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» CTtapia 1: OKUCNEHHA }KUPHUX KUCIOT, I/THOKO3M i
OEAKNX aMIHOKUCNOT MpuU3BOAUTb A0 YTBOPEHHA
aueTtnn-KoA.

» Ctapia 2: OKMCNEHHA aueTUAbHUX TPYN Y LUKAI
JIMMOHHOI KUCNOTU BKAKOYAE YOTUPU €Tanu, y AKUX
BUAINAIOTLCA €NEeKTPOHMN.

» Crapia 3: eNeKkTpoHW, nepeHocATbCs 33
ponomoroto HAAH i ®AAH, i ,BauBatoTbea” vy
AVUXaNbHUM NaHUIOT, YTBOPEHWUM NEepPeHOCHMKAMM

eNIeKTPOHIB; "y AKOMY O3 TTOBHICTIOBiIHOB/TIOETHCA
Ao H,O. Llen nOTiK eneKkTpoHiB CynpOBOAMKYETbCA

© Babsky ‘mpopaykuieto ATO.
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oxidation
ENZVINES

« DNA, ribosomes
« Many other enzymes
+ATP, ADP, P, Mg**, Ca®*, K*

« Many soluble metabolic
intermediates

bioximiyHa aHaToOMIA
MITOXOHApPIT

» Kpuctu 36inbliyoTb NAOLLY NOBEPXHI
BHYTPILLHbOI MeMBpaHN, KA MICTUTb Y NeYiHL,i
noHaa 10000 (neyiHKa) ymn 30000 (cepue)
ANXANbHUX NaHutoris i monekyn ATP-cnHTasu.

» MiToXxoHApiaNnbHUI 3aMac KOEH3UMIB Ta
NPOMIXHMX NPOAYKTIB PYHKLIOHANbHO
BiJOKPEMNEHUN Bif BigNnoOBiAHOIO
LUTO30/IbHOrO Nyny.

» MitoxoHapii 6e3xpebeTHUX, POCAUH i

MiKPOBHMX eyKapioTiB 3a CBOED ByaoBOIO
noAibHi 4O HaBeAEeHOI Ha PUCYHKY, NpoTe
BapitOIOTb 3@ po3mipamm, GOpPMOLO Ta CTyNeHeM
CKNaA4acToCTi BHYTPILWHbOI MeMbpaHu.

© Babsky A.



3arasibHMN BUINAA peakLii, Lo KaTani3yeTbea
nipysaT-AerigporeHasHMm KOMIMJ/IEKCOM

- KoA-SH
e
Jlinoar,
i \_ oan )
I Iipysar-jerigporeHasnuil xomieke
(E1+E2+E3)

CH,
[lipysar Aunerun-KoA

AGIO = _33.4 &Jlx/Monn

Y peakuii 6epyTb y4acTb N’ATb KOGEPMEHTIB | TPU PEepPMEHTH.

© Babsky A.



PeaKuil UMKNY NTMMOHHOI KUCN1OTU
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» AToMU KapboreHy B aLeTUA-
KoOA noxogAatb 3 auetaty 3a
nepworo obepTy UMKAY

» YepBOoHUMM CTPiNKaMM
MOKa3aHO  MicuA  3anacaHHA
eHepril yepes nepeHoc

eneKkTpoHiB Ha PAA" un HAO*

» Etanm (1), (3) i (4) e
HE3BOPOTHUMM Y KAITUHI, BCi
IHWIi - 3BOPOTHUMMU

» Mpoayktom etany (5) moxke
6yTn Ak AT, TaKk i [TD, 3anexHo
BiA, TOro, SAKWM i30pepmeHT
KaTani3ye peakuito
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» I30uMTpaT BTPaYae OAMH aTOM KapbOHy B MpPoOLECi OKUCHOIo AeKapObOKCUIOBAHHSA, LWO
BiAOYBaA€ETbCA Yy TPU eTanu:

» Etan 1: [3ouunTpaT 3B’A3yeTbCA 3 PEPMEHTOM i OKUC/IIOETLCA NEPEHECEHHSM riApPOoreHis 40
HALY un HAQ D™,
» Etan 2: YTtBOpeHa KapboHinbHa rpyna BigyenntoeTbcs. B3aemopis KapboHinbHOro

OKCUreHy 3i

3B’A3aHUM

ioHOM Mn?*

BUKJ/TNKAE

KapOOHINbHOI rpynu, Wo CNpUAe Npouecy AeKapboKCUIIOBaHHA.

