHX MICIIb, 1€ 3aCBOE€HHS IIIFOKO3H KOHTPOJIOETHCS
iHcyniHoM. Tak, y M’s3ax XBOpHX Ha JiabeT TBapuH aKTUBHICTh TPAHCKPHUILIIHHOTO
(akTopa Ta peryasTopa MiToxoHapiaibrHoro Oiorenesy PGC-1o. Oyna 3HWKeHa Ha
20 %. Pi3ke 301IbIIEHAS KUTHKOCTI IUPKYITIOIOUNX Y KPOB1 JKUPHUX KHCIIOT CITPUIHHSIE
3pOCTaHHS PE3UCTEHTHOCTI 10 iHCYMiHYy 03 JOCTOBIPHOTO BIUTUBY Ha (PYHKIIiFO MiTO-
XOHpii. TUM He MEHIII, TO€AHAHHS 3MEHIIICHOTO OKMCHOTO TOTEHIIIaTy Ta 301IbIIe-
HOTO IUPKYITIOBAHHS KUPHHUX KHCIOT MOXKE TIPH3BOJHUTH JI0 BHYTPIIIHEOM S30BOTO
HAKOMUYEHHS! TPUALMIITILEPOIIiB 1 MPOMIXKHUX MPOAYKTIB JiMiAHOTO OOMiHY.

17.2.4. MIiTOXOHAPIi, iIHCYABT i TAyTamMaTHa TOKCMUHICTb

Ha nroncekuii Mo30K mpunanae Tibku 2 % Macu Tina, aje BiH BUKOPHCTOBYE
maibxe 20 % 3aranpHO{ KITBKOCTI CIIO)KUTOTO OPTaHi3MOM KHCHIO, B OCHOBHOMY ISt
MiATPUMaHHS 10HHUX TPAJi€HTIB KPi3b IUIa3MaTHUHy MEMOpaHy HEHpOHIB Ta IJIii.

[Tpubnuszno 80 % HEepBOBHUX 3aKiHYEHB Y TOJIOBHOMY MO3KY CCaBIIiB BUKOPHCTO-
BYIOTh aMiHOKHMCIIOTY TJIyTamar sik HedpoTpaHcMmiTep. KoHleHTpaist Tiryramary
B IIUTOILTa3Mi HEHPOHIB € y nmiana3oni 1-10 MM, a B MO3aKIiTHHHOMY CEpeIOBHIII —
Tinbku 1 MKM. Lleit Benukuii rpaJieHT KOHIEHTpALill TiATPUMY€ETHCS TPaHCIIOPTe-
pamu aminokuciot (EAATs) y miazmarudiii MemOpani HelipoHiB i ruii. LIi Tpancmop-
TepH TIEPEHOCTH ITyTaMar 3aBJsSKH €HepTii eJIeKTPOXiMIYHOTO TpajicHTa ioHIB Na*
(AuNa®), a oTke, 3a1exaTh Bij eHepreTuuHoro 3abesnedenHs Na*/K -nommu. ATO
TaKOXK HEOOX1THUH 11t pOOOTH BE3UKYJISIPHOI TIPOTOHHOI ITOMITH V-TUTY i, BiJITaK,
JUTs OOMiHY TIPOTOHIB Ha TITyTamar Be3uKyisspHuME Tpancnioprepamu VGLUTs, yna-
CJIIJIOK YOTO BiH 1 HAKOMYYETHCSA Y CEKPETOPHUX BE3HKYJIax.

[Tix gac 1HCYABTY TOPYIIYEThCS MOCTAUYaHHS NEBHUX JUITHOK MO3KY KHCHEM,
TOMY TPAHCTIOPT €JIEKTPOHIB y MITOXOH/IPisSiX HEHPOHIB 1 TUIii € 3aiHri00BaHUM, a PiBEHb
uuTo301pHOr0 AT® mBuaKo nagae. [Tikoni3 He MoXe MOBHICTIO KOMIIEHCYBAaTH 1€
sHkeHHs piBHS AT®. 3a nux ymoB 3aatHicTh Nat/K*-nomnu miarpumysatu AuNa*
€ 00MEXEHOI0, a IIyTaMaT KaracTpo(iyHO BUBUIBHSAETHCS 3 KIITHH iIIeMi30BaHOI
TITSTHKY MO3KY.
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I'nyramar € aroHicToM pi3HOMaHITHUX 10HHMX KaHaniB 1 G-poTeiH3B’ A3aHUX
PELeNTOPIB, IKi Peati3yloTh KOPOTKOTPUBAT (MiTICEKYH/H) BILTUBH HEHPOTPAHCMi-
Tepa. OQHMM 13 TakUX penentopis € peuenrtop 1o N-metwi-D-acmapraty (NMDA),
SIKUH BiAirpae MeHTpaNbHY pOJb y TIpollecax HaBUYaHHS 1 maM’sTi. [ TyTamar akTUBye
Bxig ioHiB Na* i Ca’"y kiiTHHY 4epe3 KaHall [[bOT0 PelenTopa i TAKUM YHHOM IiJI-
TPUMY€ aKTHBHHUH cTaH KIiTHHA. OJHAK 32 yMOB TiNOKCIT 1€ € HeOE3MEeUHUM JUIs
KJIITHH 11IEMi30BaHUX JAUISHOK. BloGHEepreTUYHI HACIAKA XPOHIYHOI aKTHUBAIlil
NMDA -penientopa npezacrasieHi Ha puc. 17.8.

A®O _ Lnpkynsiuisa npoToHis
*® o >
b V4 + + + AT®-cuHTasa
\il/ (  Awxanbhuit nanuor
Ainmn p

Y

— Al® ATO

| S | W V4

AD® ATO ca?* Na* AQ® AT® .
K
1 SN
jﬁ‘?{) K
Ca?*-nomna NMDA-peuentop( L) ' Na*/K*-nomna
“Ca?t Na'

Puc. 17.8. bioeHepreTuyHi Hacnigkun xpoHivHoi aktusauii NMDA-peuenTopa. MNTI — nopa TpaH3ieHTHOT
npoHukHoCcTi, ADO — akTUBHI (OPMU OKCUTEHY

Xoua NMDA -pelientopu 3a3BHuaii MalOTh BHIIY CENEKTUBHICTE 10 i0HIB Ca’",
Hix 110 i0oHIB Na* (10:1), koHueHTpaitist Na* B mo3akiiTHHHOMY cepeoBuii € y 100
pasis Bumoro, Hixx Ca?’. Tomy BXig Na" kpize NMDA-penentopu y mMUTOIIIa3My
nepeuirye Bxig Ca®’.

[xinnmuBi Hacinku Bxony Na® e moasiitHumu. [lo-niepie, 11e cipudnHsie BEIn-
Ke HaBaHTaXXCHHS Ha MITOXOH/IPIi, siki moctauarote ATD miis BuBeaeHHs Na* 3 nuto-
mwta3mu Na*/K* -nommnoro. [To-apyre, akrusauis Nat/K*-momnu cnpuunHsie iHTeHCH-
(hixariro BBemenHs K* 3 KIITHH, II0 MOXKE TIPU3BECTH 10 MOTTHOICHHS MOPYIICHD
B IIIIEMi30BaHUX AIISTHKAX MO3KY. Bogrouac Bxig Ca?* kpiss NMDA-perientop mBuI-
KO 30iblrye KoHneHTpairo Ca’>" B 1uro30mi nmpubnusHo g0 0,5 MKM, micis 4oro
MITOXOH/IPIT TOYMHAIOTH aKyMYJIFOBaTH 11i Kationu. [Tornmuuanus Ca?* MiITOXOHAPISIMU
3YMOBJIIOE JIOIATKOBE HABAaHTAKCHHSI Ha TUXATBHUM JIAHITIOT. BpetiTi, Ko Hakomm-
YeHHsI KaTioHa B MaTpuKkci nepeBuiiye Ca’* -eMHICTh MITOXOH/PIT, TO aKTHBYETHCS
1opa TPaH3i€HTHOI IPOHUKHOCTI, Pi3KO 3HWXKYETbCS A\, 1 HEHPOH T'MHE BHACIHIJOK
HEKpO3y.
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[myTamaT y HerpoHu Ta KNiTUHW il TpaHcnopTytoTe Na*-3anexHi nepe-
HOCHUWKWN 3 BUKOPUCTAHHSAM eHepril enekTpoximiyHoro rpagieHta Na*, skui
nigtpumyeTbca Na*/K*-nomnoto. 3a iHCynbTy NeBHi AiNsHKU MO3Ky nepeby-
BalOTb B YMOBAaXx rinokcii, Tomy cuHTe3 AT® y MITOXOHOPIAX NPUTHIYEHWUIA.
Y KniTMHax ilemi3oBaHoi AiNsHKA MO3KY [NiKOMi3 He MOXe KOMMEeHCyBaTu
AediunT okncHoro bocopuntoBaHHs, BHACMiAOK HYOro piBEHb LIUTO301bHO-
ro AT® wBmnaKoO nagae, KOHUEHTPaLis rnyTaMaTy B MKKMITUHHOMY MPOCTO-
pi KaTacTpoivyHO 3pocTae i HEKOHTPOrboBaHO akTuBytoTbCA NMDA-peuen-
TOPW CYCIifHIX KMiTWH, WO NpM3BOAUTL OO iXHLOT 3arnberni.

Panime BBaxanocs, 0 OKCUAATUBHUN CTPEC BUHUKAE HA TOYATKY IMPOIECY
rIyTamar-iHiiiioBaHoi 3aru0erni HelpoHiB. TUM HE MEHIN, KOHIICHTpAIIisl CYTIEPOK-
CHJIHOTO paJfKaia 3pOCTa€ TUTBKH ICIS KONarncy Ay yHACTiI0OK TepeBaHTaKESHHS
MITOXOH/Ipii ioHamu Ca’' Ta iHIliFOBaHHS HEKPOTHYHOI cMepTi KIiTHH. O4eBHIHO,
110 BUPIMIATHFHUM (HaKTOPOM ¥ I1itt 60pOTHO1 HEelpoHa 3a )KHUTTS € ‘‘3amac JUXaabHOL
€MHOCTI” JIJIsl TiATPUMAaHHS POOOTH TNXaJIbHOTO JIAHITIOTA. Y JI0CIIIaX Ha KIITHHHAX
KYJIBTypax OyIb-sSKWi YMHHWK, 10 3MEHIITYE€ MAaKCUMAIbHY 34aTHICTh MITOXOHAPIN
reaepyBaru AT® (qacTkoBe iHTIOyBaHHS IEPEHOCY EIEKTPOHIB, OKHCHE MOIITKOKEH-
Hs Yepe3 a/ICHIHHYKIICOTHTPAHCIIOKa3y ad0 HaBITh M SIKE P03’ €AHAHHS, L0 TPHU3BO-
IUTH 10 30UTBIICHHS MPOHUKHOCTI MPOTOHIB KPi3h MITOXOHApiallbHYy MeMOpaHy)
MTOCHJTFOE CMEPTEIIbHICTB MapajiesIbHOTO IMaTOJIOTIYHOTO BIUTUBY ITyTamary. Ha nmporu-
Bary IbOMY, KOJIA TJTyTaMaTy Hemae, M’ sIKe po3’ €THAHHS MOXKE 1HIIIIOBaTH 3 TIEBHOIO
3aTPUMKOIO 3aXUCHUI MexaHi3M (protective preconditioning) uepes akrusauito AMPK
[Weisova et al., 2012]. V nporieci pociijpkeHHs HEHpoHiB Taka aktusailiss AM®K
IIPUBO/IHIIA /IO 301IbIIIEHHS aKTUBHOCTI mepeHocHrka rimoko3u GLUT3, no miasuien-
Hs1 3Ha4YCHHS AV i piBHS KIiTHHHOTO AT® 3 nofaibuIM BUMUBAHHSIM ITPOTOHO(OPA.

Miacymkn 17. MITOXOHAPIAABHI MATOAOTIT

e UYacToTa ypakeHHs OpraHiB CaJKOBUMHU MiTOXOHAPiaIbHUMU XBOPOOa-
MH pO3TallOoBaHa B PsIy: OPTaHH IIEHTPaIbHOI HEPBOBOI CHCTEMU —>
MiOKapJl —> CKeJIeTHI M 31 —> HUPKU —> €HIOKPUHHI OpraHu —> IeYiH-
ka. [0JIOBHUMHU O10XIMIYHMMH O3HAKAMH MITOXOHPIaJIbBHIUX XBOPOO
€ TOpyIIeHHS MeTabo0Ii3My IipyBaTy/IaKTaTy, a TAKOXK aKTUBHOCTI (hep-
MEHTIB JIMXJILHOTO JIAHIIOTa MITOXOHPIH.

e Jlns craJKOBUX MITOXOHJpiaJbHUX XBOPOO XapaKTepHE MaTepPHHCHKE
yCIaaKyBaHHs — XBOpOOY NepelatoTh JIMIIE )KIHKHU, aJie XBOPiOTh 0CO0H
000X crarei.

e MiToxoH/Ipii 3aITy4eHi y mpolec HeoIIa3MaTHIHO1 TpaHchopMatii Kiri-
THUHH, KOJIU BiA0yBa€THCSI HEHOPMAIILHUH IIEPEPO3MOIiNT CHEPTEeTUIHOTO
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MeTa0oJi3My Ha KOPUCTH IIIIKOTI3Y, a He OKHCHOTO (ochOopriTroBaHHS
(edext BapOypra), a Tako)K aKTHBYIOTHCS KJIFOYOBI (DEPMEHTH TITIKOII3Y
1 JIaKTaT/ACTiApOreHasa.

e [liyx gac iHpapKTy MioKap/a TIIiKOJI3 HE MOXKE aJIeKBATHO KOMITEHCYBaTH
MOPYIIEHHSI OKUCHOTO (PO CHOPHITFOBAHHSI, OCKITLKH BHACIZIOK yTBOPEH-
HS JIAKTaTy BHYTPIMIHbOKIITUHHUHM BMICT 3aKHCIIOETHCS, IO iHTi0ye
dbochodpykrokiHazy. AJe e 3aKHCACHHS, HMOBIPHO, HE J1a€ MOYKJIMBOC-
Ti aKTUBYBATH MIOPY TPaH31€HTHOI MPOHUKHOCTI HABITh 38 BUCOKOT IIUTO-
30ibHOT KoHIIeHTpalii Ca’’, Hu3pkoro AT® i OKCHIaTHBHOTO CTPECY.

e Jliis1 3ano0iraHHs HEKPO30Bi CEpIIEeBOT TKAHWHH BayKJIMBO SIKHAWIBU/IIIIE
BiJHOBUTH HOPMaJIbHUI KpoBOOOIr. [IpoTe penepdys3ist 4acTo 3yMOBIIIOE
nomkopKeHHs (“TpaBMu penepdysii”’) BHACIIIOK aKTHBAILIIT TOPH TPaH-
31€HTHOT MPOHUKHOCTI i YTBOPEHHS aKTUBHUX ()OPM OKCHUTCHY.

e s IiyKpoBoOro AiabeTy 2-ro THITy XapaKTePHUM € BUCOKHN PiBEHB TITFO-
KO3H y KPOBi BHACHIIOK PO3BUTKY 1HCYJIIHOBOI PE3UCTEHTHOCTI. Y CKe-
JETHAX M’ 532X XBOPUX HA IYKPOBHH Mia0ET 2-rO THUIY MOPYIITyETHCS
MITOXOHIpiaJIbHUH Oi0TeHE3, 10 MPU3BOIUTH 0 3HUKCHHS 1HTCHCHB-
HocTi cuHTe3y AT® y MITOXOHAPISX 1 CyTTEBOTO 3pOCTaHHS BMICTY TPU-
ammmnrinepoiriB. CrocTepiratoTh TaKOXK MOCHUICHUH BHUXiJ TIIFOKO3H
3 MIEYiHKH Ta 3HIKEHHS CEKpeLil iHCYIiHY B-KIIiTHHAMU.

e [liyx gac iHCYNBTY Yy IIEBHUX JIUITHKAX MO3KY, sIKi IIepe0yBarOTh B yMOBaX
rimoKcii, cuHTe3 MiToXOHApianbHOro AT® crioBinbHEHHWH. Y KITITHHAX
11eMi30BaHOI AUISTHKH MO3KY IJIIKOJIITUYHE PO3LICIUICHHS [VIFOKO3U HE
MOJKE KOMIICHCYBATH AC(IUT OKUCHOTO (hOCHOPUITIOBAHHS, BHACIIIIOK
90ro piBeHb HUTO30JHOr0 AT® MBHIKO 3HMKYETHCS, KOHIIEHTPALIis
IIyTamMary B MDKKIITHHHOMY TPOCTOPi KaTacTpo(idHO 30iIbIIyEThCS,
a NMDA-penientopu CyCiiHiX KJIITHH HEKOHTPOJILOBAHO aKTHBYIOTHCS,
10 TIPU3BOANTS J0 IXHBOT 3aruoOeri.

Q\ 3ABOAHHA | KOHTPOJIbHI MATAHHA

1. TosicHiTH, YoMy MiTOXOHAPiaIbHI XBOPOOH YCHAIKOBYIOTHCS JIHMIIIE 10 MATEPUHCHKIl
JTiHii.

2. Yomy penepdysisa micas imemii Miokapaa BUK/INKA€ CyTTEBI nopymeHHst GpyHkmii
MITOXOH/pii kKapaiomionuTiB?

3. Yomy nopyuieHHsI MiTOXOHAPiaJabHOTro 0ioreHe3y NPU3BOAUTD 10 PO3BUTKY HYKPO-

BOro aiadery 2-ro Tumy?

4. 3a Kol reHeTHYHOI XBOPOOM MOPYUIYETHCSI epeTBOPeHHs NMpomioHiI-KoA Ha cyk-
uuHiI-KoA, 110 3yMoBI10€ 0J1I0BOTY, CyTIOMH, PO3YMOBY BiICTAJTICTH i CMepPTh y paH-
HBOMY Bili?
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10

11.