» Etan 3: MNeperpynyBaHHA €HO/IbHOIO iHTEpMe/jiaTa 3 YTBOPEHHAM O-KeTornyTapary.

© Babsky A.

36iNblIEeHHA e/leKTPOHeraTMBHOCTI



OKucneHHA a-ketornytapaTty Ao cykuuHin-KoA i CO,

KoA-SH
(|3H2—COO‘ HA\ZI (!JHz—COO‘
HAJTH —
CH, /s CH, + CO
| = \J > l ISR
C_O a-KeTornyrapar- C_S_ KOA
I JAeriaporeHasHuii I
f Coo-—- ; KOMILIEKC
a-Kerormyrapar Cykuunin-KoA

AG'° = —33.5x/lx/Mons

O-KeTornytapart nepeTBoproeTbCa A0 cyKumHin-KoA i CO, 3a Al a-KeTornytapat-
AerigporeHasHoOro Komnaekcy

HAL* BUKOHYE pOab aKLenTopa eNeKkTPoHiB, a KOA — nepeHOCHUKA CYKUMHINIbHOI rpynu.

EHepria okMcneHHs a-keTornytapaTty 36epiraetbca y popmi TioedipHOro 38’A3Ky CYKLMHIN-
KoA.

© Babsky A.
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CYKUumnHin-KoA-cMHTEeTa3Ha peaKuiA

?HZ_COO— [0 + D [TO KoA-SH ?00
CH CH
C—S-KoA = T CH,

“ cykimHin-KoA

9) CHHTETa3a 00"~
Cyxkumnin-KoA Cyxkuunar

AG'° = —2.9x]lx/Mons

A. Eman 1: nipodocdaTHa rpyna 3amiwae KoA, 38’A3aHuM 3
MOJIEKY/IO0 CYKUMHIN-KOA, yTBOPIOKOYM BUCOKO EHEPreTUHHUm
aumn-docdat. Eman 2: cykumHin-pocdat Bigaae csoto pocdaTHy
rPyny Ha 3a/ULWLOK TICTUAUHY Y MONEKYNi GepMeHTy, YTBOPHOHOYMN
BUCOKO eHepretuyHuin ¢ocdorictrmannosmmn depmeHt. Eman 3:
dochaTHa rpyna nepeHocuTbcA 3 TiICTUAMHOBOrO 3a/IMILKY Ha
MONEKYNY KiHueBoro ¢ocdaTty, akum € I[Ad (un AAD), yTBoprotoun
TaKUM YUHOM TP (um ATD).

(6) CyKumnHin-KoA-cnHTeTasa 3 E.coli. AKTUBHUIM LEHTP BKAOYAE A
(cnHAa) i B (KopuuyHeBa) cyboauHuui. KodepmeHT A y dopmi
4epBOHOI NANMYKO-NOAIOHOT CTPYKTYPMU.

© Babsky A.




OKUCNEHHSA CYKUMHATY A0 dymapaTy

(]300 DAJL DA/ H2 H._ _COO~ O\ /O
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(LM HE dymapar 2N
Cyxkumunar O/ \O~ ; 5
AG'° = 0 xJlx/Mons Manonar Cyxkuunar

CyKUMHAT OKMCNIOETHCA A0 dymapaTy ¢p1aBonpoTeiHOBO CyKUUHaTaeriaporeHasoto (CAr)

B eykapioTis CAI winbHO 3B’A3aHa 3 BHYTPILLHbOK MITOXOHAPIa/IbHOO MeMbBpaHOoLo, Yy
NPOKapioTiB — 3 N1a3MaTUYHOO MembpaHoto

CAOr micTnTb Tpu pi3Hi depym-cynbPypHi Knactepu i oa4HY MONEKYNY KOBAaNIEHTHO 3B’A3aHOI0
OAL

EnekTpoHu, yTBOpeHi y npoueci OKUCNEHHA CYKUMHATY, nepes TUM AK MOTPanuTtu y
AVXanbHUIM naHutor, npoxogAatb yepes GPA-i depym-cynbdypHi LEHTPU

[MOTIK eNneKTPOHIB Big, CYKUMHATY Yepes Ui NepeHOCHUKU 40 KIHLEBOrO aKLENnTopa eNeKTPOHIB
(O,)e cnpsaxeHum 3 cuHTe3om 1,5 monekynu AT® Ha napy eneKkTpoHiB

ManoHar, AK CTPYKTYPHUI aHANOT CYKUMHATY, € KOHKYPEHTHUM iHribiTopom CAT

Babsky A.



OKUCNEeHHA ManaTy A0 OKcanoaueTaTty

COO™ .n+  man i+ COO
B¢l \ o s
g . CH,

COO_ ..\-IaIIElT COO“

ACTriAporeHasa

Oxcanoauerar
L-Mamnar

AG'° = 29.7 kJxx/Mouib

HA/-3anexHa-L-manart-gerigporeHasa KaTaniaye OKMCNEHHA ManaTy A0 OKcanoaueTary.

PiBHOBara i€l peakLii 3a cTaHAAPTHUX TEPMOAMHAMIYHUX YMOB NIEKUTb AaNEKo 3MiBa, NpoTe
B IHTAKTHUX KNiTMHaX OKCaN0aLeTaT NOCTiNHO BUAANAETLCA BUCOKO-EK3E€ProHIYHO LUUTpaT-
CMHTA3HOIO peaKLijeto.

Lle 4O3BOAIAE NiATPMMYBATN KOHLIEHTPALLilO OKcanoaueTaTy Y KAiTUHI BKpat HU3bKoto (<10
M), cnpusatoun manaTt-geriaporeHasHin peakuii B CTOPOHY YTBOPEHHS OKcasioaueTaTy.

© Babsky A.



[MpoayKTM 0aHOro 06opPOTY LUKAY NTMMOHHOT KUC/IOTHU

Auetun-KoA
Uurtpar
Okcanoauertar lsounTpar
LN
( HAIH ID
Uwkn QOZ HALH
NUMOHHOI
Manar KMCNOTH
\ o-Ketornyrapar
dymapar
et
( ®AOH: &>
SR
CykuuHar

32 KOXKHOro 0bepTaHHA LMKy BUBINbHAOTLCA Tpn monekynm HAQH, ogHa ®AOH,, ogHa TP
(un AT®) i asi monekynu CO, y peaKLii OKUCHOro AeKapHOKCUNIOBAHHA.

Ha ubomy pUCYHKY BCi peakuii UMKAY NOKa3aHi AK TaKi, WO NAyTb AnLLE B OAHOMY HanpAMKY,

npote AeAKl peakuin € 3BOPOTHIMN. © Babsky A.



CrexiomeTpia BigHOBNEHHA KODepMeHTIB | yTBOpeHHs AT® 3a aepobHoro
OKUCNEHHA [II0KO3M Yepes MiKkonis, peakuii nipysaT-geriaporeHasHoro
KOMMNAEKCY, LUMKA IMMOHHOI KNCIOTU Ta OKUCHE pochHOopUtoBaHHA