1) MeTHIMaIIOHOBA ALTUACMIS;
2) beHinKeToHypis;

3) anpOiHI3M;

4) xBopoOa KIIEHOBOTO CHPOTLY.

3a sikoi reHeTHYHOI XBOPOOM NOPYILIYETHCS NepeTBOPeHHs (peHiIaIaHiHy HA TUPO-
3HUH, 110 3yMOBJIIO€ OJIIOBOTY B HOBOHAPO/:KEHHUX i pO3yMOBY BiicTaJlicTh?

1) anp0Oini3M;

2) METHJIMAJIOHOBA AIHIEMis;

3) xBOpOOa KJICHOBOTO CHPOITY;

4) QeHITKeTOHYPIs.

BuobepiTs Ha3By nepuioi MiTOXOHApiaabHOI XBOPOOH, 1110 Oysia onucana y 1962 poui:
1) cunapom Keiica;

2) xBopoba JlrodTa;

3) cunapowm Ilipcona;

4) cunapom MERRF.

Bubepith npaBuiibHi xapakTepucTuku cunapomy Kipuca—Ceiipa:

1) ue BapiaHT MiTOXOHApiadbHOI eHIedaoMionarii, 10 MPOSBISETHCS B AUTIUOMY Ta
FOHAITBKOMY BIIli;

2) BpaxkaeThCs MIrMEHTHUH eMiTeliil CITKIBKH 1 pO3BUBAIOTHCS MTOPYLICHHS IPOBIIHOCTI
CepIIs, aTaKCisl, MPUTITYXyBaTiCTh, pETHHOIIATIS;

3) y M’si3ax BUSIBIISIIOTB TOIIKO/DKEHI (pBaHi) M’s130Bi BOJIOKHA;

4) yci BiAIOBi/II MPaBUIIBHI.

MiToxoHapianbHUI IIJISIX PO3BUTKY aNonTo3y peali3dy€eTbesl Yepe3 BUBIIbHEHHS i3
MITOXOHIpiii:

1) xacnasu 3;

2) IUTOXPOMOKCH/IA3H;

3) cynepokcuny;

4) UTOXPOMY C.

Heiiponu i kiTHHM il 32 IHCYJIBTY THHYTh YHACJIIOK:
1) amonitozy;

2) HEKpO3y;

3) anumosy;

4) amkamnosy.

Edext Bapoypra — ue:

1) inTeHcudikaris KO3y B PAKOBUX KJIITHHAX HABITh 32 aepPOOHUX YMOB;
2) inTeHcudikaris DIKOIi3y B PAKOBUX KIIITHHAX 32 aHAGPOOHUX YMOB;

3) iHriOyBaHHS TPAHCIIOPTEPIB TIIIOKO3H;

4) 3HIKCHHS aKTUBHOCTI TeKCOKIHA3H.

3a indapkTy Miokapaa BHyTpiliHbOKIiTHHHE pH:
1) He 3MIHIOETBCS;

2) 3pocTae;

3) 3MEHIIYEThCS;

4) crae piBHOBEIHMKIM 0 30BHIITHHOKIITHHHOTO pH.
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PO3AIA 18

METOAMU KAITUHHOI
BIOEHEPTETUKMU

o BuAIA€HHS! MITOXOHAPIH i KAITUH

¢ BusHaueHHs1 akTMBHOCTI pepmeHTiB

e [Moasporpacpiunmuit meToa

¢ pH-Merpuunmit MeToa

¢ MeToA sIA€PHO-MarHiTHOTO pe30HaHCy

¢ MeT0A NO3UTPOHHO-eMicCiiHHOT Tomorpadpii

BupatHui dpisionor, naypeat HobeniBcbkoi npemii y ranysi disionorii
Ta MeguuuHu IBaH MNaenoB ctBepaxyBaB: “Memod — Halinepwa, OCHO8Ha
pid... Bid memody, eid criocoby dii 3anexums ycsi ceplio3Hicmb AOCTIOXeH-
HA. Memod mpumae y pykax donto docrnioxeHHsT. EHepreTuyHi coyHKUiT Kni-
TWH OOCNILKYOTh 3a AOMOMOTOH Pi3HOMaHITHUX BiodhisanyHmX, BioXiMidHMX,
LUUTOMNOrYHMX Ta iHWMX MeTodiB. Y po3aini Oyae pos3rnsiHyTo MeToau, siKi
Han4acTile BUKOPUCTOBYBaNU aBTOpPU LbOro NigpyyHWKa Ans AocnigXeHb
YHKLiOHanNbHWX NpoLeciB, Hacamnepen y MiTOXOHAPIsAX.

18.1. BUAIAEHHSI MITOXOHAPI METOAOM
ANOEPEHUIIOBAABHOIO UEHTPUODYTYBAHHA

MiToxoH/ApiT BUALISIOTH METOAOM JU(EPEHIIIOBAILHOTO IEHTPU(YTyBaHHS
[Babsky et al., 2001]. TkanuHy (HampHUKIaI, MEUIHKY UM CEPIIE) OXOJIOMKYIOTh TIPO-
TsiroM 10 xB y cepenopuiti romorenizaitii (0...+4 °C). OxonomKkeHy TKaHHHY TOAPio-
HIOIOTH 1 TOMOT€HI3YIOTh 32 IOTIOMOTOI0 Te(PJIOHOBOTO TOBKAYHKA Yy CKITHOMY TOMO-
renizaropi [Torrepa—EnbBereiima (Potter—Elvehejm) y chiBBinHOmEHHI 1 T TKaHUHU
Ha 8 MJ cepenoBuia BuAUIeHHS. CepenoBHIlle TOMOTeHI3allil 3a3BUYail Ma€ TaKUi
cxnan (y MM): caxapoza — 300, HEPES — 10, EI'TA — 1, pH 7,4. Lli inrpenieHtH
3a0e3reuyIoTh TOHIYHICTh pOo3uuHy (caxaposa), pH cepenosuma (HEPES uu mpuc-
Oydep) 1 MATPUMYIOTh HU3bKY KOHIICHTpAIIiI0 ABOBajIeHTHUX KaTioHIiB (EI'TA). s
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TKaHHH, SKi TOTPeOyIOTh OB “XKOPCTKOT” TOMOTeHi3allii y TOMOTeHi3aTopi THITY
CKJIO—CKJIO (cepIle, CKeJIeTHI M’si3M Ta iH.), JUIs cTabimizamii MiTOXOHIpialbHOL
MeMOpaHH y CepeIOBHINE BUAICHHS 000B’ I3KOBO JOJAIOTh ONMYaunii CHpOBATKOBHM
ansOymiH (BCA) y xonuentpauii 0,2 %. I3 romorenary TKaHMHM LHEHTPH(YTyBaHHIM
MTOETAITHO OCADKYIOTh (ppakmiro saep (3 xB 3a mpuckopenHs 150 g i 6e3 3ynmuHKH
ueHTpudyru4xs3a 300 g). MitoxonapiansHy Qppaxiiro OTpuMyIOTs HIEHTPU(YTyBaH-
HSIM HaJtocanoBoi pixuau potsaroM 10 xB 3a 4500 g. OTpumaHuii ocaj pecycneHsy-
IOTh BPYYHY B CEPEIOBHIII FOMOTEHI3allii, sIKe J01at0Th Y po3paxyHky 0,1 Mt cepemo-
Bumia Ha | T TkaHWHU (KiHIIEBa KOHIIEHTpallis Outka € mpuonmsHo 40-50 mr/m).
OTprMaHy CyCTEH31I0 MITOXOHJIPiii BUKOPHCTOBYIOTh, HAITPHUKJIAM, JJIsI TIOIAPOTrpa-
¢iunux ado AMP-nocnimkens. Yei onepanii oTpuMaHHs MiTOXOHAPiH Tpeba mpoBo-
muth 3a temneparypu 0...+4 °C. IIporsrom nomsporpadiqyHAX eKCIIEPUMEHTIB Tpo-
OipKy 3 opranenamu 30epiratoTh y HEI[ILHO 3aKpUTil CKILsHIN mpobipi (10—15 M)
Ha J160[1. 32 YMOB HOPIBHSUIBHOTO €KCIIEPUMEHTY MITOXOHAPIT Tpeda BUIIISATH OXHO-
YacHO 3 TKaHUH JOCIITHOI Ta KOHTPOJIHHOI TBAPHHH.

PisHa maca cybkniTMHHUX dpakuin (saep, MITOXOHAPIA, MIKPOCOM Ta iH.)
Oae 3MOory BUAINATK iX i3 rOMOreHaTiB TKaHUH METOAO0M AudepeHLitoBanb-
HOro LeHTpudyryBaHHsi, 3d6epiratoun 3a temnepatypu 0...+4 °C iXHi OCHOBHi
dyHKLUiOHaNbHi BIacTMBOCTI.

18.2. I3OAIOBAHHSA TEMATOUMUTIB

J1s1 130/110BaHHS IeNaTOLUTIB BUKOPUCTOBYIOTh 1BOCTadiiHuil MeTtox Cernena
[Seglen, 1976]. llIBuako BupizaHy NEUiHKY PEHUPKYIATOPHO Tephy3yIOTh Yepes3 BO-
PITHY BeHY PO3YHHOM JUUIsl BiIMUBAHHS BiJl KPOBI, IICIIS I[HOTO MEPEB’A3YIOTh HIK-
HIO [TIOPOKHUCTY BEHY 1 BBOISATH PO3UMH KOJIAr€Ha3H, SIKUH PEeLUPKYIIIOI0Th IPOTS-
rom 20-25 xB.

[Ticnist 3aBepieHHS pyHHYBaHHS KOJareHOBOI'O MAaTPUKCY MEUiHKY MEPEHOCATh
y 0a30Be Mo3aKIiTHHHE cepepoBuiie, mo mMictuth (y MM): NaCl — 140, KCI — 4,7,
CaCl, - 1,3, MgCl, - 1,0, HEPES-10,0, rmroko3a — 5,0, pH 7,4. BusinbHeHi 3 TkaHu-
HU TEMaTOIWUTH AUCIICPTYIOTh JIETKUM ITIIETYBaHHSAM 1 (QUIBTPYIOTh KpPi3h HEUJIOH.
Jis ouMIneHHsT CyCeH3ii TenaTonrTiB B/l 3aJIHIIKIB O3aKIITHHHOTO MAaTPUKCY Ta
MOUIKOPKEHUX KIIITHH 11 TPpHUi MPOMHUBAIOTH CEPEIOBUILEM, LIEHTPU(YTYIOUN KOKHO-
ro pa3y 3 npuckopeHasMm 50 g. [ nepeBipku IUTICHOCTI MIa3MaTHYHUX MEMOpaH
kiitunu GapOyroTs 0,1%-HUM PO3UMHOM TPUIIAHOBOTO CUHBOTO. {71 nossiporpadiy-
HUX JOCIIKEHb KUIBKICTh IHTAKTHUX KJIITHH Ma€ cTaHOBUTH noHax 80 % 3arajibHOT
KUTBbKOCTI KITiTHH. KiTBKiCTh remaTonuTiB mipaxoByoTh y Kamepi [ opsesa.

OCKinbKM IU1a3MaTH4Ha MEMOpaHa TenaToUUTiB HEMPOHUKHA Ul €K30T€HHUX
cyOcTpariB, 9acTo ii mepmMeadiizyroTh i3 BUKOPHUCTAHHSM JIUTITOHIHY 200 CaroHiHY,
SIK1 yTBOPIOIOTh KOMILJICKCH 3 XOJICCTEPHHOM IIa3MaTHYHOI MeMOpaHu. YHAcIiI0K
IOTO B MEMOpaHi BUHUKAIOTh CBOEPI/IHI MOPH, KPi3b SKi B KIITHHY MPOHUKAIOTh
cyOcTparn OKUCHEHHS Ta POCQOPIITIOBAHHS.
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18.3. I3OAIOBAHHA AUMHAPHUX KAITUH
MALWAYHKOBOI 3AAO3U1

CycneHsito 1301b0BaHNX NAaHKPEATUYHUX ALUHYCIB OTPUMYIOTh 3 BUKOPUCTAH-
HsM KonareHasu (tum 4, 220 ox./min) 3a MoangikoBaHUM MeTO0M Binbsimca 1 criiB-
aBT. [Williams et al., 1978]. Ilicis nekamiTariii y CriibHy )KOBYHY TTPOTOKY MOBIITEHO
BBOJISATH 5 MJI 6a30BOT0 MO3aKJIITUHHOTO CepeoBuIIa, 1o MicTuTh (y MM): NaCl —
140, KCI - 4,7, CaCl, - 1,3, MgCl, - 1,0, HEPES — 10,0, rmoxosy — 10,0; BCA —
2,5 mr/mn, coeBuit inri0iTop Tpuncuny — 0,1 mMr/mn ta konarenasy; pH 7.4.

BinmpemapoBany 3a1103y iHKYOyIOTh Y MO3aKIITHHHOMY CEPEAOBHIII 32 TeMIIe-
parypu 37 °C y TepMocTaTOBaHili BOSHIN OaHi, cTpyIIyouH i3 yactotoro 120 muk-
niB Ha xBunuHY. [licns iHKyOarlii TkaHUHY TiAIITYHKOBOT 321031 BiIMHBAIOTh 0a30-
BHM I03aKJIITHHHUM CEPEIOBUINEM, BI/UIUISIOTH TKAHUHY 3aJI03H BiJl TPOTOK 1 CY/TUH
Ta MEXaHIYHO TUCTepryioTh. OTpHUMaHy CYCHEH3i0 (iUIBTPYIOTh ISl BHITyYeHHS
OUIBIIKX 32 allMHYCH YacToK. BindinerpoBanuii npemnapar HalapoByOTh HAJT 5 Ml
0a30BoTO pO3UMHY 3 miABUIIEHOIO 10 4 % KoHmeHTpamicto bCA i aBa pa3u 1eHTpH-
GyryroTs ynpomosxk 5 xB 3 npuckopeHHsaM S50 g. [ToTiM anmHycH T0JaTKOBO OCaIKY-
0T y 5 MIT 0230BOTO MO3aKIIITUHHOTO cepeoBuIna. KimiTHHY TiIpaxoByOTh y Kamepi
TopsieBa. Jl7st O1iHIOBAaHHS LUTICHOCTI TJIa3MaTH4HOi MeMOpaHH KIITHHHU (HapOyoTh
0,1%-HUM PO3YMHOM TPUIIAHOBOTO CHHBOTO.

18.4. I3OAIOBAHHSA KAPAIOMIOUUTIB

Kitituau cepiist MoxxHa BHAUIATH acenTuaanM MeToroM [Osbakken et al., 1992].
[30:1p0BaHE cepiie 1a00paTopHOTro mypa cynepdy3ytoTh Kpi3b a0pTy AJIsl BAMUBAHHS
KpOBI MPOTATOM 5 XB MoudikoBaHUM po3unHOM Kpebca—I ercenetita, 1o Mae Takuid
cknan (y MM): NaCl - 118, MgSO, - 1,2, KCI - 4,7, rmoko3a — 15, Taypun — 5, kap-
uitue — 5, HEPES — 25, pH 7,4, 37 °C. Lleii po3unH IpOTATOM YChOTO 4acy Cymep-
¢ysii npomysators 100 % O,. [Ticns uporo cepue nepdy3yroTs me ynponosk 30 X,
JomaBIy 1o nepdysiitHoro po3uuny 30 Mr KomareHa3u AJIs MOPYIICHHS MIXKKITITHH-
HUX KOHTaKTiB. [licis nepdysii cepre moapiOHIOIOTH Ta iHKYOYIOTh 45 XB y cepeno-
Buii, mo MictuTh BCA. Cycnensito kiniTuH neHTpudyryors 1,5 xB 3a 70 g 1 ocan
KJIITUH CyCcHeHaAyroTh y 1—1,5 Mit cepenoBuina i3 po3paxyHky ~4—5 x 10° kmiTus/miI.

[30nt0BaHHA KNITUH NEYiHKKM, NiALWYHKOBOI 3an03n i cepus 34iMCHIOTb rne-
PEBAXXHO, BUKOPUCTOBYHUM MOMIPHI KOHLEHTpaLUil KonareHasu, ki pymnHy-
FOTb MDKKIITUHHI 3B’A3KM, MPOTE He BNNMBAKOTb HA CTPYKTYPY i OYHKLiT nnas-
MaTU4YHOT MEMOpPaHW.

18.5. BUSHAYEHHA AKTUBHOCTI ®EPMEHTIB

AKTUBHICTh cykuuHataerigporenas3u (dpepment xommuiekcy Il muxampHOTO
JIAHITIOTa MITOXOHAPIN) y TKAHWHAX MOXKHA BH3HAYaTH ABOMa MeTomamu. [leprmmit
METOJI IPYHTY€ThCS Ha 31aTHOCTI po3unHy (epumianiny kamiro (K [Fe(CN),]), axuii
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Ma€ KOBTHIl Koiip, 3HeOapBIOBATHCS 3a Jii CyKuuHaTaeriaporenasu [EieHko,
Bonwcknit, 1982]:

CYKIIMHAT-
JierigporeHasa

Cykimnar + 2[Fe(CN),]* dymapar + 2H" + 2[Fe(CN)(]*.  (18.1)

Y 1poMy pasi aKTUBHICTh CYKIIMHAT/ETiIPOT€HA3! MPECTABISIOTh Y HMOJISIX
JIeTiAPOTeHI30BaHOTO CYKIIMHATY 32 OJHY XB Ha MT OiJKa.