Kinoxicmo ATD yu
be3nocepeoHvo

I'panuyro
Moxcnea

Peaxiyia YHIQOPCHIN KLToKICTID
BIOHORICHIIX VIIROPEHHA
Kohepmenniie ATD*
[MmroKo3a — DIHK030-6-ocar -1 ATD -1
DpvET030-6-ocdar — GpviTo30 1.6 mudocdar -1 ATD -1
2 (I'mimepams gerig-3-gocdar) — 2 (1,3-midocdormimepar) 2HAJIH 3-5
2 (1.3-Judocdormimepar) — 2 (3-¢ocdormimepar) 2ATD® 2
2 (Docdoenommpyear) — 2 (mpysar) 2 AT® 2
2 (ITipyear) — 2 (ageTimi-KoA) 2HAIH 5
2 (Isomirpar) — 2 (U-KeTOIIIyTapar) 2HAJH 5
2 (o-Ketormyrapar) — 2 (cyxmmHLI-Ko A ) 2HAIH 5
2 (Cykmmin-KoA) — 2 (CyKimmar) 2ATO (wir 2T TD) 2
2 (Cyxmmar) — 2 (DyMmapar) 2 PAMTH, 3
2 (Mamar) — 2 (OxcamoaneTar) 2HAJH S
Bcroro 30-32

* Pospaxopano sk 2,5 AT® na HAJ/IH unm 1,5 AT® na ®AJIH,. HeratneHe 3Ha4eHHs 03HA4Ya€ CIOKUBAHHS.

© Babsky A.




Ponb unkny
JIMMOHHOI
KUC/IOTU B
aHaboni3mi

I[HTepmegiaTy UMKAY IMMOHHOT KUCIOTH
BMKOPMCTOBYHOTLCA AIK MONepeaHNKM ansa 6aratbox
6i0OCMHTETUYHMX WNAXIB.

TOBCTUMM NIHIAMW MOKA3aHO YOTUPM aHANAEPOTUYHI
peaKuii, AKI NOMNOBHIOKOTb 3anacu BUKOPUCTAHUX

iHTepmeaiaTiB LUKAY.
© Babsky A.



AHanNNepoTUYHI peaKuil ULMKAY NTMMOHHOI KUC10TH

AHannepoTuuHi peaki

Peakyii Tkanuna (u) / opeanizm (u)

ITipysar + HCO3 + AT® “ﬁm'mp boxemmasa - (ycanoanerar + AJI® + @, [leuinka, HUPKH

®docpoenommipysar + CO, + TJID q)ocq)OeHOHHipyBaT'KapTCHKiHaga Oxkcanoanerar + ['T® Cepie, CKeNeTH1 M’ 31
=

®ocdoenommipysar + HCO; bocdoenomipybat-kapOokcIasa Oxcanoanerat + @, Buimi pocnau, 0akTepii, ApLKIKI

ITipysar + HCO; + HAJZI(®)H MaaT-erip o Manar + HAJ|(®)" II1poko po3mOBCIOIKEHA

—

y €yKapioT 1 MPOKApIOTiB



Perynauia metaboniyHoro notoky 3 MNAMN-Kkomnnekcy
yepes UUKI AIMMOHHOI Kncnotu (LJ1K)
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» NAr-komnaekc anocTepuyHoO raibMyeTbCs,

kKonu ATO/AAD, HAOH/HAL* i AueTtnn-
KoA/KoA € Bucokumm. Konu i
CNiBBIAHOWEHHA 3MEHLUYIOTbCA,
3aMNYCKAETbCA aNOCTEPUYHA aKTUBALIA
OKUC/IeHHA MnipyB.arTy.

MoTik yepe3 LJIK moke 6yt obmerkeHni
piBHEM cybCcTpaTiB LUTPAT-CUHTA3N —
OKcanoauetaTy i auetmun-KoA un HALLY, akni
BMUYEpPNyeETbCA Yepes nepersopeHHA 8 HALH
y TPbOX NyHKTax HALl-3aneXHoro
OKUC/IeHHA

[AanbMyBaHHA 33 NPUHLUNOM 3BOPOTHLOIO
3B’A3KY CNPUYNHAETLCA Yepes CYKLUUHIN-
KoA, untpat i AT®, aKi cnoBiNIbHIOOTb LMKA
Ha paHHIX cTagiax

Y m’A308Bilt TKaHWHI curHanu Ca?*
BUKAMKAOTb CKOPOUYEHHA | CTUMYNIOIOTb
BiAHOBNEHHA 3anacis ATd. CaZ*-3anesKHi
aerigporeHasu: nipysart-, isoynTpar-i a-
KeTornytapar-...