[Hmmit MeTox TPYHTYETHCS Ha 3MiHI 3a0apBJICHHS 1HAWKATOpPA IIiJ BIUIMBOM
IIPUETHAHHS TIPOTOHIB 32 OKUCICHHs cyOcTpariB nukiy Kpedca [[pun,1990]. Sk
1HIMKATOp BUKOPUCTOBYIOTH PO3YMH JUXJIOP(HEHOMHA0OPEHO, KUl Ma€ KOBTE 3a-
OapsrenHs. HamocamoBy pimuHy Ul JOCHIIKEHb aKTHBHOCTI CYKITHHATIETiApOTe-
Ha3{ [[UM METOJIOM OTPUMYIOTh AUQepeHIIF0BATBHUM IEHTPU(DYTYBaHHSIM TOMOTe-
Hary (1700 g, 10 xB). Jlo Hei BHOCSATH cyOcTpat (cykuuHar y konnenrpaii 0,35 MmM)
ta guxiopdenomingodenon (0,1 %). [ATeHCHBHICTH 3a0apBICHHS PEECTPYIOTH Ha
(hOTOEIEKTPOKOIOPUMETPI 32 TOBKUHM XBWIII morinHanusA 750 uHM wepe3 0,5; 1; 2; 5
i 10 xB. Ilicns TpeThOi XBUIMHM 3a3BMYail CHOCTEPIraloTh 3HW)KEHHSI IBUAKOCTI
3MiHH 320apBICHHS PO3UHHY AUXIOPGHEHOTIHI0PEHOTY BHACTIIOK HACHUEHHS HOTO
poToHaMU. MakcuMallbHa MIBHIIKICTh 3HEOApPBICHHS PO3YUHY € MPOTMOPIIHHOI0
AKTHBHOCTI CYKLIMHAT/ACT1IPOTeHA3H, SIKY TIepepaxoBYIOTh Ha OIMHUIIIO O1JTKa.

AKTHBHICTh IHUTOXPOMOKcHAA3U (dhepMeHT koMIuiekcy IV muxaibHOTO JIaH-
L[}oTa) BH3HAYAIOTH 32 iHKyOyBaHHS CyCIEH3ii MITOXOHJpIii i3 IUTOXPOMOM C Ta
JUMETUII-N-(PeHIICHIIaMIHOM. 3a OKHCHEHHS JUMETHI-n-(DeHUICH 1iaMiHy YTBOPIO-
€THCSI YSPBOHUH IMITMEHT 13 MAKCUMYMOM TOTIIMHAHHA 32 510 HM y KUTBKOCTI, TIPO-
MOPLIHHIN TUTOXPOMOKCH/IA3HIH aKTUBHOCTI MITOXOHIpii [Straus, 1956]. YTBOpe-
HUH MICMEHT eKCTParyTh CYMIMIIIO a0COMOTHOTO CIUPTY 3 TETPaXJIOPETUICHOM
y criBBigHOMmEHH] 3:1, micisg 4oro crekTpooroMeTpyroTh. I1ig gac dhepmerTaTnB-
HOI peakxilii BiTHOBICHUH CTaH IUTOXPOMY € MIATPUMYETHCS HAJJTHIITKOM JUMETHII-
n-eninenniaminy [Kpusuenkosa, 1977].

JI7151 BUSBIICHHS ITUTOXPOMOKCHIa3H TAKOK BUKOPUCTOBYIOTE peakTus “HA 1" —
CyMIIll CIUPTOBUX PO3YMHIB O-HATONY Ta n-QeHUICHIIaMiHy 1 PO34MHY HaTpii
kapOoHary. BHacijok okuCHeHHs #-(QeHiJIeHJiaMiny i a-HadToy 3a y4acTio IUTO-
XPOMOKCHIIA3H YTBOPIOETHCS 1HIOMEHOIOBHIA CHHIN, SIKUH €KCTParyioTh aOCONIOT-
HUM €THUJIOBUM cIUpTOM. CIEKTPOPOTOMETPYIOTh 3a IOBXKHHHU XBUi 550 HM. AKTUB-
HIiCTh (DepMEHTY OOUMCITIOIOTH, BUXOSYH 3 TOTO, 10 3HWKEHHS ONTUYHOI I'YCTHHH Ha
OIMHUITIO €KBiBaJIeHTHE BimHOBICHHIO 0,44 ommHMIN KUCHIO. Pe3ynbratn BuUpaka-
FOTh B YMOBHUX OJMHHUIIAX [IUTOXPOMOKCH/Ia3HOT aKTHBHOCTI.

€ Takox noysiporpadiuHuil METO/] BU3SHAYCHHST aKTUBHOCTI [IUTOXPOMOKCH 13U
3a MIBUIKICTIO OKUCHEHHS ackopOary 3a HasBHOCTI po3’e€qHyBada 3-(hTOPMETOKCH-
kapOoninuianigdeninrigpazony (FCCP) i rerpaerun-n-deninenaiaminy, sskuii nepe-
HOCHUTb EJIEKTPOH 3 acKop0OaTy Ha IIUTOXPOM C.

Ha cporomni po3po6ieHo cTaHmapTHi HaAOOpH, SKi JAalOTh 3MOTY BH3HAYUTH
AKTUBHICTh ITUTOXPOMOKCH/IA3U KOJIOPUMETPUYHO 3a 3MEHIICHHSM ITOTIIMHAHHS
CBITJIa PEPOLIUTOXPOMOM ¢ 3a JOBKHMHU XBUJIL 550 HM yHACIi0K HOro OKUCHEHHSI
110 (hepUIUTOXPOMY ¢ IIUTOXPOMOKCH1a3010.
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AKTHBHICTh MOHOAMiHOOKCHAA3H (MapKepHU (hepMEHT 30BHIIIHLOI MeMOpa-
HU MITOXOHJpii) BU3HAUAIOTh 33 KUIBKICTIO aMiaKy, 1110 BiJIIEIUTIOETHCS BiJl TUX YH
IHIIMX cyOCTpaTiB-MOHOAMIHIB 3a iHKyOallii 31 cycrnensiero miToxouapii. s Bu-
3HAYEeHHS BMICTY aMiaky B IP00ax BHKOPHUCTOBYIOTH BHCOKOYYTIUBY CHEIH(IIHY
peaxiito, y Kiif aMiak yTBOPIOE B JIyKHOMY CEPEIOBHILI 32 HASIBHOCTI COJICH TUXJI0p-
130111aHyPOBOT1 KHUCJIOTH, CATIIIIATY ¥ HITPOTPYCHAY CIIONYKY 3€JICHOTO KOJIBOPY
3 MaKCUMYMOM ToriinHaHHs 32 660 HM [Reardon, 1966].

3a OKHMCIIOBAIBHOTO Je3aMiHyBaHHS n-HITpodeHUIeTHIaMiny, SKe KaTalizye
MOHOAMIHOKCH/1a3a, YTBOPIOEThCS 3a0apBICHII MPOIYKT B3a€MOJIii n-HITPOPEHIT-
aleTaTHOTO aJIbJETiy 3 HAAJIHUILIKOM CyOCTpaTy, SIKHH Yy CUIbHOIYKHOMY CEPEIOBH-
111 eKCTParyroTh OYTaHOIOM i KOJIOPUMETPYIOTh 3a HoBkHHN XBUii 440 HM [Opexo-
Bu4, 1977].

AKTHUBHICTh INIyTamMaTAerigporeHasu (Karamizye NepeTBOPEHHS IIyTaMary Ha
OL.-KETOTIIyTapar i € MapKepoM IMOpYyIIeHHsT (YHKIIOHYBaHHS MMEYiHKH) BU3HAYAIOTh
CIIEKTPO(OTOMETPUIHUM METOJIOM 3a ImBUAKICTIO okucHeHHs HAJIH a6o HAJIOH
y peakmidHiil cyMmimi, MO MICTHTh cycneH3ito MitoxoHapin, mpuc-HCl Oydep,
a-kerormyrapar, HAJIH (HAZI®H) i (NH,),HPO,. AKTUBHICTb BUpa’KaroTh y MKMOJIb
HAJIH (abo HAJZI®H) / (mr Oinka x xB) [3axaposa, 1982].

Bu3sHayeHHS aKTHBHOCTI CYHMEPOKCHITHCMYTa3W (KaTamizye IUCMYTAIlito
CYNEpPOKCHIHOTO aHIOH-paJMKaja A0 KHCHIO Ta TiIPOreH MEPOKCHIY) IPYHTYEThCS
Ha OKMCJICHHI KBEpIEeTHHY (BiTaMiHy P), axwii 3He0apBIIOETHCS BHACITIIOK B3a€EMOJIIT
31 cynepokcumHuM pagukaioMm y cepenosuidi 3 EJITA, N,N,N,N-rerpameruiern-
nenaiamigom (TEME/) 1 ocharnum Oydepom. Peakiiiro OKUCIEHHST KBEPUETHHY
PEECTPYIOTH CHEKTPOPOTOMETPHUYIHO 32 JTOBKUHH XBHII 406 HM. AKTHBHICTh BUpPa-
JKaIOTh B 0. akT. / (Mr Oika x xB) [Koctrok, 1990].

MeTon BU3HAaY€HHS! aKTMBHOCTI KaTaa3M IpyHTyeThes Ha 3narHocti H O, (ria-
POTEH TIEPOKCHY) YTBOPIOBATH 31 COJISIMHU MOIOACHY CIIOIYKH KOBTOTO KOJILODY, iH-
TEHCUBHICTB SIKUX 3JIS)KUTh BiJ] KUTBKOCTI T1I[pOTeH NMEPOKCUTY B PO3UMHI, 1110 HE OyB
MIEPETBOPEHUI KaTalla30t0, TOOTO BiJl aKTHBHOCTI KaTasia3u y rmpo0i. KinbkicTh yTBOpE-
HOTO 320apBIEHOT0 KOMITIEKCY BU3HAYAIOTh (POTOMETPUYHO 33 JOBKUHY XBHJIi 410 HM.
AKTUBHICTb KaTasiasu BUpaxaroTh y Mkmosb H O, / (mr Ginka x xB) [Kopomok, 1988].

AKTHBHICTh TJIyTATIOHNEPOKCHIA3M BHU3HAYAIOTH 32 IIBUJIKICTIO OKHCHEHHS
BiTHOBJICHOTO IVTYTaTiOHY 3a HASBHOCTI T1APOTIEPOKCHUTY TPETHHHOTO Oy THITy. B 0cHO-
Bi PO3BHUTKY KOJBbOPOBOi peakuii jexuTs B3aemonis SH-rpym i3 peakruBom Enmana
(10 MM 5,5'-nuTio0ic-2-HITPOOCSH30MHOT KMCIOTH Y METAHOI) 3 YTBOPEHHSIM KOJIbO-
poOBOTO TiOHITPO(QEHITBHOTO aHioHa. KiJbKICTh OCTaHHBOTO MPSIMO TPOTOPIliifHA
KinbkocTi SH-rpym, mo npopearysaiu 3 peaktiBoM Enmana, 111 BU3HaUatOTh CIIEKTPO-
(oromerpuuHo 3a nopxkuHU XBWiIi 412 HM [MowuHn, 1986]. AKTHBHICTH IJTyTaTiOH-
TIEPOKCHIA3H BUPAXKAIOTh Y MKMOJIb TITyTaTiony-SH (Mr Ginika x XB).

EH3uMMaTnyHi metoaun, siki gatoTb MOXIMBICTb CNEKTPO(OTOMETPUYHO OLLi-
HUTWN IHTEHCUBHICTb OKWCHO-BILHOBHUX i NMEPOKCUAHUX MPOLIECIB, I'PYHTY-
I0TbCH, B OCHOBHOMY, Ha 3MiHi iHTEHCMBHOCTI 3abapBneHHs KONbOPOBMX
iHOWKaTOpIB 32 NEBHUX AOBXWUH XBUIb.
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18.6. MOASAPOTPA®IYHUN METOA

3Bakalouu Ha Te, 110 KUCEHb € KIHIIEBUM aKIENTOPOM €JIEKTPOHIB Y AUXaIbHO-
My JIAHIIOTY MITOXOHAPIH, aHaJi3 0T0 CHOKMBAHHS 3AJIMIIAETHCS BUCOKOIH(OpMa-
TUBHUM CIIOCOOOM OIIHKK (PYHKITIOHAIBHOTO CTaHy MITOXOHApii. OmHUM i3 Haii-
OUTBII TOMTUPEHUX 1 TPAAUIIHHAX METOIB JOCIIHKEHHS MITOXOHIPIH € moJsiporpa-
(biuHMI MeTo/ BUMIPIOBAaHHS CIIOKMBAaHHS KHCHIO 32 JJONOMOTOI0 enekTposa Kiapka
y pi3HHX MeTabosiyHuX craHax 3a bpirronom Yancom [Chance, Williams, 1955].

[onsiporpadiunuii (TouHiIIe, XPOHOAMIIEPOMETPHUYHHIA) METOJ] BUBYCHHS Ta-
pameTpiB AuxaHHs i okucHOTO (ocOoprITIOBaHHS O10JIOTIYHUX CyCIIEH31H IPYHTY-
€ThCSI HAa peeCTpallii eeKTPOXiMIYHOTO BiTHOBJICHHS (PI3MYHO PO3YHMHEHOTO KHCHIO
Ha KaToi MiJ yac HaKJIaJaHHs CTaoro moteHIiany ~ 0,7 B:

0,+2H"+2e > HO, (18.2)

H,O, + 2H" + 2e — 2H,0. (18.3)

AMITTITYI2 CTPYMY, IO BUHHUKAE, € TIPSMO MPOIOPI[IHHO KITBKOCTI MOJIEKYI
KHCHIO, SIKi TU(YHIYIOTh 10 BUMIPIOBAIBHOTO €JIeKTpoAa (Karoza). SIKIIo B 3aMKHe-
HOMY 00’ €Mi € CTIOXKWBad KHCHIO (HAITPUKJIAd, MITOXOHIPIT), TO 3a 3HHKCHHIM HOTO
KOHIICHTpAIlIl MO)KHA PO3paxyBaTH IIBUAKICTh TUXaHHS. SIK BUMIPIOBAJIbHUM €lleK-
TPOI 3a3BHYail BAKOPUCTOBYIOTH IJIaTUHY. Ha chorofHi HaliyacTiiie BUKOPUCTOBY-
I0Th €JIEKTPOJ], cCKoHcTpyhHoBanuii Jlemanmom Kiapkom. Cxema mossiporpadiunoi
YCTaHOBKH IpejcTaBieHa Ha puc. 18.1.

Komm'toTep
Monsaporpad
OTBip
Enektpog  AOns ao6asok
Knapka MonsiporpadivHa
KoMipka
TepmocTaTt
e
{ H,O
t=25°C
D
3miwyBay )

N

Puc. 18.1. Cxema nonsiporpadiyHoi yCTaHOBKM

282



Po3agin 18. METOAM KNITUHHOI BIOEHEPTETUKN

Benmuunny audy3Horo ctpyMmy peecTpyroTh 3a Temreparypu +25...26 °C (mis
MiTox0oHIpiil) un +36 °C (ans kmiTUH ccaBuiB). MITOXOHIPIT a00 KINITHHHU ITICIS
LEHTPHU(YTyBaHHS BHOCATH Y NOJISIporpadiuny KOMipKY, € € CepeIOBHIIE AUXAHHSL.
CycneHs3iro mepeMinTyoTh 3a IOTIOMOTOI0 MarHITHOTO YH ITPOIIEJICPHOTO 3MilTyBaya.

Enektpoa Knapka. JlenaHg e
Knapk (1918-2005), npodhecop ximii |
B AHTiOXCbkOMY konempxi (€noB
Cnpinrc, Orawno, CLUA), npautoBaB /’X\ FanbaaHoMeTp

Hag KOHCTpYyKUieto mneplioro 6ynb-
BaLLKoBOro OoKcureHatopa Ans npo-
BE[EHHS onepauin Ha cepui. OgHak 4
penakTop KypHany, e BiH crnpoly-
BaB onyb6mnikyBaTu CBOI pe3ynbrarw,
He MpUMHAB CTaTTioO OO ApyKy, 60
anapart He nependavaB BUMIPHOBAH-  KCl-enekrponit
HS HanpyxeHHs kucHio pO, y KpoBi,
sika Buxoguna 3 anapara. [-py Knap-
Ky He 3anuLianocsi HiYoro iHLWoro, sk
CKOHCTPYIOBaTUN KNCHEBUI €NEKTPOL.
BiH Bigpi3HABCs Big BigOMOro Ha Ton
Yyac 3paska TUM, L0 BUMIptOBanbHUN
nnaTuHoBUiA Katon 6yB NPUKpUTWiA Xniop-cpiGHuA
creuianbHoK TedrioHOBOK MeMbpa- enekTpoa
HOI, MPOHMKHOK AN KUCHIO, SIKWUW,
oTXe, Mir 6e3 obMexeHb erneKkTporni- .

. l'ymosBe kinbLe
TUYHO BiAHOBNIOBATUCH HA NNATUHO-  Ans dikcauii
Bili nosepxHi. Enektpuynuii ctpym, Mo
O BWHMKAB MiX BMMIpOBaNbHUM
NIaTUHOBUM | MOPIBHANBHUM Xrop-
C[.)JﬁHVvIM eneKTpoAoM, OyB mnponop- FnaTmioBMi KaTon
LUIMHUN KOHLEHTpAaLIll KNCHIO B cepe- TecbnoHoBa MembpaHa
[OBULLi. 3rogoM Taky KOHCTPYKLHO
KMCHEBOIO erneKkTpoda Mmoyvanu LUMPOKO 3acTOCOBYBaTW AOf1F BUMIPHOBaHHS
OVXaHHSA KMNiTUH, roMoreHartiB TKaHWH i MiToxoHapin [Clark et al., 1953].