[MToBHUW (MOBINbHUI) | KOPOTKUIN (LLUBUOKNIN) LLNAXM
OKUCHEeHHA cybcTpaTiB y KNiTUHI (Nnpod. KoHapawosa M.M.)
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Y TKaHMHI MOrKe BiabyBaTUCb
KOPOTWMWM | WBNAWUN UUKA,
HiXK NOBHWUMN UMKN Kpebca.

3a Mepom Pepma, «npu-
poaa 3aBXKam obupae
HAaMKOPOTLLWNMN LLUNSAXY

M. KoHapalwoBa Bigaa€e
nepesary HagxO4eHHIO
CYKLMHATY Yepe3 CYKUMHIN-
KoA i3 a-KeTtornyTtaparty, AKUmn
YTBOPHOETHLCA Yepes ne-
peamiHyBaHHA ryTaMiHy 1
OKcasioaueTarTy, Lo
3[1iNCHIOETbCA
acnapTatamiHoTpaHcdepasor

* 3pOCTaHHA KNITUHHOI aKTUBHOCTI B MITOXOHAPIAX BMUKAE LUBMAKMN MEXAHI3M YTBOPEHHA CYKLUMHATY
yepes CnpaKeHHA acnapTaTamiHOTPaHCcPepas3Hoi i a-KeTornyTapaTaerigporeHa3Hol peakuin. Lien
LWNAX 32AMUKAETLCA B LLMKA 3a YHACTIO UMTO30/IbHUX TPaHCaMiHA3, AKI NiATPUMYIOTb HaAXOAKEeHHA
ryTamiHy, NipyBaTy M MasaTy B MiTOXOHAPII, i, T.4. OMMHAETLCA NOYATKOBA NOBI/IbHA AiNAHKA LUKAY

KpE6ca' © Babsky A.



PEeKOHCTPYKLIA CTPYKTYPHOT OpraHi3auii pepmeHTiB
OKUC/NIeHHA Y MITOXOHAPIAX

1 — unTpaTcuHTasa, 2 — akoHITasa, 3 — isouuTpaTaerigporeHasa, 4a — KeTornytapataerigporeHasa,
46 — TPaAHCCYKUMHING3a, 4B — CYKUMHATTIOKIHA3a, 6 — dymapasa, 7 — maatgerigporeHasa, 8 —
acnapTtatamiHoTpaHcdepasa, 9 — HykneosmnaamndocdokiHasza. (3a: /lrobapes, KypeaHos, 1987)
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ENeKTPOHIB) Eran III:

nNepeHeceHHs enekTpoHis

i okmcHe hochopunioeanHs

g 2H" + %402
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Ouxarus
(naHuior nepeHaceHHs enekTpoHia)

H20

A + O, ATO®

KaTaboni3am b6inkKis, XKupis
Ta BYrneBoAiB NpoxoaunTb
Y TPU CTaaill KNITUHHOTO
ANXaHHA

» Crapia 1. OKUCNEHHA XUPHUX KUCNOT,
[MIIOKO3U | AeAKUX aMIHOKUCNOT NPU3BOAUTb
[0 YTBOpeHHA auetnn-KoA.

» Crapia 2: OKUC/NIEHHA aUETUNbHUX Y LUKAI
JIMMOHHOI KUCNOTU BKJIKOYAE YOTUPU eTanm,
Y AKUX BUAINAOTLCA €NEKTPOHMU.

» Crapia 3: eneKkTpoHM, NepeHocATbCA 33
ponomoroto HAAH i ®AOH, i ,BansatoTbea”
y ANXAaNbHUA  NaHUKOT,  YTBOPEHUMN

MepeHoCHMKaMN eneKkTpoHis, y akomy O,
NOBHICTIO BigHOBAIOETLCA A0 H,0. Len noTik
€NEeKTPOHIB CYNPOBOAMKYETLCA MNPOAYKLIE
ATO.