CepenoBulrie TUXaHHSA )T MITOXOHIPiH (4u mepMeadisli3oBaHUX KIIITHH) 3a3BU-
Jaii Mae Takuii cknaz (y MM): caxaposa — 150, KC1 - 50, HEPES - 10, KH,PO, — 1,
pH 7,2. 1li iarpenmienTH 3a0e3meuyioTh 130TOHIUHICTE po3unHy (caxaposa i KCl),
¢izionoriuny xonuentpaunito K (KCI), pH cepenosuia (HEPES) 1 Heopraniunmii
pocpar (KH,PO,) s cunresy AT®. Sk cyOcTpaTn OKMCIEHHS BUKOPUCTOBYHOTh
inTepmeniati 1ukiy KpeOca (CyKIMHAT, O-KETOTIyTapar, Malar, i30[UTpar) 4H
TpaHCaMiHA3HUX peakuiid (IIyTamar, DIyTaMmiH) Y KOHLEHTpauisix ado OMU3bKuX
no K (manpuknan, st cykuunary 0,35 MM uu asis a-kertormyrapary — 1 MM)
a00 y HacHYyrIOUMX KOHLEHTpauisx cyoctpariB (~5 MM). [luxaHHSI CTUMYIIOIOTH
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nofaBaHHAM y KoMipky AJI® (ocrarouna xoHneHTparis 200 MkM it MiTOXOHAPiH
a0 750 MKM — 1151 KJIITHH) Y pO3’€IHYBaviB AUXaHHS i OKUCHOTO (hochOpHITIOBaH-
Hs1 — guHiTpodenony, CCCP (3-xmopmerokcukapOoHinianiadeHriapasony) ado
FCCP. Meton nae 3Mory ieHTH(IKyBaTH METa0OIUHI CTaHU MITOXOH/IPIH.

Y pobotax 1950-x pokiB b. UaHc BHOKpEeMHUB 11’ SITh META0OIYHIX CTAHIB, SIKi

MOKHa MOJIENIOBATH y Tojsiporpadivnii komipi (S,-S;) [Chance, Williams, 1955].

S, MiToxoHpii 10AAI0TH /IO i300CMOTHYHOTO CEPEOBHIIA, IO MICTUTH ~1-5 MM

¢docdary, TuxaHHs BiIOyBa€eThCS HOBUILHO. Y IIbOMY CTaHi HEIOCTaTHBO CYO-

cTpariB OKHCHEHHsI 1 pocdopuinoBanHs (cyOcTpaTHe “TONOMLyBaHHS ).

S,. o mitoxonapiit nomarots AJI® (akuentop gocdary), TMXaHHS HE3HAYHO

3pOCTaE.

S,. Y KOMIpKy 101ar0Th CyOCTpaT OKMCHEHHS (HaNpUKIa, CyKIMHAT, MipyBaT

TOIIIO), 1 IUXAaHHS Pi3KO 3pOCTaE.

A\ koMipii Bech gomanuii AJID neperBoproeThest Ha AT, MBHIKICTh TUXaH-

HS 3HIKYETBCS.
S.. Lle Ge3xuCHEBUI CTaH, KOJIM BECh KMCEHb Y KOMIpPIli BUKOPHUCTAHO.

[MoHATTA MeTaboniyHMX CTaHiB ANs i30N1bOBaHNX MITOXOHAPIN 3anporno-
HyBaB BMAATHUI amMepuKaHCbkuin BYeHUn BpittoH YaHc (1913—2010). YaHc
OTpVMaB [Ba HayKOBUX CTyMeHi JoKTopa dinocodii — B rany3ax isnyHol Ximii
(MeHcrnbBaHCBKNI yHIBEPCUTET) i dpigionorii (KeMOpumKCbKUn yHIBEPCUTET).

Woro HaykoBi iHTepecu 6ynu Haa3BmnyaitHo LUMPOKI. Ynpoaosx [pyroi csi-
TOBOI BiriHM B. YaHc npautoBaB y pa,u,laulem nabopatopii MaccayyceTcbkoro

- - < TEXHOJONYHOrO IHCTUTYTY Hag po3-
pobkoto pagapiB. Ha noyatky cBoei
kap’epu YaHc pocnigxyBaB nepe-
BaXKHO CTPYKTYpPY Ta dyHKLUii dep-
MEHTIB, 30KpeMa, pofb (PepMEHT-
cybcTpaTHoro kommnekcy y dep-
MEHTaTVMBHMX peakuigx. BiH 0yB
3a4ynHatenem 6araTbOX HOBWUX Ha-

% npsiMiB -~ JOCHimpKeHb  BioXiMiYHNX
Mpodp. B. YaHc (niBopyy) i3 npod. M. Aoni6oto peakLiil i MeTaboniyHMX LINAXIB.
B. YaHc, 3okpema, uikaBMBCA NpobremMamu ChpshKeHHs NpoLeciB OUXaHHS
1 okmcHoro dhocchopuntoBaHHs. MMi3Hilwe BiH TakoX NoYaB BMBYATU Npobremu
KOHTPOIIKO MPOLIECIB Y XUBUX TKAHWHAX, HEiHBa3WBHI MeToaM LOCHiLXeHb
eHepreTuyHux npouecie (3okpema, *'P-AMP), MOXNMBOCTI BUKOPUCTAHHS
OMNTUYHOI CNEeKTPOCKOoNii Ta pritoopoMeTpii Y AOCHIMKEHHAX PIBHUX TKaHWH,
y T.4. i pakoBux. HanpukiHLUi CBOET TpuBanoi Ta 6rnmcky4oi HayKkoBoi kap’epu,
sKa noyanacs 3 AOCHigKEHHS i305IboBaHNX PepPMEHTIB, A-p YaHc npuaings
Hanbinbly yBary MegudHuMm npobnemam nogen. CUMMBOMIYHO, LWO KOro
OCTaHHA cTaTTs, pedepoBaHa Ha canTi Pubmed, npucBsyeHa BUABMEHHIO
paKy MOOYHOI 3a5103u1 y NaLieHToK 3a AOMOMOror BnvkHbLOI iIHpaYepBOHOI
cnektpockonii [Nioka et al., 2013].

Y 1952 p. BpitToH YaHc cTaB oniMniNnCbKMM YEMMIOHOM i3 BiTPUIbHOIO
CropTy Yy Knaci axt 5,5 m.
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OT1xe, y KOKHOMY 3 I’ ITH MeTaOOJIIUHUX CTaHIB MITOXOHpPiH 3a YaHCOM MOTIK
eNIEeKTPOHIB JJUXaJbHUM JIAHIFOTOM O0OMEXY€EThCS PI3HUMU YHHHUKAMU: TOCTYITHIC-
TIO €H/IOTEHHHX YH €K30T€HHUX CyOCTpaTiB OKHCIEHHS, KOHLEHTPAIEI KHCHIO,
HeopraHigyHoro docdary, noganoro AJID un yrBoperoro ATD.

MetaOomnivyHi CTaHH MITOXOHJIPIi MOJIEITIOIOTh TIOCTIIOBHUM JIOJJAaBaHHSAM Y TI0-
nsporpadidHy KOMipKy BiacHe mitToxoHapid, AJ{® i cyOctpariB okucHeHHs. [licms
KJIIACUYHUX poOiT YaHca BHHUWKIA BelHMKa KiTbKiCTh MoaM(DiKaiiid 1bOr0 METOY,
OB’ SI3aHUX CaMe 3 MOCIIJOBHICTIO I0JaBaHHs MepeTiuYeHuX PEUYOBHH Ta iHTEpIIpe-
Tarii cTaHiB.

Mmu y cBOIX IOCIIUKEHHAX HAWYACTile BAKOPHCTOBYEMO EKCIICPUMEHTATbHUM
IIPOTOKOJI, HaBeJIeHU Ha puc. 18.2, i XxapakTepru3yeMo pi3Hi MeTa0OIIuHI CTaHH Mi-
TOXOHJIP1H MIBUAKOCTSIMH TUXAHHS V=V, 1 Vp.

A ’T N T
o
MX ‘ V2 ®
c I
(]
L] :
E 0, MaKc, m———Y . Ao é
[e2]
(@) —
“2 AHo A Yac
\ !
AL® — i
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O
s V3
X
m
X
o
s C
5| wmx l - Vpl
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I l V,
Ve 0,=0
Vi t \ 2=

¢ x Mr 6inka (ansa Vs)

Puc. 18.2. TunoBa nonsiporpama AuxaHHs MiToxoHapin (A) Ta ii giarpamHe 306paxeHHs (B), Wwo aae
3mMory igeHTudikyBatn metaboniyHi CTaHn MITOXOHAPIN: CyLiNbHUMN BEPTUKANbHUMM CTpINKa-
M (¥) nokasaHo goaasaHHs y nonsiporpadidHy komipky; C — cy6eTpar; MX — MitoxoHapii

Cran 1 (“eHgoreHHUI CHOKIN™, IIBHUAKICTH V). Bunukae micas JoJaBaHHS
y mossiporpadiuHy KOMipKy MIiTOXOHJAPiH a00 KIIITHH, KOJH €HEPreTHYHUMH CyO-
CTpaTaMH € TUTbKU EHJIOTeHHI cyOcTpaTu. [lonepeiHbo KOMIpKY 3aloBHIOIOTH Ce-
penopumeM iHKyOauii. IIBUAKICTE 1uxaHHs V| € MiHIMAIBHOIO.
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Cran 2 (“cniokiit”, mBUAKICTS V). Bununkae micnis 1o1aBanns y nossiporpadiy-
Hy KOMIPKY €K30T€HHOTO CyOcTpary. 3a yMOB HOpMasbHOTO 3Ha4eHHs pO, Ta Opaky
exzorenHoro AJI® (akuenropa ¢ocdary) 30epiraerbcsi piBHOBara Mik CHHTE30M
1 rimpomizom engoreHHOoro AT®. 3a TMX yMOB AMXaibHI MIEPEHOCHUKH TIEPEBAKHO
Bi/JHOBJIEHI, & IBU/KICTh JIMXaHHs MiTOXOHIPIH, Ky MO3HAYAKOTh K V), € HU3BKOIO.

Cran 3 (“akTHBHHUI”, IIBUIKICTD V3). 3a gogaBanHs AJID nuXaHHS MITOXOH-
Ipiit 3pocTae i cynpoBoKyeThest hochopumoBannsm AJ1D. 3a cuntezy AT koH-
LEHTpalis OKHCICHUX (HOPM AMXATBHUX MIEPEHOCHUKIB 301JIbIIY€ETHCS.

Cran 4 (“xoHTpOonbOBaHKH”, a00 “BIANOYMHOK”, MIBUAKICTH V,). CTan HacTae
micist pochopunroBanns qonanoro AJ1d no AT®D. Konnenrpariist cyOcTpaTiB OKHC-
HEHHS BCE L€ 3aJIMIIAETHCS JOCTAaTHBO BUCOKOIO, BITHOBJIECHICTh TUXAJIBHUX IEpe-
HOCHUKIB 3HOBY 3pOCTAa€, a TUXaHHS, IIOPIBHSHO 31 CTAHOM 3, Majae.

Cran Vp (“po3’emnanmii”). el ctaH BUHHKAE 3a OJaBaHHS PO3’ €HyBada JIH-
XaHHA i okucHoro (hochopmmoBanns (Hanpukian, FCCP un 2,4-JIH®), o cympo-
BODKYETBCS 3pOCTaHHIM HIBHIKOCTI MMOTJIMHAHHS KHCHIO, SIKE BijoOpa)kae Makcu-
MaJIbHy OKHCHY 3JaTHICTh MITOXOHJIPIH.

iarpamHe 300pa)k€HHs MOJSPOrpaMHu Jia€ 3MOry rpadiuHO IOpPiIBHIOBATH
IIBUIKOCTI TUXaHHS MITOXOH/PIH y HOpMOoBaHOMY Busii (puc. 18.2, b). llIBuako-
CTI IMXaHHS TIEPEPAXOBYIOTh Ha | MI' MITOXOH/IpiajbHOTO OijKa, SIKHi 3a3BUYall BU-
MiproroTh kinacuaauM metogoMm O. Jloypi [Lowry et al., 1951]. bepyun no yBaru
PO3YMHHICTh KMCHIO y BOJI, BBO)KaIOTh, 1110 B | MJI cepenoBHIla 3a TeMIeparypH
26 °C mictutbes 480 Hr-atomis (260 960 HMOJIb) KUCHIO.

BigHonieHHs IMBUAKOCTI MOIIMHAHHS KUCHIO V, 10 IIBUAKOCTI MOTIMHAHHS KHC-
HIO V/, Ha3MBaKOTh IUXaabHUM KoHTposieM 3a I Jlapai (V,/V)), a Binnowenns V,/V, —
JUXaJTIbHAM KoHTposieM 3a b. YancoM. Lli moka3HUKM XapaKTepHu3yroTh CIPSDKEHICTb
MIPOIIECIB MUXAaHHS W OKUCHOTO (hOCHOPHMITIOBAHHS, a TAKOXK OTIOCEPEAKOBAHO — 1H-
TaKTHICTb MITOXOHAPiaJIbHUX MEMOpaH. 3HWKEHHSI TUXAIbHUX KOHTPOJIIB CBIJUUTh
PO pO3’€THAHHS MTPOIIECIB AMXAHHS i OKUCHOTO (POCHOPHITIOBAHHS.

AxrtuBanis nquxanHs 3a ponaBanus AJ[® i HasBHOCTI HeopranigyHoro (ocdary
oOymoBneHa TuM, 110 cuHTe3 ATD (oxucHe (ochopumtoBanns AJD) 3abesmeuy-
€THCsl BUKOPHCTAHHSM €Heprii MeMOpaHHOTO MMOTEHIIany MiTOXOHApiH. Jls miarpu-
MaHHS LbOTO MOTEHLIaTy HEOOXiJHO aKTHBI3yBaTH TPAHCIIOPT CIEKTPOHIB JUXallb-
HUM JIAHIIFOTOM, 1[0 CYTIPOBOKY€THCSI 3pPOCTAHHSM IIBUIKOCTI IIOTJIMHAHHS KUCHIO.
Llst mBHAKICTE (VS) (hakTUYHO Ja€ 3MOTY OILIHUTH 3aTHICTh MITOXOHPINA CHHTE3Y-
Batu ATO.

Bax11BiM 10Ka3HUKOM (yHKIIOHATIBHOTO CTaHY MITOXOH/PIH € WBHAKICTE V,
301IBLIEHHS AKOT CTOCOBHO V, CBITYUTH MPO MOPYIIEHHS CIPSHKEHOCTI IIPOLECIB JIH-
XaHHA i OKMCHOTO (hOoChOpPHITIOBAHHS, CTAO0ITFHOCTI BHYTPIIIHBEOI MEMOPAaHU MITO-
XOHIPIK Y MPO Te, U0 EPEHOCHUKH € HeJOCTaTHBO BiAHOBICHUMH. 30KpeMa, LI
MIBUIKICTH 3pOCTA€E BHACIIIOK ITOIITKOKEHHS MITOXOHIPIiH YHACIIIOK TIMOKCiT a00
3a TIOCUJICHHS MPOILIECIB TIEPOKCHIHOTO OKUCHEHHSI JIIMiiB. B IHTaKTHUX (HEYIIKO-
JOKEHUX ) MITOXOHAPISX MIBUIKOCTI V,ra V,,a takox JuXajbHI KOHTpodi 3a Jlapai Ta
3a YaHCOM CYTT€BO HE BiJIPI3HAIOTHCS MiXk COOOIO.
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Ha ocHOBIi mosnsiporpam Takox po3paxoBYIOTh €(PEKTHBHICTh, IIBUAKICTH 1 4ac
okucHoro QocdopumoBanns. EdextuBHicTh oxucHoro ¢ochopumosanus (P/O,
a6o AJ1D/O) xapakrepusye KimbKicTh Monekyn AJ[D, ski dochopmmooTees Ha
OMHULIO orMHyToro kucHio. Koedinient AJID/O po3paxoByroTh SK BiJHOILECHHS
KUTBKOCTI J0IaHOTO B KOMipKy 10 MiToxoHapii AJI® (manpuknan, 200 HMOIb) 10
KITBKOCTI OmHHYTOTO y cTai 3 kucHio (AO Ha puc. 18.2). Bumii mokasHuku edex-
TUBHOCTI (pocopumroBaHHS cBiyaTh po OibIl e(heKTUBHE BUKOPHCTAHHS KUCHIO
3a cunTe3y AT®. Llei moka3zHUK 3aJI€KUTh BiJI KUIBKOCTI 3aJIy4eHUX Y MTPOLIEC OKKC-
HOTO (pocthoprITIOBAaHHS MMyHKTIB CIPSHKEHHS 1 KUTBKOCTI €HEepTii, Ika BUTPAYaeThCs
Ha tpancnopt AJI® 1 @ xpisk MemOpany. 3okpema, 3a okucHeHHs HAJ[-3anexnux
cyocrparie AAD/O nopiBHioe ~ 2,5, a cykuuHary — ~ 1,5 (nuB. posainu 7, 9 un 11).

[IBuaKicTh 1 9ac OKHCHOTO (hochOpIITIOBAaHHS XapaKTepPH3yIOTh BiAMOBIIHO 1H-
TEHCUBHICTH 1 yac yrBopeHHss AT®. [1IBunkicts hochoprmroBaHHS pO3paXOBYIOTh SK
nodyrok AII®/O ta V,. Yac pocpopumosanns — e 100yTok Az y CeKyHIax Ha Killb-
KicTh Oinka B MT. L{i TOKa3HUKH € 00CpHEHO 3aJICKHUMHU, TOOTO 301TBITICHHS IITBUIKO-
cTi pochoprtoBaHHS CYNPOBOIKYETHCS 3HIDKEHHAM 4acy (ocOpHITFOBaHHS 1 Ha-
BIaKky. 3MiHa UX MapaMeTpiB CBIIYUTH PO MpucTocyBaHHs cuaTe3y AT 1o motped
kiiTrnau. Harpukian, BBeeHHs (hi310J0TI9HIX 103 a/IpeHaiHy 3yMOBIIOE 3pOCTAHHS
MBHUIKOCTI PpochoprTtoBaHHS 1 3HIKEHHS Yacy (ochOpHITOBaHHS, 110 CIPUSE TO-
KpaIllEHHIO EHePTeTHYHOTO0 3a0e3meueHHs! opranizmy [badckwuii u mp., 1986].