BiNKOBI KOMMNOHEHTU MITOXOHAPIA/IbBHOIO eNeKTPOH-
TPAHCMNOPTHOMO NaHLUtora

Enzyme complex/protein Mass (kDa) Number of subunits Prosthetic group(s)
| NADH dehydrogenase 850 43 (14) FMN, Fe-S
Il Succinate dehydrogenase 140 4 FAD, Fe-S
Il Ubiguinone cytochrome ¢ oxidoreductase 250 11 Hemes, Fe-S
Cytochrome c' 13 1 Heme
IV Cytochrome oxidase 160 13 (3-4) Hemes; Cu,, Cug

“Numbers of subunits in the bacterial equivalents in parentheses.
TE:n.-‘L::nt:hrlnme ¢ Is not part of an enzyme complex; it moves betwean Complexes [l and IV as a freely soluble protein,

© Babsky A.



3arasibHa cXxema rnoTOKY e/IeKTPOHIB | MPOTOHIB Yepes
YOTUPU KOMMNIEKCU ANXA/IbHOIO JIQHLIOra

MbxmemBpaHHui npocTip
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o (LMTO30NBHWI) aH* )
P 7 R
‘ v H
® DAL i szt ®
' . | ? ; X \ Liur. aa; X .
(%!({i Fe-S w— 1111 i Q ' ]'4 . be, lf 3‘\(“ (Cure ,H(l.(! F, M\Ul‘,]
) f | ! ; "‘\"l l” LéFe-S) | 1 l”h S ' ]
@ Fe-S 2 v
@ OMH ’ B @
Fe-S n
oAl
%20, +2H" H,0 .
HAOH HAL CykumHar
ETF
Marpukc AlD + D, AT®
AL
Aumn-KoA
(mpoBun)
EnektpoHu nepeHocaTbea Ha Q uepe3 komnnekeu | i ll. QH, - mobinbHWn NnepeHocHMK e Ta H*.

BiH gocTtaBnse enekTpoHu Ao Komnnekcy lll, akni nepegae ix Ha untoxpom c. Komnnekc IV
nepeHoCcuTb e Big BiAHOBAEHOro LMTOXpOoMy ¢ Ha O,. EneKTpoHHMI NoTik Yyepes komnaekcw |, Il
i IV cynpoBOAMKYETLCA NOTOKOM MPOTOHIB 3 MATRUMKEY Y MidKMemMbpaHHUA NpocTip.



CTpyKTypa dNaBiH-aAEeHIH-

anHykneotnga (FAD) Ta dnasiH-

MOHOHYKNeoTnaa (FMN) B oKMCHEHOMY Ta BiAHOBAEHOMY CTaHaXx

I=nalloxozrine ring

FMM

FAD

MH.,
N
oy
I
| OH OH
Flavin adenine dinucleatide (FAD) and
flavin mononucleotide (FRMN)

H e -
. Y | O
CHy -~ M. H*
O S
“ 3 J« l
L]:-i";m‘*;,.-""““ﬁl.['l %Nf 0 {_]T:bm'-"’ "‘NA "-‘Lb{_I

FADH" (FMMNH")
{semicuinone)

FADH, (FMMNH,)
(fully reduced)

Konu okucHeHul ¢hnasiHosul
HYKneomuo 00HOYACHO aKyernmye 08a
amoma 800H ( 08a eneKMpoHa i 08a
npomoHa), obuosa amoma
8UAB/AIOMbCA Yy cucmemi ¢pa1a8iHOB8020
KinbUs i HyKneomuo nepexooumeo y
MOBHICMIO 8iOHOB/1EHUU CMAH.

Konu Ha FAD a6bo FMN nepeHocumeocs
Auwe o0UH amom 800HI0,
YyMBOPHEMbCA CEMIXIHOH - cmabinbHuUl
8isIbHUU paduKasn.

CymapHe piBHSAHHSA peakuin y KoMnnekci I
HAOH + 5H+ + Q - HAO* + QH, + 4H*p



Substrate
binding
site

.
(l“:',‘sft;"-’\
e

Fe-S

centers

Cytoplasm

(N side)

- d) ,\ \ AN
l ' "/ ‘|’ [ ‘ 71 |4 J
] /] ] | Ubiquinone
‘ ’ ‘ \ | ‘ \

| [\ \ L L)

U\ U, Qg —Heme b |

P an I',,- ".'. e -_\ y -‘:‘/.- v ' N \‘ ,\ "".‘\
N ’}‘._w,“-._ TN s ‘ T S v-)"-. JJ
Periplasm y

(P side)

© Babsky A.