MonsiporpacdpivyHMi MeTon, peecTpaLii AMxaHHA MITOXOHAPIN, LLO FPYHTYETb-
CSl HA MOHITOPUHTY €MNeKTPOXiMiYHOro BiAHOBMEHHS KUCHIO Ha NaTUHOBOMY
KaTogi 3a cTanoro noteHLiany, 4ae 3MOry OLiHUTU HE TiNbKu LWBUAKOCTI Au-
XaHHSA 3a pi3HUX (PYHKLiOHanbHUX CTaHiB 3a YaHcom, ane 1 LUBWAKICTb,
e(EeKTUBHICTb | Yac okncHoro poccopurntoBaHHs AD.

18.7. pH-METPUYHUN METOA

VYci OKHCHO-BIZTHOBHI peakilii, a Takok 0arato TPaHCIIOPTHHUX MPOIECIB Y MiTO-
xoHapisnx (pochopmnoBants AJI®D, riaposiz GaraTux Ha SHEPrir0 CIOJIYK, aKTHB-
HHAW TPAHCTIOPT KaTiOHIB, TpaHCTIOPT GochaTy TOII0) CYIPOBOIKYE BUIIIICHHSI a00
rormrHaHHS 10HIB HY. Meton pH-MeTpii 3a Oe3nepepBHOrO BUMIpIOBaHHS KOHIICH-
Tpamii H" y cycnensii MiToxoHIpiil fac KOPUCHY 1H(POPMAIIit0 TTPO BaXKIMBI aCIIEKTH
uuXx mpoueciB. 3 yacy mepuoro 3actocyBanus pH-merpuunoro merony [Nishimu-
raetal., 1962] nnsa nocnimxenns cuaresy AT® neit BiAHOCHO mpocTHii crocid oTpu-
MaB IIUPOKE PO3MOBCIOMKEHHS. 30KpeMa, HOT0 BUKOPUCTOBYIOTH JUIS JI0CITiIKEHHSI
napameTpiB okucHoro pochopuaroBanus AJ[D, kanbitieBoi emHocti it Ca?*/H"-00-
MiHy B miToxouapisx [Kondrashova et al., 1982; IllocrakoBckast, baOckuii, 1984;
Swietach et al., 2013].

VYeraHOBKa Uil JOCTIZKEHHS! Ma€ MPOTOHCEJIEKTUBHUM €NEKTPOJ 1 eNeKTPOox
nopiBHsHHS, pH-MeTp, npUCTpill Ui peecTpyBaHHS CUTHAITY, MarHITHUN 3MillyBa4
JUISl CyCHeH3il Ta CKIISIHY TepMOCTAaTOBaHy BIIKPHTY KOMIpKy 00’emMoM ~1,5 wil.
CepenoBuirie iHKYOAIii MITOXOHIPIH st pH-METpUIHOTO METONY BiAPI3HSIETHCS Bifl

287



OCHOBW BIOEHEPTETUKN

cepeloBHIIa ISl MOISPOrpadiyHOr0 METOAY TIIBKM TPOXH HMXKYOIO KOHLIEHTpa-
uiero Oydeproi pedoBunu s pH (manpuknan, mpuc-HCl 3 MM, pH 7,4). Jlo
CepeloBHIIA Y KOMIPIl JOAAIOTh CYCIIEH31I0 MITOXOHIPIH y po3paxyHKy 6—7 (s
TTeYiHKN) un 3—4 MT (U1 cepils) MITOXOHApiamsHOTO Oimka Ha 1 M. BigmosigHo no
YMOB 1HKYOaIii 10JaTKOBO BHOCSTH CyOCTpaTH OKUCHEHHS (o-KeTormyTapar, | MM,
cykmmHat, 0,35 MM 4n iH.). OkucHe pochopuaroBaHHS CTUMYITIOIOTH JTOIaBaHHIM
AJI® (mo xourentparii 200 MkM), a mornuHauHs Ca** — KiTbKOMa J0JaBaAHHAMH
CaCl, (50-100 MxM). Po34unu Beix pedoBuH (y T.4. i AII®), mo 1onaroth y Komip-
Ky, 1oBozATh 10 pH cepenoBuma inkyOarii. Temmneparypa iHkyOariii MiTOXOHAPIH,
SIK 1 32 oJIsIporpadiuHux 1ociiaKenb, +25...26 °C.

3a momaBaHHS /0 CycIieH3ii MITOXOHIpii BiAmoBiqHUX Kinmbkocted AlD Bin-
OyBaeThCs MOTIMHAHHS 10HIB TiAPOTeHy 1 3alykHeHHs cepenoBuiia (puc. 18.3, [, 4).
[Micas pochopunroBanus qoxanoi AJ/ID BcTaHOBIIOETHCS MOCTiMHUN piBeHb pH.
3B’sa3yBanHs 10HIB H' BinOyBaeTbcs B peakmii yrBopeHHst ATD:

AIN® +® +nH" — AT® + H,0, (18.4)

JIe BeTTMYMHA 71 IOPIBHIOE H*/ACDH 1 3a1exkuTh Bi pH cepenoBuia inkyOartii. 3rigHo
3 po3paxyHkamu M. Himrimypu [Nishimura et al., 1962], n = 0,9 3a pH 7.,4. Toxi
KUTBKICTB yTBOpeHoro AT® nopiBHIOE:

+
[H ] (3B’ s13aHMiN)
n

[AT®]= =1 H (18.5)

Benuanny 3MiHM KOHIIEHTpAIlii 10HIB TiIpOTeHy BU3HAYAIOTh 32 KaTiOpyBaHHIM
Bimomumu Kinbkoctsimu HCI (puc. 18.3, I, b). I3 ypaxyBaHHSIM 4acy OOYHMCIIOIOThH
MBUKICTH (pochopriTroBaHHS.

Puc. 18.3. pH-MeTpunyHuin 3anuc okucHoro dpoccopuntoBarHs (1), kanbuiesoi emHocTi (Il) Ta yacy yTpu-
maHHst Ca?* (lll) B miToXxoHApisx
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3a momaBaHHs 10 cycreHsii miToxouapiii Ca’" BinOyBaeTbCs iXHil AKTHBHUI
TPaHCIIOPT KPi3b BHYTPILIHIO MEMOpaHy MITOXOH/IPiH, SIKUI CYIPOBOIKYETHCS BUXO-
JIOM TIpOTOHIB 13 Marpukcy (puc. 18.3, II) y cmiBBigHOmEeHHI 1:1 11 MiTOXOHIpIH
MediHKy 3a HasBHOCTI Qocdary [Fiscum, Lehninger, 1980]. [locninoBHi nogaBaHHsS
HEBEJIMKUX KUIBKOCTEN CaCl2 (1o ocrarounoi koHueHTpaiii 100 HM 3a KOKHOTO J10-
JIaBaHHsI) JIAF0Th 3MOTY BUSIBUTH (hi3ionoriuHi 0coOnMMBOCTI TpaHcmopTyBanHs Ca’*
y MITOXOH/Ipii. 32 BU3HAUEHHS KaIIbI[IEBOT EMHOCTI MITOXOHIPii (MAKCHMATBHOT KiJTb-
xocTi noruHyToro Ca*) ix Turpyiors Hepenukumu Kinbroctamu CaCl, ax 1o Heo6o-
potHux 3MmiH (puc. 18.3, IT), ko HacTae MacoBaHui 1 IBUIKHUIA BUKH] Ca’" 3 MaTpHK-
Cy, SKAU CYIPOBOKYEThCs 3MimeHHsAM pH cepemoBuma iHkyOarii B Jy»XHUH OiK.
SIKI10 HAaBaHTaKEHHsI MITOXOH/Ipiii KarioHamu Ca*" cyOMakcuMasbHe, TO MOXKHa CII0-
cTepiraté MEBHHUI Yac yTpUMYyBaHHS HarpomajpkeHoro y Hux Ca®* (B), sike Bpemrti
TaKOXK 3aKIHIY€EThCS iXHIM BHKHIIOM 13 MiToxoHApiH (puc. 18.3, III). Moxna BU3HA-
YMTHU TAKOK IIBUKICTH TpaHcropty Ca** 3a Buxonom H' 3a koxuoro nonasanns CaCl.

3a JonMoMOroo BiAHOCHO MPOCTOr0 pH-METPUYHOIO METOAY MOXHA PEECTPY-
BaTW LUBUAOKICTb OKMCHOrO )OCCHOPUIOBAHHS, LBUAKICTb MOMMHAHHS iOHIB
Ca?* MiToxoHApisIMK Ta KanbLi€eBY EMHICTb MITOXOHAPIN, sika onocepeakoBa-
HO CBIQYMTb MPO CTaBINbHICTb BHYTPILLIHLOI MEMOPAHN MITOXOHAPIN.

18.8. METOA AAEPHO-MATHITHOIO PE3OHAHCY

Meron SIMP Ga3yetbcst Ha B3a€MO/Ii1 30BHIIIHBOTO MarHiTHOTO MOJIS 3 SiAPaMu
aToMIB, 110 MAlOTh MarHiTHHH MOMEHT a0o, IHIIMMH CIIOBaMH, HCHYJIBOBHUA CITiH
i HenmapHe 4uciio npoToHiB. J{o Takux saep Hanexars 'H, *Na, °F, 13C, *'P Ta iHmii.
[IpoToHn aTOMHUX siziep MOCTIHHO 00EPTAIOTHCS HABKOJIO CBOET OCi Y €rociO, sIKUi
orncye piBHsaHHES [X. Jlapmopa:

®,=71B,, (18.6)

i€ ®,— 4acToTa 00epTaHHs NPOTOoHiB saep (B I'n abo MI'n); y — ripomaruithe Bij-
Homenns (42,5 MI'yT nns nporownis 'H); B — cuna marnitaoro noss (8 T) [Shild,
1990; McRobbie et al., 2007].

Slapa aTomiB 3 HEHYTHOBUM CITIHOM MOYKYTh BCTYIIATH Y B3AEMOIIO i3 30BHIIITHIM
MAaTrHITHAM IIOJIEM i, sIK HACITi/IOK, TIEPEXOIUTH Ha 1HIII eHepreTHYHi piBHi (y cTaH 30y-
JoKeHHs1). EHeprist iux piBHIB CTPOT0 KBAaHTOBAHA 1 3aJIGKHUTH BiJI IPUPOIHM S/pa, CIeK-
TPOHIB, SIKI HOTO OTOYYIOTh, PI3HUX BHYTPIMTHBO- 1 MDKMOJICKYIIPHUX B3a€MOJIIH.
VY cyuacuux SIMP-npunanax 30ymKeHHS siep BUKINKAIOTh 32 JOMOMOTOIO “KOPCTKO-
ro” KOPOTKOTO pagiodacToTHoro immynscy (radio frequency, RF) TpuBanicTio Kinbka
MIKPOCEKYH/T 1 TIOTYXXHICTIO KiTbKka BT. TpuBaTicTh IMITYIBCY IMiIOMPAIOTh TakK, 00
LIMpHHA YaCTOTHOT cMyTH Oysia OunbIioro 3a mmpuny SIMP-criekrpa Ha onue—11Ba no-
psAIKH. 3a IMITYJTbCHOT CIIEKTPOCKOIIIT OTPUMYIOTh HE 3BUUAMHUIA CIIEKTP 13 BUAUMUMHI
MMKaM{ PE30HAHCY, a TTOCIIOBHICTh 3aTyXal0uuX PEe30HAHCHHUX KOJUBAHb yCIX Pe30-
HYIOUHX SiIep, SIKy Ha3WBaIOTh CIaioM BuTbHOI iHAyKii (free induction decay, FID).
FID, sixkuii BUHHKa€ MicIsl 3yMUHKH Pajio4acTOTHOTO 1MITYJIBCY, CYNPOBOIKYETHCS
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3MEHIICHHSIM TT03/I0BKHBOT MarHeTusauii (mapajeabHol 10 30BHILIHBOTO CTAJOro
MarHiTHOTO noJjisi B ) i BAHMKHEHHSM TEPNEHUKYIISIPHOT MarHeTu3aiii (puc. 18.4).

3a3Buuail y crin-exo-AMP BHKOPHCTOBYIOTH KiJIbKa MOCTIIOBHUX PaiodacToT-
HuX iMIynbceiB (90° i/am 180°), BigcTaHh MK SKAMHU Ha3WBalOTh iHTEPBAJIOM JO
noropy (time-to-repeat, TR). ¥ mocnigoBHoCTI crin-exo-SIMP 90°-panioyacroTrHi
IMITYJTBCH TTOPYITYIOTH (pa3HICTh 0OepTaHHs MPOTOHIB s/Ipa BIAMOBIAHO 0 30BHIMI-
HBOTO CTaJIOTO MAarHiTHOTO HOJS T4 HErOMOT€HHOCTI BHYTPILIHHOTO MAarHiTHOTO
nosst. Ilicns uporo 180°-pamiouacToTHi IMITyTbCH MOBEPTAIOTH (Pa3HICTH MPOTOHIB
A7Ipa, TOCUITIOIOYN IHTEHCHUBHICTh CUTHAITY CIIaIy BUTbHOT IHAYKIIi1. YacoBwii iHTEep-
BaJl MiX PaJlio4aCTOTHUM IMITYJIbCOM 1 CTaJIOM BUTBHOT iHAYKINI HA3WBAIOTh YacOM
Biu1yHHSs (echo-time, TE).

z

A

z PapioyacTtoTHui C

iMnynbc

Puc. 18.4. PagioyacToTHi iMnynbCcu 3yMOBIOIOTb CMHXPOHI3aUito (Pe30HaHC) MPOTOHHMX CRiHIB (YOpPHI
CTPIinKW), BHACNIQOK YOro BMHUMKAE MonepedyHa MarHeTu3auis y3goBX oci Y, a no3goBXHS
(y3goBx oci Z) — 3mMmeHLuyeTbes (Lumpoki cipi cTpinku) [Schild, 1990]

VY menuko-6ionoriunux SIMP-ekcnepumenTax 00’ €xT, 1o nepedyBae y MOCTii-
HOMY MarHitHoMy moJii IMP-Mammau, mianatoTh il paioyacTOTHHX i TPalieHTHUX
MArHITHUX IOJIB. Y KOTYIIL IHIyKTUBHOCTI, siKa OTOYY€ NOCIIUKYBAHHH 00’€KT,
BUHHKAE 3MiHHA €JeKTPOPYIIiiiHa cua. [1 aMIUTiTyIHO-4acTOTHHI CTIeKTp i mepe-
XiH1 y Yaci XapakTepUCTUKH HECYTh iH(OPMALIiI0 PO IPOCTOPOBY T'YCTHUHY PE30-
HYIOUHX aTOMHHUX sJiep, a Takox npo iHmi napametpu SIMP. CnexrpomerpuuHmii
aHaJi3 mependadae MaKCUMaIbHO MOYKJIMBE PO3MIICHHS CHEKTPajIbHUX JiHINA. J{ist
LbOTO MAarHiTHI CUCTEMH PETYIIOIOTh TAKMM YHHOM, 100 CTBOPUTH MaKCHUMaJIbHY
OJTHOPI/IHICTH TIOJISL.

Kiminiynai cucremu mia SIMP ocHameHi OCHOBHHMM MAarHiTOM 31 3HAYEHHSIM
30BHINIHBOTO Mar"iTHoro mois Bix 0,3 mo 1,5 T. EkcniepuMeHTabHI CHCTEMU IS
JIOCIIIJIIB HA TBApUHAX MAIOTh MarHiTHE MoJje nepeBaxxHo Bix 4,7 1o 9,4 T. Henasuo
Oyino ckoHcTpyioBano SIMP-cucremy 3 marnitaum mosiem 21,1 T [Schepkin et al.,
2008]. MarHiTHe 1oJie 30BHIIITHBOTO MarHiTa Ma€ OyTH TOMOTEHHHUM, OCKLIEKA BOHO
Oe3rocepeHbO BIUTMBAE Ha YACTOTY 00epTaHHs MPOTOHIB. [ OMOTEHHICTh MarHITHOTO
TIOJIsl BUPAXKAIOTh B OAMHUIIAX ppm (part per million) y BusHaueHoMy 00’ emi. J[ist
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Po3agin 18. METOAM KNITUHHOI BIOEHEPTETUKN

PO3paxyHKy IIbOTO MOKa3HMKA PI3HHII0 MK MAKCHMaIIbHOIO Ta MiHIMAJIBHOIO CHIIOI0
TIOJIs1 JIUTSATH HA YCePETHEHE MOTO 3HAYCHHS 1| MHOXKATh Ha MUTBHOH. J[J1s1 MOKpaIieHHs
TOMOTE€HHOCTI MarHiTHOTO TIOJISI BUKOPUCTOBYIOTh €NEKTPUYHI a00 MEeXaHiuHi MpH-
oMW, SIKi Ha3WBAIOTh IIMMIiHTOM (shimming).

SP-SAIMP-meTon J1a€ 3MOTY J0CITiKyBaTH GOCHOPBMICHI MaKpOeprH Ta iHIi
SHEepreTHYHI NOKA3HUKU B OPraHi3Mi in vivo, 1301b0BaHUX NepQy30BaHUX OpraHax
yn cyrnep(dy30BaHAX KIITHHAX 1 MITOXOHJPIsX.

Jns 3ano0iranHs MOIIKODKEHHIO BIPOIOBX TpuBanoro SIMP-excriepumenTy
130J1b0BaHI KIITHHY (HANPHUKIAA, KapIiOMiOIWTH) MOMIIIAIOTh B arapo3Hi KyJIbKH
[Doliba Nic. et al., 1998; Doliba Nat. et al., 2000]. Cycnen3ito kit (1-1,5 M)
3MIITYIOTH i3 6%-HOI arapo30r0, PO3UMHEHOI0 s KITHH y cepenoBuiii MEM
(Minimum Essential Medium). CycrieH3ito KIiTHH y pijkii araposi (37 °C) mBuako
IomaroTh 10 50 MuI MiHEpasbHOI OITii Ta MepeMIlIyIOTh Ha MAarHiTHOMY 3MillIyBadi
JUTSL yTBOPEHHS arapo3HuX KyJabok po3mipoM ~800—1000 MKM, 1110 MICTATh KIIITUHH.
Kysnbku nieperocsts y ckisiny SIMP-nipo6Gipky (@10 mm; 2000-2500 kymnbox/cm?)
1 IPUKPUBAIOTH 3BepXy (inbTpoM (po3mip mop 10 mxwm; puc. 18.4). Knitunu cynep-
(y3syrors pozunnom MEM, nacuuenum cymimmio 95 % O, 135 % CO,, 31 mBuakicTio
2-2,7 MI/XB, Ky 3aJal0Th 32 JIOTIOMOT'0I0 IEpUCTAIBTHYHOI ToMIK. EHepreTnuHM
cyOcTparom Auisl KIIITHH € 3a3Buuail oko3a (5 MM). Cranmaprom st *'P-criekTpiB
CIyTY€E CKIITHUH KaIlijIsip, po3TaloBanuii i GiasTpoM i 3armoBHeHHA (hochopBMic-
HUMH criofiykamu (puc. 18.5). YmoBu cynepdy3ii i30150BaHHX MITOXOH/IPIH AeTallb-
HO omrcani y podoti Mukomnu Jlomiowu ta in. [Doliba Nic. et al., 1998].

CnekTpockonis 3'P-AMP gae amory ouiHUTY iIHTEHCMBHICTb curHany docda-
TOBMiCHMX MakpoepriB, y T.4. ATO, AID, AM® i kpeaTnHdocdaty, a Takox
po3paxyBaTy piBeHb BHYTPILLIHLO- Ta 30BHILLUHBOKITITUHHOrO pH.

Cnekrpu *'P-SIMP Bix kapaioMiOIMTIB 3pyYHO PEECTPYBATH Ha BEPTHKAIBHUX
SIMP-ycranoBkax 3 9,4 T. ITinomry *'P-SIMP-1ikiB po3paxoByOTh MEPEBaKHO METO-
JIOM IHTETpyBaHHS 32 JIOTIOMOTOI0 KOMIT IOTEPHOT TPOTrpaMu, po3pobiaeHoi 10 Biano-
BimHOI SIMP-ycTanoBku abo nmporpamu NUTS (Acorn NMR).

Cnekrpu *'P-SIMP Bix cynepdy30BaHUX KIITHH B arapo3HHX KyJlIbKaxX MOXKHa
peecTpyBaTH 3a pe3oHaHCHOI yacToTu 162 MI'm, pagiowactorHux immynsciB 36, 45
gu 60°, 3a iHTEepBaITy 10 TOBTOPY 620 MC Ta 3a akymyitoBaHHs ~1000 curHaiiB mpo-
sirom 10 xB [Osbakken et al.,1992]. Metox na€e 3mory, 30Kkpema, peecTpyBaTu i BU-
MIpIOBaTH 1HTEHCHBHICTb CUTHAIy TaKMX META0OIIYHMX MOKa3HHKIB Kk P , kpea-
tuHdocdar (TUbKH y KniTuHax M s13iB), B-AAP 1 Tpu miku AT (o, Bi7) (puc. 18.6).
3 ycix *'P-SIMP-curnanis Big Mosekyn AT® Tinbku 3-AT® mik He MiCTHTB JOMIIIOK
curHany Bix AJI® i ToMy HOro BUKOPHCTOBYIOTh SIK CTaHIAPTHUI MOKa3HHUK Oio-
CHEPTETUYHOTO CTATYCy KIITHH y CHiBBifHOIEHH] /10 piBHA @ . KinbkicTh ochop-
BMICHUX METa0OJIITiB BU3HAYAIOTh, TOPIBHIOIOYH 1X 31 CHTHAJIOM BiJl pO3YHHY ITEBHOT
(dbocdarHoi crionyku.
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Puc. 18.5. Cxema cynepdysii KniTuH 41 MiToxoHApil 3a ymoB ekcrnepumeHty AMP: 1 — cknsHa AMP-
npobipka (10 MMm); 2 — dinkTp i3 nopamu; 3 — KNITUHWM YX MITOXOHAPIT B @arapo3HuX KyrbKax;
4 — NopIiBHANBHWI CTaHAAPT i3 po34mMHOM docdaTHoi cnonyku; 5 — AMP-cuctema (9,4 T); 6 —
cynepdysinHuin posunH (37 °C, pH 7,4); 7 — 6arnoH i3 rasosoto cymiwiwio (95% O, + 5% CO,);
8 — ninis noctavyanHs MEM; 9 — niHia Ansa BiACMOKTYBaHHSA HaAMMULLKY PO34MHy y npobipLi;
10 — nepucTtansTnyHi nomnu; 11 — cnekTpomeTp i komn'totep. CTpinkamy nokasaHo pyx
cynepdy3inHOro po34nHy Ta ra3oBoi CyMiLli

B PME
Mo \
AlNo
1)
A KpeatuHdocdar ATO
\

25 20 15 10 5 0 5 -10 -15 -20 ppm

Puc. 18.6. Tunosi cnektpu 3'P-AMP i3onboBaHux kapaiomiounTiB (A), MiTOXOHAPIA cepus (B) Ta KNiTUH
ibpocapkomm RIF-1 (B): BuaHo niku AT® (B, o i v), kpeaTuHdocdary, @, Ta NopiBHANbHNUX
ctanaaptis pocchomoHoedipy (PME), metunenamdocdonaty (MAP), metnneHdocdary
(M®) i 3-amiHonponindocdoHaty (AMNd)
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Po3agin 18. METOAM KNITUHHOI BIOEHEPTETUKN

3a *'P-criekTpaMu MOYKHA TAKOK BU3HAYUTH BHYTPILIIHBO- Ta 30BHIITHBOKIITHH-
ne pH. Hanpukian, y nepgysosanomy cepui pH y kiritunax (pH,) pospaxosyrors 3a
3cyBoM mika @ 1mon0 mika aAT® y piBHAHHI:

pH_ = 6,75 + log [(®,-0AT®) — 10,85 / 13,25 — (® -aATD)].  (18.7)

BC-SIMP. HenynboBuii criiH sijpa KapOOHY J[a€ 3MOT'Y peeCTpyBaTH MeTa0oIi4-
Hi TIEPETBOPEHHS €HEPTeTHYHUX CyOCTpAaTiB BYIJICBOIHOIO MOXOKEHHS METOIOM
SMP. Tak, 30kpema, OyJ0 BCTAHOBJICHO HAKOIMYEHHS ACSKHUX CYOCTpaTiB LUKITY
Kpebca mpotsirom immemii 3a peectpartii *C-SIMP-criekTpiB Bix cynepdy30BaHUX Mi-
TOXOHPIH cepus mrypa (puc. 18.7). Sk BUAHO, 32 YMOB KOHTPOJBHOI cymnepdy3ii
MITOXOH/IPii (HWKHIM criekTp) 3a okucHeHHs 5 MM [3-"*C]J-mipyBary i 5 MM manary
peeECTpyBaIM HEBEJIMKI TiKHK o-keToryTapary (C4, 30,5 ppm), manary (C3, 42,7 ppm),
a miKa cyKIiuHary He Oyro B3aradi. Imemis mpotsrom 30 XB (BepXHii CIIEKTp) CIpH-
YHMHSJIa OYEBUIHE 3POCTaHHS KOHLEHTpauii mmux cyocrpariB nukiy Kpebca: miku
O.-KeTomTyTapary i Manary 3poctanu B 1,9-2,5 pasy, npoTte HaliBHpakeHIIUM OyIio
HarpoMapkeHHs cyknuHary (C2, 34,5 ppm). HatomicTs, BimHOBIEHHS cymnepdysil
MITOXOHAPi NPU3BOAMIO 10 3HUKHEHHS MMiKa CYKLUWHATY 1 3MEHLICHHS O KOHT-
POJBHOTO PIBHS MMiKa O.-KeTOrTyTapary (JaHi He HaBeZeHo). [Himi cyOcTparu Kty
Kpebca (izomurpar, pymapar Ta i1.) abo He Oynu ineHTH(iKOBaHi, 800 BOHU HE 3Mi-
HIOBaJIMCs BHACHiIOK imemii [Doliba et al., 2000; babcpkwii Ta iH., 2003].

lwemisn

o-KIr
CKL

».J \U‘\'L ; ‘\wlwwﬂ W )""‘f e

Mipysat/p-Mipysat

~

Caxaposa KoHTponb
MaHo3sa

p-TMipyBat

gg 1 oKl
lj\“ ! Manat ]
H f ! L

! e lu-kw“» \.«W'«ML('-"A R R AN

65 60 55 50 45 40 35 30 25 ppm

Puc. 18.7. ®C-AMP-cnekTpu cynepdy3oBaH/X MITOXOHAPIV cepus Liypa 3a KOHTPOMbHMX YMOB Ta 3a
iwemii (30-xBUnuHHa 3ynunHka cynepdyasii): 3-*C-nipysat (5 MM) + manart (5 mM); p-nipysat —
okcudpopma nipysaty [babcbkui Ta iH., 2003]
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18.9. MO3UTPOHHO-EMICIMHA TOMOIPA®IA

JI1s1 BUBYEHHS MIBUAKOCTI MOTIMHAHHS IJIIOKO3H, a BIATAK 3MiH TJIIKOIITHYHOI
AKTUBHOCTI YacTO BHUKOPHCTOBYIOTh METOJ TO3MTPOHHO-eMiciiiHOi Tomorpadii
(ITET). [dns uporo TBapuHaMm (HalpUKJal, MUILIAM) Y€pe3 XBOCTOBY BEHY BBOJSTH
2-¢uroop-2-neokcu-D-riroko3y, miveny '*°F (*F-JII), sika mpoOHKUKAE y KIIITHHU MO/~
OHO 10 3BHYAWHOI IITIOKO3H, aJie JAaji He PO3MICIUTIOETHCS /10 MipyBaTy 4M JAKTaTy
[Moran et al., 1999]. O6po6ky [1ET-300paxeHb 31iHCHIOIOTH 32 JIOTIOMOTO0 (iJib-
Tpa ["aHHiHTA 3 NIMITYHO4010 9acToTO0 4,2 eM™.

Ha puc. 18.8 naBeneno posmnoscropkertst *F-JII" y KOHTPOIBHUX 1 JIIKOBAaHHUX
MPOTUIYXJIMHHUM TpenapaToM S-GpTopypaLuiioM MUALIEH Mepes iH’ €KIi€l0 mpenapa-
Ty 1 Ha TPETiH AeHb micis Hei. Po3ranryBanus miamkipHoi gpidopocapkomu RIF-1 ner-
KO BUSIBUTH Ha CariTalbHOMY 1 aKkCialbHOMY 300paKeHHSX, OCKUTBKH TPHUIIEIUIeHa
Ha 3a]IHi{ JaIi NyXJIMHa po3TauioBaHa OMM3bKO 10 iHTeHcuBHOTO curHany 'F-/IT,
0 HA/IXOJIUTH 31 ce4oBOro Mixypa. Uepes Tpu JiHI miciisl BBEICHHS TIperapaTy iHTeH-
cuBHicTh curHany '*F-JII" 10CTOBIpHO 3MEHIITyBaIacst OPiBHIHO 3 BUXiTHUM PiBHEM.
MoskHa TPHITYCTUTH, IO 3HIKEHHS TIIKOJITHYHHUX MPOLECIB Y MyXJIUHI BUHUKIIO
BHACJIIJIOK 3CYBY EHEPreTUIHOr0 OOMIHY BiJl NIIKOJMI3Y JI0 OKUCHOTO (hoCOprITIOBaH-
HS B PE3yJIbTATI IMiIBUIICHHS IMOCTaYaHHS KUCHIO W €(EeKTUBHIIIOTO BUKOPHCTAHHS
DJIIOKO3H KJIITHHAMHU, 110 HE BigMepiH micis ximiorepanii [Babsky et al., 2007].

MiveHy 2-cntoop-2-geokcn-D-rnokody HamyacTile BUKOPUCTOBYHOTb SK
MapKep AN OLiHKM TPaHCMOPTY [OKO3M Y KNITUHY M aKTUBHOCTI rMiKosisy
METOOO0M MO3UTPOHHO-EMICINHOT TOMOorpadii.

KoHTponb
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0 l,—.’\CEHOBMMSs
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[Hi nicna Tepanii

Puc. 18.8. Po3nosciogkeHHs "®F-AI y nyxnuHi RIF-1 go (0-1 geHb) i Ha 3-11 aeHb nicns iHekuii 5-dTop-
ypaumny (150 Mr/kr): HaBeileHO TUMOBUIA NPUKMaZ aKCOHanbHOro i caritanbHOro 306paxeH-
Hs1 NO3UTPOHHO-eMiICiHOI Tomorpadii Muwern C3H koHTponbHOI Ta gocnigHoi rpynu [Babsky
et al.,, 2007]
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Po3agin 18. METOAM KNITUHHOI BIOEHEPTETUKN

[H1I1i MeTOTH, SIKi BUKOPUCTOBYIOTH Y IOCII/DKEHH] 010€HePTeTHYHUX TIPOIIECIB,
OIKMCAHO TAKOX B JIITEpaTypHUX JpKepenax [Saks et al., 1998; Ocramyenko, Muxaii-
muk, 2006; Bimizno Ta iH., 2012; Skulachev et al., 2013; JInukoBchkHit Ta iH., 2014].

Miacymok 18. METOAU KAITUHHOI BIOEHEPTETUKU

e Merox andepeHiIoBaIbHOT0 NeHTpU(YTryBaHHS Aa€ MOKIUBICTD 130-
JOBAaTH CyOKMITHHHI (pakuii, B T.4. 1 MiTOXOHAPII, 30epirarwuu 3a yMoB
in vitro 0CHOBHI (D)yHKI[IOHAJIbHI BIACTUBOCTI MITOXOHJIPIiH in vivo.

e JlocnmiKeHHs €HepreTUYHUX MNPOLECIiB B 130JIbOBAHMX KIITHHAX A€
3MOry 0Oe3nocepeHb0 BHBYATH PELENTOPHI Ta CUTHAJIbHI MEXaHi3MHU
JesIKUX (i31070r yHUX (PyHKIINA KITITHH.

e [loB’s3aHi 3 €HEPreTUYHUMH IpouecamMy (EpPMEHTH, aKTUBHICTH SKHX
BU3HAYAIOTH KJIACHYHUMH CH3UMATHYHUMH METOJIaMH, HE TUIBKH € Map-
KepaMu CYOKJIITHHHUX (DPaKIIiid i KOMIUIEKCIB AUXaJIbHOTO JIAHITFOra MiTO-
XOHJIPIH, aJie W Jar0Th MOXIJIMBICTh OI[IHUTH IHTEHCHBHICTh OKHCHO-BIJI-
HOBHHX 1 TIEPOKCHIHHUX TPOIIECIB.

e [lomssporpadiuHuii METO/, IO IPYHTYEThCS Ha PEECTpAIil eNEKTPOXi-
MIYHOTO BiJIHOBIICHHSI (Di3MYHO POZYMHEHOTO KHCHIO Ha TUIATHHOBOMY
KaTOJIi ITiJ] Yac HAKJIaJaHHs CTaJoro MOTEHIIiaNy, Ja€ 3MOTY MOJICIIIOBa-
TH B noJisiporpadidynii KoMipii (yHKIIOHAIbHI CTaHU CIIOKOI), aKTHB-
HOCTI ¥ BIIOYMHKY Ha MITOXOH/IPIaJIbHOMY PiBHI.

e SlnepHO-MarHiTHHII pe30HAHC — SIBHIIE PE30HAHCHOTO MOTIMHAHHS PaIio-
JaCTOTHUX XBWJIb SIIPAMH aTOMIB, SIKI MAIOTh HEHYJIOBHU CITIH 1 MarHiT-
uuii Moment ('H, 2*Na, UF, BC, *'P Ta iH.) Ta po3MillieHi y CHJIbHOMY 30B-
HilHEEOMY MarHiTHOMY moji. Criekrpu *'P-SIMP narooth 3MOTry OIIIHUTH
SHePreTHYHAN CTaH KIITHH 1 MITOXOHJAPIH B OpraHi3Mi, i30JJb0BAHOMY
nepdy30BaHOMY OpraHi Ta cynepdy30BaHiid CyCHeH3ii KIITHH YU MiTO-
XOHJIPIH.

e MeTonOM MO3UTPOHHO-EMICiiiHOI ToMorpadii peecTpyloTh MOSBY
Y-KBaHTIB, SIKI BUHUKAIOTh YHACII 0K aHIrUISLI] €IeKTPOHIB 3 IO3UTPO-
HaMH, 110 YTBOPIOIOThCA 32 [B-posnany paxionykiigy. Lleit meTon yacto
BUKOPHUCTOBYIOTH JUISl OLIIHKU TPAHCIIOPTY IIIIOKO3U Y KIITUHY W aKTUB-
HOCTI DJIKOIMI3Yy.

295



OCHOBW BIOEHEPTETUKN

10.

11

12.

3ABOAHHA | KOHTPOJIbHI MATAHHA

SAxum € npuHUUN MeToAy M epeHHiaTbHOr0 HeHTPHU(YryBaHHA A PO3diJeHHA
cyOKTITHHHUX paKuiii?

IIlo Take monsiporpadisa? Yomy noasiporpadiuanii MeTo BUMIiPIOBAHHS CIOMKH-
BaHHS KHCHIO i301b0BAHMMH KJIITHHAMH YH MIiTOXOHAPiAMH 3 Gi3HIHOI TOUKH 30py
NpaBUJIbHilIe HA3UBATH XPOHOAMIIEPOMETPUYHNM?

SIx MOSICHUTH THMYacoBe MPUCKOPEHHSI AUXAHHS MITOXOHIPiil mic/is goxaBaHHA
y noasiporpagiuny komipkry AJ1D?