CTpyKTypa Komnnekcy Il
(cykumHaTtaerigporeHasa)

[Bi TpaHcmembpaHHi C (3eneHa) i D
(cunHAa) i aBi uMTONNA3MaTUYHI B
(nomapaHueBa) i A (pionetosa).
TpaHCNOpPT eNeKTPOoHIB NOKa3aHo
ronybumm ctpinkamu. Fem b He bepe
y4acTi y TPQHCNOPTI eNeKTPOHIB, ane
3anobirae yTBOpPeHHI0 aKTUBHUX Gopm
KucHto (ROS).



Y6ixiHOH (Q, 4M KoeH3um Q)

0
|
CH,~0 CH,
?Ha (I:H’
CH,—0 CHy-CH=C-CH,),-CH;-CH=C-CH,
|
o) (n =5-9)
O
0] OH
H,CQG CH;
m CH, g+H Ry R, e+H R, R,
| T — T —
H,CO (CH,—CH=C—CH,).—H Rs Ry R R,
O OH OH
Okucnexa HanisBigHOBNEeHa BinHoBneHa
(yBixiHoH, Q, n = 5-9) (ybicemixiHoH,'QH) (yBixiHon, QH,)

MoBHe BigHOBNEHHA YOiXiHOHY NOTpebye ABOX €/IEeKTPOHIB i ABOX MPOTOHIB, i
NPOXOAUTb YNPOAOBX ABOX €TaniB 3 YTBOPEHHAM HaNiBXIHOHOBOrO NPOMIXHOIO
paguKana.

© Babsky A.



Komnnekc untoxpom bc, (komnnekc ll)

Cytochrome ¢,

Soaks |
\ w"é‘ h

Intermembrane '
space (P side) ‘-‘

Cytochrome ¢
2Fe-28 -/
Rieske iron- : . Rieske iron-

.

Y Cytochrome ¢, K b

sulfur protein

' sulfur protein
Cytochrome b -

W : : """' (P side) |
Al Int(all ! . 1 ] n >
(DS (e e
” G ’\\ ) \ . ‘ ( :" .!' \ M lf‘ I cexft.er \ '5 ‘| {‘?. ;1 :
U ||‘| ( " U ‘ h Y - - '|H' ' '~,~ '.,:
TP Wiy I
Matrix . IE"f ' AV AL
(N side) Y Y 53— Cytochrome b ( ’

(N side)

-y - e
/ Y «

(b)

(a) CrpykTypa moHOoMmepa: untoxpom b (3eneHni), wo mictutb asa remu (b, i b, CBiT10-4epBOHiI);
3ani3o-cipkosuii npoTeiH Picke (bionetosnin) 3 2Fe-2S - LeHTpamm (KOBTI); | LUTOXPOM ¢, (CUHIN) 3
OAHUM remom (4YepBOHMUN).

(b) AumepHa pyHKUiOHanbHa ogMHULA. LiInToxpom ¢, i 3ani30-cipkoBuMiA NpoTeiH Picke BUCTyNatoTb
3 P-noBepxHi i y mixkmembpaHHOMY NPOCTOPIi MOXKYTb B3aEMOAIATU 3 LUTOXPOMOM C (AKUI He
BXOAMTb A0 GYHKLIIOHAIbHOrO KomnieKkcy). Komnaekc mae ABa OKpeMi LEHTPU 3B’A3yBaHHA ANA

(a)

ybixiHoHa - Q i Qp. © Babsky A.



Q-uunkn (komnnekc lll)

Oxidation of
first QH,

‘ ‘*_ Intermembrane
space (P side)

QH, + cyt ¢, (oxidized) ——
= +
‘Q + 2Hp + cyt ¢y (reduced)

u

Oxidation of
second QH,

QH,+'Q + 2Hy + cytc, (oxidized) —>
QH, + 2H; + Q + ¢yt ¢, (reduced)

J

Net equation:

QH, +2 uutc; (okucnenuit) + 2H*, > Q + 2 umt ¢, (BiaHOBNEHUN) + 4H*,

© Babsky A.