Ha saxux ¢izsM4HUX BJACTHBOCTIX siiep aToMiB 6a3yeTrbes metod AMP?
Yomy Ha cniektpax *'P-SIMP criocTepiralotTh TpH pe30HAHCHUX HMiKH MoJiekyJa AT®?

Yomy miveny 2-guiroop-2-geokcu-D-riioko3y HaiiyacTille BHKOPHCTOBYIOTH JJIf
OLIIHKM TPAHCMOPTY INIIOKO3HU Y KIITHHY i aKTUBHOCTI riiikoJizy metoaom ITET?

HenTpudyryBanns KIiTHHHOroO romorenary 3i msuakictio 300-400 g Buxopucro-
BYIOTB /ISl OCA/IKEHHSI:

1) snep;

2) He3pyHHOBaHMX KIIITHH;

3) miTOXOHpIif;

4) Mikpocom.

Inpukaropu Qepunianin kajgio Ta JuXaI0pPeHoiHI0(PeH0] BUKOPUCTOBYIOTh IS
BH3HAYCHHSI AaKTHUBHOCTI:

1) IATOXPOMOKCHIIA3H;

2) CyKIIMHATETiIpOTeHAa3H;

3) mipyBaTAeTiApOTeHasN;

4) TeKCOKiHa3H.

SAxuii MeTan HaifyacTtille BHKOPHCTOBYIOTH AJIs BUMIPIOBAJBLHOIO eJ1eKTpoaa 3a
noasiporpadgiunoi peecTpauii NOTHHAHHA KMCHIO MiTOXOHAPiAMHU?

1) cpibio;

2) 3ami30;

3) 30m0T0;

4) nnatuHy.

JooyToxk AJI®/O Ha BUAKICTH JMXaHHS MITOXOH/pIil y cTaHi 3 — ne:
1) mBuaKicTs rigponizy ATO;

2) mBHAKICTH OKUCHOTO (ochopuiroBanus AJ[D;

3) auxajbpHUE KOHTPOIB 32 YaHcoM;

4) yac okncHoro (GpochopHIIOBAHHSL.

CriBBiTHOIIEHHS IBHIKOCTel TUXaHHA MiTOXOH/PIii y cTani 3 i 4 — ne:
1) muxaapHAN KOHTPOIH 3a Jlapmi;

2) edexTuBHICTH OKHCHOTO (hochoprmoBanus (ALD/O);

3) muxanbHUI KOHTPOIb 32 YaHCcoM;

4) nuxaneanii koedinient (CO,/0,).
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- BisibHa [166ca 26
-- aJIUTUBHICTB 3MiH 31-33
-- 3MiHa BinbHOI eneprii [166ca 32
-- 3MiHa CTaHAAPTHOI BUTBHOT
muTparcuHTas’Hoi peaxnii 130
-- nificHa 3MiHa BinbHOI eHeprii 30
- rigpomizy AT 67
- rigpomizy ¢pocdoenomnmipysary 90
- rigpoiizy kpearurdocdary 64, 232
- Tipoiizy (pochoprITbOBaHUX CIIONTYK 55
- 1,3-mudocdorriuepary 55, 63, 64
- oxepeno 248
- @IIEKTPUYHOTO MoTeHmiany 12, 152
- eJIEKTPOXiMiYHOrO rpajieHra 271
Eneprernunnii oomin 18, 19, 52, 61
Enoin-KoA-rinparaza 106
Enranemis 25, 26, 27, 33
Enrpomis 25, 26, 27, 28, 31, 33
Eputpountn 38, 53, 84, 87, 90, 97
- 3apakesi Plasmodium falciparum 102
Ecrepudikamis 102
Ectporenn 185, 186
Etan 182
Etanon 91
Edexr
- BapOypra 262, 263, 264, 274
- Kpebtpi 264
- ITacrepa 243

)Knp

- Oypumit 153

3a6opr03aHicn,
- kucHeBa 230
3aKIIIKaHHS
- Tpynse 227
3akoH (-1)
- bioeHepretuku 13
- PyOnepa 18
- TepmoarHaMiku I 25
- repmoauHamiku I 26
3aso3a
- MiAIUTYHKOBa 242

3B 30K
- BUCOKOEHepreTnuHuii Tioedipanit 130, 131,
160
- mpanc-tuny 110, 131
- bocdoanriapunamii 54, 58, 74, 31
- yuc-tuny 110

Lsonciium 46, 122
I3oumrpar 76, 132, 137,145, 194, 195, 244, 245,
283
- yrBopeHHs 130
- “neinriOyrounit” BB 199
- TpaHCHOpPTyBaHHA 212
I3onmrparaeriaporenasa 130, 136, 137, 219,
265
Incynin 242, 243,244,270
- ehextn 244
- cexpenisn 243, 244
IHcyminope3ucTeHTHICTE 269
Incyner 269, 271, 273, 274
Iadapxr miokapma 235,267, 274
Tmemis 235

HOZ[&HETaT 89

KaﬂopI/IMeTpiﬂ
-mpsiMa 13
Kanopumerp Etyorepa—benenukra 14
Kanopuunuii ekBiBaleHT KHCHIO 16
Kanau (-u)
- AT®-uyrnuei K*-kananmu 213, 243, 252
- akBaniopunu 211
- moTeHmian3anexkHi anionHi kananu (VDAC)
211, 215,222,263
- pianoguHuy™IMBI 216, 217
Kapbamoingocoar 115, 118
Kapb6anion 131
Kapboanrigpasza 247
Kap6okcun 193
a-Kapbon 116
Kapnaiominin 209
Kapaiomionuru 266
- anonTH4Hi 267
- i3omroBaHHs 279
- MiTOXOHIpii 266
- HeKpOoTU4Hi 267
- YIIKO/KEeHHS 267
Kapnitun (L) (sitamin B, ) 104, 107, 212, 259,
262
- 6iocuntes 104
-mig 104
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Kapnitun-anunrtpancdepasa I 270
Kaporunoinu 185, 186
Kara6omizm 13, 19, 22,
- ami"okuciot 115, 118-122
- mroKo3u 98
- mipyBary 91
Karamnaza 107, 184, 185, 189
- BU3HaueHHs 281
B-Keroanmn-KoA 106
a-Kerormyrapar 76, 118, 120, 121-124, 130,
131, 133, 134, 136, 145, 171, 194-198, 204,
247,250-253, 264, 265, 283, 288, 293
- TpaHCHOpPTYBaHHA 212
Kerosz 110
Keronogi tina 109-110, 124, 204, 228, 235,
249, 253
B-Kerotionasa (-ketoannn-KoA-tionaza) 109
Kucens 14, 15, 21, 37, 143, 150152, 154, 155,
159, 168, 175, 176, 212, 230, 231, 282, 284
Kucnesnit 6opr 17
Kucnora (-u)
- ackop6OinoBa 183, 187, 189
- OypIITHHOBA (SHTapHA, OyTaHIi0HOBA
KHCJIOTAa, eTaH-1,2-1uKkapOoHOBa,
Oue. cyknunar) 191-192, 250
- nrytaminoBa 187
-xupHi 39, 40, 42, 101-109, 245, 269-271
-- aktuBaris 102—105
-- apaxigonosa 101, 107
-- BitpHI 102, 182
-- ecrepucikanis 102
-- minosiesa 101, 107
-- minosienosa 101, 107
-- mipucturoBa 101
-- Hacuueni 101
-- HeHacuyeHi 101
-- oneinosa 101
-- okucHeHHs 43, 61, 76, 101, 102, 270
--- y mepokcucomax 107
--- eHepreTuyHa HiHHIcTh 109
-- manpmiTuHOBa 101
-- maneMiToneinoBa 101
-- momineHacudeHi 101
--- apaximzonoBa 101, 107
--- minonesa 101, 107
--- minonenosa 101, 107
-- cteapunoBa 101
-- cunre3 76, 97
-- Tpa”cnopr 105
-- KapHITHH-0II0CEPEIKOBAHE MEPEHECECHHS
104

-- B-oxucuenns 105—108
- HykIeiHoBi 19, 52, 97, 98, 178—180, 189, 258
- MaHTOTeHOBa 128
- ceyona 121
- xyopuzHa 246
-- cekperist 246—248
Knituau
- B-xmituan 242, 243, 252,269, 270
- mapierainbHi nurynka 247, 253
- pakoBi 262, 263
-- ocobmmBocTi 262, 263
Kpearundocdar 53, 64, 66, 231-232, 235
- BUKOpHUCTaHHA 64
- rigponiz 53, 63, 64
Kpucra (-n) 42
Koedinient
- AJ1®/0 (P/O) 159,202
-- po3paxyHoK 287
- nuxajapHui 15, 17
-- OinkiB 16
-- BymieBozis 16
-- xupiB 16
-- ycepeaHeHuit 16
- KOpucHoO{ aii
-- OKMCHEHHs cyKuuHary 197
-- M’s3iB 234
Kommexe
- a-KetortyTaparaerigporenasuuit 130, 131,
137
- | nuxanpHoro nanmora 144, 144-146, 178,
261
- Il nuxaneHoOTO NaHiora 144, 146—-147, 192,
205,279
- I puxansHoro naniora 144, 148-149, 178
- IV guxaneHoro nanmrora 144, 150-151, 264,
280
- V KoMIuIeke AuxanbHOro naHmora 164-166
- mipyBarzerigporenasuuit 127
Koncranra (-u1)
- Mixaenica—Menten (Michaelis—Menten) 86
-- rekcokinazu Il 86
- piBHOBaru 28-32, 33
-- aJieHIaTKiHa3HOT peakuii 61
- cemuMenTanii 46
- ¢iznuni y TepmonuHamini 33
Kontpakrypa 228
- BromMu 228
KonTpons
- TUXaJIIbHUNA
--3a Jlapmi 286
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-- 3a Hancom 286
- peLIUIPOKHUH aocTepuuHuil 96
Kogepmenr
-A 102, 111, 128
- Q (y6ixinon) 108, 144, 146, 147, 148, 149,
154, 155,171, 172, 185, 192, 193, 205, 262
Kpoxmanps 83

JIaKTaT 17,90, 94, 98, 202, 229232, 243,
252,260-263, 267, 274
Jlakratnerinporenaza 243, 263, 274
Jlaktodepun 183
Jlanuor
- TUXaJIbHUN (€JIeKTPOHTPAHCHOPTHHI) 265
-- komruieke 1 144, 144—146, 178, 261
-- komruieke 11 144, 146—147, 192, 205, 279
-- kommutekc 111 144, 148—149, 178
-- komiuteke IV 144, 150—151, 264, 280
-- xomrieke V 164—166
-- po3mimenHs 43, 143
- €JICKTPOHTPAHCTIOPTHHH (Ou6. TUXaTbHHN )
JIaHITIOKKHA
- amidarmyani 101
-- Hacuueni 101
-- HeHacuueHi 101
-- mojiiHacuueni 101
Jletitmn 116, 122
Jluxomanka 110
Jlinaza (-u) 102
Jlinoar 128, 131
Jlimgponwt (-n) 199-201

MaKpO(bam 102
Manar 76, 120—124, 131, 132, 135, 137, 145,
170, 194, 196, 198, 211, 212, 244, 245, 247,
251,283,293
Manargerinporenasa 43, 123, 132
Marnonar 193
Marnonin-KoA 105
Manoza 94
Marpuxe 40, 43, 45, 48,104, 105,107, 111, 118,
123,127, 128, 130, 136, 144-148, 151-153,
161-166, 168—171, 178, 183, 197, 209, 212,
213,215-216, 218-220, 222, 263, 269, 272,
289
MewmbOpana
- CHOIUIA3MaTHYHOTO PETHKYIYMY
acomniifoBana 3 mitoxouapismu (MAM) 43-45
- mitoxouapiit 40, 41, 42
-- BHyTpimHs 42—43
-- IpOHUKHicTH 209

-- 30BHImHS 40—41
--- TpaHciokasza 211
-- TPAHCIIOPTYBAJIBHI CHCTeMH 43, 44,
209-222
Merabonon 197
Merunmanonin-KoA 122
Merionin 46, 104, 116, 117, 122
Meron (-1)
- Binbsimca 279
- mudepennianabpHoro HenTpudyrysanus 277
- eH3MMAaTHYHI (BU3HAUCHHS AKTHBHOCTI)
-- nmytaMarzerigporenasu 281
-- miyrarionnepokcuaasu 281
-- karanasu 281
-- MOHOaMiHOOKcHaaszu 281
-- CyKUMHATAeriaporeHasun 279
-- cynepokcuaaucmyTasu 281
-- muToXpomMokcuaazu 280
- HAZI(®)H-¢mroopockomii 267
- MO3UTPOHHO-eMiCiifHOT ToMorpadii 263,
294-295
- momsiporpadiunmii 282, 287
- AIepHO-MarHITHOTO pe3oHaHcy 289-293
- 3P-SIMP-cniekrpockomii 267, 289293
- pH-merpuunuii 287-289
Merabomnism 13,19, 22, 75, 135, 180, 185, 199,
202, 220, 245, 259, 262, 263, 265
- amiHoKucioT 115-122
- aHaepoOHuit 232
- aHabomiuHuit 262
- AT® 58,243
- ByrieBoxiB 8199
- xkupHUX kucinor 101-107, 155
- )KUPOBOI TKaHUHU 245
- kucHeBuit 179
- M’s3iB 66, 237, 245
- nedinku 245
Mikcoriazon 148
Miorno6in 134, 235
Mio3un 227
Miokina3a (aaeHinarkinaza) 60
MicTo4oK (-4KH)
- moriepeunuii 227
Mitodysun 43
Mitoxonnpis (-ii)
- Oydep ioniB Ca** 220
- BuaisieHHsa 278
- IHK 43, 45-46
- KiTbKicTh 38—39
- B-xmitun 243
- MaTpukc 43
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- MeMOpaHa
-- BHyTpimHs 42—43
--- Kpuctu 42
--- TpaHcnokasza 211
-- 30BHimHS 40—41
- MeTabomiuni cranu 282, 284—-286
- MbkMeMOpaHHuii npoctip 41
- YIIKO/KEHHS 258
- TIOXO/)KEeHHs 37
- po3mipu 40
- posTanryBaHHs 40
- bopma 40
Mioxkapn 235
- cyOcTpary OKMCHeHHs 235
Mionaris (-ii) 259
Mosok 248,271
Mornouna kucnota (ous. Jlakrar) 17, 51
- IPOLYKTH Iucoriamnii 17
MononykneoTusn
- (maBinoBuit 145, 146
MoHnoamiHOKCH1a3a
- BU3HaueHHs 281
Momnoarmriineport (-u) 102
M’s3 (-m) 225,237
- 6imi 229, 231
- TIageHbKi 225
- Jukepeno eHeprii 228-229, 232, 237
- KK 234
- cepueBuii ous. Miokapn 225, 235, 238
- cKelneTHi (monepeyHocmyracti) 225,229,270
-- mpuHIUN pobotn 225
- TeIUIoNpoayKuis 234
- yepBoHi 229

HAJI 74,775,776, 79, 81, 87, 89, 90, 92, 93,
106, 128, 130, 131, 136, 137, 170, 209, 246
HAJIH 19, 75, 83, 84, 87-92, 94, 98, 105-109,

112, 122,123,127, 128, 132, 136—140,
143-146, 148, 152, 153, 161, 163, 168,
170-172, 211-213, 222, 243, 248, 253
HAJIH-nerigporenasa 46, 106, 176
HA/IH-okcumaza 178
HAJJH-uuToxpoMm-c-penykraza 178
HAI® 19, 73,75, 76,79, 130, 209, 222
HAJZI®H 19, 73, 75, 9698, 106, 107, 145, 185,
212,244,264
HAI®H-uroxpom-c-penykraza 178
Heitipon (-u) 248, 253,272
Hexpos 219, 267,272,274
Heomnasis 264, 274
Hianwn (Bitamin B,) 77, 128

Hikorunaming 74-76, 89
Hitporen 75, 121

- BUBeACHHS 121
Hyxneorunu

- mipuauHOBi 74, 75, 79

- mipuMignHOBi 134

- mypuHoBi 134

- pmaBinoBi 74, 79,145, 146
Hyxneornmmudocdarkinaza 131

OGMiHHIAK

- omyramat/OH~ 122
- H*/Ca* 219
-Na"/H" 218
- Na’/Ca>" 218
Okxkcanoanerar 122, 124, 130, 132-134
Oxcurexn
- aktuBHI popmu 175-179, 180, 182, 183, 185,
188, 189, 221, 267, 269, 274
-- reHepyBaHHsA 176—177
-- mkepena 177-178
-- KOHIIeHTparis 178
-- pors 179
OKHUCHEHHS
- o-okucHeHHsa 107
- B-oxucuenns 105
-- eran 105—-106
-- y nepokcucomax 107
- BiTbHOpaauKainpHe 179—182
-- crazii 180, 181
--- igimiroBanus 180, 181
--- 00puB (tepminauis) 180, 181
--- posrairyxenHs 180, 181
-- inTeHcudikamis 180, 182, 185, 186
OKHCHUK (OKHCHIOBAJIbHUM areHT, aKIenTop)
70,72
Okcanoanerar 117,121, 123, 124, 130,
132-137, 139, 170, 171, 194-196, 199, 250
Opranizm (-n) 11, 14-17, 19, 21, 22, 26, 32, 37,
39,42, 47,52, 53, 58, 59, 61, 62, 64, 83, 84,
90, 93, 98, 102, 104, 109, 115, 117, 118, 135,
138, 175, 180, 182, 185-189, 191, 195, 197,
199-201, 206, 230, 231, 234, 235, 248, 249,
257,271,
- eHepreTHyHuid oOMiH 13
- TEpMOIMHAMIYHO BiKpHTa cucrema 12,26
Opmitua 118
OcHoBHHMIT 00MiH 18
- KiHOK 18
- YMOBH BU3Ha4YeHHS 18
- 4oyoBikiB 18
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Ocrpisni Jlanrepranca (Langerhans) 242
- a-KmiTaHE 242
- B-xmituHE 242
- O-kiiTHHU 242
- PP-xnitunn 242

OxucHe GpochopTroBaHHS
- epexruBHicTs (AJJD/O) 168, 202, 287
-yac 287
- WBHUAKICTL 287

OxucHO-BiHOBHA Mapa (pemokc-napa) 6970,
152, 187

OxucHO-BiHOBHMI noTteHmian 70, 71
- cTaHIapTHUH 72—74

B-Oxcubytupar 109

HaTepH

- pyskuionansHuit 199
-- TIOOKMi criokiit 199
-- OllepaTUBHUM CTIOKii 199
-- CTaH moMipHo1 aktuBamii 199
-- rinepakTuBamis 199
-- npurHideHHs 199
[emarpa 76, 77
Ilentan 182
[enTo3a (-n) 83
- yrBopeHHs 96
ITenrozopocdar 97, 98
[epenocnuk (-u) 93, 94, 147, 149, 210, 246
- Oinku 143, 181
- IIyTamaT-acrnapratauil 122, 123
- nmoko3u (GLUT) 242
--GLUT1 87
--GLUT 2 86, 87
--GLUT 3 273
--GLUT 4 270
- IUXanbHOro JaHiora 152, 286
- enexrponiB 19, 23, 69, 72, 76, 78, 81, 90,
127, 139, 144, 148, 151, 152, 185, 186
- KapHITUHOBUH 212
- Manat-acmaprarauit 121, 213, 243
- mipyBary 212
[epoxcun-anion 175,177, 189
Iepoxenau 176, 186
- mimigis 180, 182, 185
Ilepoxcucoma (-u) 107
- Mmopoooris 107
- cuctema [3-okucHeHHs 107
Ieuinka 77, 86, 87, 102, 109, 118, 219, 228,
229, 245,258, 271,277,278, 279, 288, 289
- Mapkep nopymreHss Gynkmin 281
- mitoxoHpii 42,43, 170, 188, 202, 216, 250

Mipysar 43, 63, 76, 83, 84, 85, 87, 88, 90, 98,
117,118, 121-123, 128, 130, 132, 135, 136,
138, 139, 145, 162, 168, 194, 195, 198, 202,
209, 211, 212, 222, 226, 228, 229, 243, 252,
260, 261, 263, 284, 294
- MeTabomism 259, 262, 273
- neperBopennss 90-91, 92, 94, 127, 140

[MipyBatneriaporenasa 128, 137, 138, 219, 245,
263, 265

[MipyBarkapbokcuiaza 94, 135, 245

[TipyBarkinaza 83, 90,263

ITHeBMOHiIs
- HemoByAT 202

IMoninenTua nankpeatuuHuii 242

[Tomma (AT®-aza)

- Ca’* 267
- HY/K* 248
-Na'/K*" 228, 248, 267, 271,273

[Topa miToXOHIpiadbHA TPAH31EHTHOT
npoHUKHOCTI 216, 219, 265, 267, 272
- pomb 219
- mpupona 219

[opuH (-u) 222

TToreHmian
- BigHoBHHE 98, 150, 152
- mii 225-227
- enekrpoximivamic 151, 152, 161, 169, 183,
209, 213, 214, 219, 236, 243, 248, 266, 286
- cTaHJIapTHUH BimHOBHUIA 146, 149, 152
- TpaHcemiTemanpHui 248

[Morenuiano3anexHi anionni kanamu (VDAC)
45,211, 215, 219, 222, 263

[penapar (-u)

- IPOTHIYXJIMHHI 265

[Iponin 116, 117, 121

[pomionin-KoA 122

Iporeinkinaza 129, 137, 154, 264
- AM®-3anexna 61,62, 105, 264, 268, 270,
273

[Iporodidpumna (-u) 225
- ToBCTI 225,227
- ToHKi 225,227

[ypun (-u) 121

Panucan (n) 147,175,177, 187,267,273
- ankin 180
- BimbHI 77,176, 179-181, 185, 186, 219
-- TinpokcwibHI 187
-- kapbouuteHi 187
- okcureny 176, 177,267,273
- TokoepoxcmibHi 185, 186
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Pak 262-266
Peaxuis (-if)
- ajleHinaTKiHa3Ha (MiokiHa3Ha) 232, 234, 237
- aHabomiuna (-1) 19, 251
- aHaruepotnyHa (-i) 135
- BitbHOpaauKainbHa (-1) 183
- ex3eproniuna (-i) 27,31, 32
- exk3oTepmiuna (-i) 27
- eHjoTepmiuna (-i) 27
- enyieprouivna (-1) 27, 31
- karabomiuna (-i) 19, 232, 251
- OKHCHO-BiJHOBHI 19, 6974, 287
- crpec 182,245
- TepMOAMHAMIYHO BHTiIHI 31
- ®enrona 181
Penokc-napa (0us. OKuCHO-BiTHOBHA 11apa)
Pentepysist 267
Pecmniparopuuii anapar [lyrmaca 15
Peuentop
- N-metmi-D-acmaprary (NMDA) 272, 274
- PGC-1a 270
Pu6o30-5-pochar 96
Pubo¢nasin (sitamin B)) 77, 128
D-puboza 96
D-pubyno3o-5-pocdar 97
Po3unn Kpebca—I'enceneiita
(Krebs—Henseleit) 279
Porenon 145
Pyx 225
- ameboimanii 225
- JUKTYTUKOBHH 225
- M’s130BUl 225

CapKoneMa 226
- neronsipusamis 226
Capxomep 225
Capxkorutazma 227
- MiBUIIEHHsI KOHIeHTpaitii ionis Ca** 227
Cepenouiie
- romoreHi3amii 277
- TUXaHHS MITOXOHIpiit 283
Cepun 116, 117, 121, 137, 264
Cepue 61, 101, 202, 203, 228, 235, 238, 245,
260, 266, 267-269, 271, 277-279, 283, 293
- mitoxouapii 42,43, 170, 214, 216, 218, 250,
252,288,292
CeuoBnna (-n) 115
-mukin 117-121, 124, 138
Cua
- enlekTpopymiitna 69, 71, 290

- mpotoHpyiitHa 152, 159, 161-163, 165,
169, 267
Cumnopr 210
Cunzpom
- Kepuca—Ceiipa (Kearns—Sayre) 259
- JleGepa 261
-JIi 194
- IMipcona 260
- MELAS 260
- MERRF 260
Cunres 19
- AT® 20, 51-53, 64, 83, 89, 108, 109
- 0inkiB 37, 45
- ITI0K03u 94
- JKUPHHX KHuCaoT 61, 97
- HyKJICTHOBHUX KHCIOT 97, 98
- HykneotuaiB 97, 98
Cucrema (-u)
- aHTHOKCHUIAHTHOTO 3axucty 182—187
- BUBEJICHHS KaJbIIiI0 3 MiTOXOHApPiH 218,
219,222
-- H'/Ca*-o6minauk 219
-- Na'/H*-o0minHNK 218
-- Na*/Ca’"-o6minauk 218
- HA/IXOJDKEHHS KaJIbIIF0 B MAaTPHUKC
MiToxoHapii 215, 222
-- piaHoguHuy MBI Ca*'-kanamu 216, 217
-- CUCTeMa IIBHJIKOTO moruHaHHs 215, 216
-- Ca**-yninoprep 215, 216,218
- PELUIPOKHI CYOCTPaTHO-TOPMOHABHI 251,
253
- TepMoMHaMiyHa 12, 25, 26
-- IOKa3HUKU 26
-- BinbHa enepris [166ca 26
-- eHTasbMmis 27
-- edTporist 27
Cik TpaBHuii 246
CkeBenxep-perentopu 102
CxopoueHnst 225-227
Comaroctatun 242
Crniocobu nepeneceHHs enekTponis 70-71
- 6e3nocepenne 70
-y ckJazi atomis rigporeny 70
-y cknani rigpun-iona 71
- IpsiMa B3a€MOJIisI BITHOBHHKA 3 KUCHEM 71
Cropuntep 230
Cranu metabosiuni 3a Yancom 282, 284
Crapinas 187, 188, 259
- Teopii
-- BUTbHOpaquKanpHa 187
-- MiToXOoH IpiambHa 188
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Crpec
- OKCUJaTUBHUN 273
CyxkiuHar (OypIITHHOBA KHCIIOTA, STHTApHA
KHCIIOTa, OyTaHJi0HOBA KUCIIOTA, eTaH-1,2-
nukapOoHoBa kuciora) 131, 144, 146, 147,
191, 194-197, 205, 206, 212, 247, 250-253,
262,264, 280
- ajanTariiHa peakiis aktuarii 202
- okucnenHs 132, 147,152, 155,162,168, 192,
283, 284, 287, 293
-- MexaHizm 193
- mpoxykuist 192
- TepaneBriyHa st 202—-204, 205
- yrBopenus 131, 192, 195, 198
- (hapmarieBTHUHMIA Tpenapat 192
- xapuoBa o06aBka 191
CykuuHarzaerigporenasa (cykuuHar-KoQ-
penykraza) 78, 146, 147, 155,193, 264
- Oynosa 193
- rinepaktuBamis 199
- iHTi0iTOpH 193
-- kapOokcuH 193
-- manar 193
-- MasioHar 193
-- okcanoauerar 193
-- TeHOINTpH(ITyopoaneron 193
- MeMOpaHocTabinizyroda aist 202
- pamionpoTeKTopHi BracTHBOCTi 204
Cyxmunuin-KoA 119, 121, 124, 130—-132, 134,
138, 194, 195, 205
Cyknunin-KoA-cunrtasa 131
Cyxkuuningocdar 131, 192,
Cynepokcua-anion 175,176—178, 181, 183,
186, 189, 193, 194, 267, 281
Cynepoxcuaaucmyrasza 183
- BU3HA4YCHHs akTHBHOCTI 281
- Kynpym/nuHKBMicHa 184
- MaHraHBMicHa 183
- hbepymBmicHa 183
Coinromienin 181

TeHo'l'nTpmbnyopoaueTOH 193
Teopis
- cyOCTpaTHO-TOPMOHAIBHHX cucTeM 250252
Tepmorenin 153
- aktuBaisa 154
Tuposun 116, 122
Tiamia 128
Tiamiamipodocdar 128, 129, 131
Tina
- ketonosi 109-110, 228, 235, 249, 253

Tioedipu 63, 66, 67
Tiokinaza (ammi-KoA-cunrasza) 102
Txanuna
-xuposa 61,97, 102, 153, 186, 228, 243, 245,
246, 271
-- Oypwmit xup 153, 271
Toxodepon (-u) 185, 186, 187, 189
- a.-rokopepon 183,186
Tpancaminaza (-u) 118, 198, 250, 252
Tpancxupu 110111
Tpancnoxkasa (-u) 111, 169,212,213,273
- BHYTPIIIHBOT MEMOpaHH MIiTOXOHIpIH 43,
169
- 30BHIIIHBOT MeMOpanu MiToxoHapii 40, 211
Tpancnopt
- mIyTamary 122
- enextponiB 134,143, 150, 152,153, 160—162
-- ciocobn 143
- mpotonis 123, 145, 161, 162
Tpaucnoprep
- aminokucinot (EAATs) 271
- o-KeTorTyTaparHuid 122
Tpaucnopt
- aktuBHUU 210
-- BTOpuHHUU 210
-- nepBuHHUR 210
- nacusHuil 210
Tpancnoprysanns 211,222
-AJlD 213
- BIJHOBHUX €KBIBaJIeHTIB 212
- M- 1 TPUKapOOHOBUX KUCIOT 212
- karionis K* 213
- MOHOKapOOHOBUX JKHPHUX KHCIOT 212
- HeopraniyHoro docdary 212
Tpanchepun 181
Tpeonin 121, 122
Tpuaumnrnineponu 101, 203, 243, 270, 271
- pecunte3 102
Tpunrtodpan 40, 76, 116, 121
Tpiozodocdar 85
a-Toxodepon 183, 186
Tpombouut 221
Tponowmiosun 227
Tpomnonin C 227

Y6iCCMiXiHOH 147, 148

VYoixinon 147, 148, 192, 193, 205

Vo6ixinon (kopepment Q) 144, 146, 147-149,
154,155, 171, 192, 193, 205
- Biguosienus 147, 192, 205

VI ®-ranakroza 94
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VA®-rmoko3a 94
VYainopr 210
VYHinoprep

- Ca’ 215,216, 218

q)Al] 74,77-179, 81, 106, 107, 128, 131, 146,
147,192, 193, 205
®AJH, 19, 81, 105, 107, 108, 112, 127, 132,
139, 143, 147, 161, 163, 212, 213
daxTop
- TPAHCKPHITIITHUI
--p53 264
-- c-Myc 265
- HIF-1o 263,264, 265, 268
Oeninananin 116, 122
Oepurun 181
®nasonporeinu 77-79, 106, 145—-147, 155, 185,
193
®MH 74, 77-79, 144-147
dopmyna
- Hepucra (Nernst) 71
- pO3paxyHKy
-- 3araJbHOI IPOTOHOPYIIHHOT cun Adp 161
-- 3MiHM BUIBHOT eHeprii XiMiuHo1 peakiii 74
-- 3MiHH CTaHJIapTHOI BiIbHOI eHeprii 30
-- mpoToHOpywwiitHoi cumu (AG HY) 153
docoaruanneranonamin 44, 181
docharuamninosur 181
docharnanncepun 181
docoaruamnxonin 181
docdormineparkinaza 89
docdormoromyTaza 93
dochoenonmipysar 55, 63, 66, 67, 90, 94, 135
dochoenonmipyBarkapbokcukinaza 94, 136
6-¢ocdormokonaraerigporenaza 97
6-pocdormokonar 97
6-bochormokoHo-0-1akToH 97
docdomnporeindocdaraza 129, 137
dochomnimaza
- A2 40
-C 221
Docoomninin (-n) 40,42, 44,102, 180, 181, 193,
209
docdoputroBaHHs
- oxucHe 123,132, 143, 159-168, 170-172,
175,189, 197, 212, 220, 221, 229, 230, 243,
258, 259, 260, 262, 263, 267, 270, 271, 273,
274
-- BU3HA4YCHH napamerpis 282, 287

-- po3’eanyBau 163,217, 284, 286
- cyocrparne 53, 89, 91, 131, 205
dochodpykrokinaza 246,263, 274
-1 31,61, 83,87, 93, 94, 96, 138, 234
-2 87
-- KIHa3Ha aKTUBHICTH 87
-- pocdarazna akTHBHICTH 87
®dotorpodu 21
®dotoasrorpodu 21, 69
®dotorereporpodu 21
®pykroza 94
Opykro3o-1,6-nudocdar 31, 32, 86, 87, 94, 96,
98
DpykT030-2,6-1udocdar 87, 96, 136
dpykro3zo-6-dpocdar 31, 32, 86, 87, 88, 94, 98
®pykro3o-1,6-mudocdaraza 94, 96
Oymapaza 131
Oymapar 193

XBop06a (-n)
- CIIaJIKOBI MITOXOHpianbHi 257-262, 273
-- JTiKyBaHHS 262
-- JIrodra (Luft) 258
-- cuazpoM Kepued—Ceiipa 259
-- cuazpoM JleGepa (Leber) 261
-- cuazipoM Ilipcona (Pirson) 260
-- cungpom MELAS 261
-- cunapom MERRF 260
-- THI yCHaKyBaHHs
--- JTOMiHaHTHHI 258
--- MaTepuHChKuil 258, 273
--- peuecuBHul 258
--- X-3yeruieHui 258
Xemorpodu 21,25
Xemoasrorpodu 21
Xemoreteporpodu 21, 69
XinoH (-n) 176, 183, 185
Xonectepun 197,203,278
- yrBopeHHsa 197
-- rineprpodosane 197
Xomin 226
Xominaueruntpancdepasza 225

Hepynonnawin 183
Tk
- anpeHaiHoBuid 251, 252
- amidomiunmit 135
- AIETWIXOIIHOBHI 252
- DIIIOKO30-aaHiHoBHi 118
- EMOnena—Meiieproa—Ilaprnaca 83
- Kopi 229
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- Kpebca (TprxapOOHOBHX KUCIIOT, IIUKIT
miMonHOT kuciotu) 89, 90, 105, 106,
108-110, 112, 117, 118, 120—122, 124,
127-139
-- amQibomiynmii 135, 140
-- eran 1 (yrBopenHs nurpary) 130
-- eran 2 (yTBOpeHHs i3ouuTpary) 130
-- erarn 3 (1ekapOOKCHIIIOBAHHS 1301IUTPaTY)
130
-- etan 4 (1ekapOOKCUITIOBAHHS
o-kerormytapary) 130—131
-- eran 5 (mepeTBopeHHs cyKuuHiTy-KoA)
131
-- etan 6 (OKHCcIeHHs cykuuHary) 131
-- etan 7 (rigparauis gymapary) 131
-- etan 8 (OKHCIeHHS Manary) 132
-- “BimpyOanuii” 197
-- mepeBaru 134
-- perymsmis 136138
- ceuoBuun 115, 118—121, 138
-Q 148

yuc-akoHitar 130, 194, 212
yuc-A3-enoin-KoA-izomepaza 106, 107
Hucrein 89, 116, 117, 121, 149, 150, 187
Hurparcunraza 130, 132, 136, 137, 140, 198
utoxpowm (-u) 149, 150, 155, 230

-a 148-152

-B 148-152

-c 40,41, 144, 148-152, 186, 264
Huroxpom-c-oxcunasza 46, 150, 151, 176, 186

- BU3HAYEHHs akTUBHOCTI 280
[utpoin-KoA 130
Hurpynin 118

I].IJ'I?{X

- amibomiunmii 135
- meHro3opocdarauit 96
- PI3K-AKTI-mTOR 264
ynT
- acmapraT-aprimiHocykuHatHui 118—120
- Manar-acraprarHuii 172
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