MbkmemMbpaHHUI
npocTip

2H"
(cybecTpaTHui)

Matpukc

© Babsky A.

LLInAax eneKTpoHiB
yepes komnaekc IV

» Lntoxpom c nepenae
eNEeKTPOH Ha ABOAAEPHUIN LUEHTP
Cu,. [lani enekTpoHU pyxaroTbeA
yepes rem g Ha Fe-Cu - ueHTp.

» KuceHb 3B’A3YETbCA 3 reMOM a,
| BIAHOB/OETLCA A0
nepokcunoxigHoro (0,%).
YHacnigoK NnpueaHAHHA We ABOX
e/IeKTPOHIB Big, umuTOoXpomy ¢ 0,
NepeTBOPIOETLCA HA ABI
MOJIEKYNN BOAMW.

» [pun UbOMY NOMMNHAETLCA
4yoTupw ,,cybcTpaTHUX” NPOTOHM 3
MmaTpmKca. OQ4HOYACHO Le YOTUPU
NPOTOHM 3aKa4yyHOTbCA 3
MaTpUKca.



Cxema eNeKTPOH-TPaHCMNOPTHOIo NaHLLOra

E, MB
____HAﬂ(dz) [aribiTopu
~300- .- :
i e // ,-'l
PoreHoH e i
~100+ AMITaN !
0 - Cykumnar ::
+100 >
®Oymapar \ i
+300 - Manonar
[y !
. \ 4
+500 \ B
} N\ | Asun
+700 - :
[ari6Giropu
- > 10,
+900 —

HAOH +11H*, +72.0, — HAO+ + 10H*, + H,0

© Babsky A.



[TpoTOHOpPYLWIiMHA cMANa

P side N side
Ht] =C, [H"ly =C4
H* : OH™
Ht OH™
Ht OH™
H" < H™ OH™
Ht OH™
H+ Pl'Oton = OH—

AG = RT In (Cy/Cy) + ZF AU

= 2.3RT ApH + F AY¥

o
M

BHYTpiWHA MmiTOXOHAPIanbHa MembpaHa po3ainae ABa KOMNAPTMEHTH 3 pi3Hoto [H],
HACNiAKOM YOro € pi3HULi Y XiMiYHi KoHUeHTpauii (ApH) i po3noaini 3apaais (AyY) no
0bunaBi cTopoHU membpaHu. Y pesynbTaTi BAHUMKAE NPOTOHOPYWIiMHaA cuna (AG), AKy
MOHa 0bumncanTu. © Babsky A.



XemioCMOTUYHA Moaenb

Intermembrane

space
» -
B amauen SN +
//.’ ' +
1 + -
X +
< f \ b / 2 L ks
| & /’Z . ) f Fumarate %Ug+ 2H* -0 ++
Succinate =8
/ \ _ D+ ¢
NADH + H* NAD* A0E+ Fin ) od
) S
Matrix Val Fy H# 1+ N~
ATP =G 7 &
H+
Chemical ATP Electrical =
potential synthesis potential == o —
ApH » driven by ( Ay e =
(inside proton-motive (inside
alkaline) force negative)

» MOTIK e yepes AnxanbHUN NAHLLIOT CYNPOBOAXYETLCA BUBEAEHHAM NPOTOHIB Yepes
MeMbpaHy y MixKmembpaHHUIN NPOCTiP, BHACNIAOK YOro BUHUKAIOTb XiMmiyHUM (ApH) Ta
enekTpmuHmm (AY) rpagieHTu.

» BHYTPIiLLIHA MiTOXOHApPiaNbHAa MembpaHa HEMPOHMKHA A5 MPOTOHIB, BOHU MOYTb
HaAXOAUTWN Ha3ag, Y MaTPUKC anwe yepes npotoHocneumdidni kaHanm (F).

» [pOTOHOPYLWIilAHA CMNa, WO CNPAMOBYE NPOTOHM Ha3a, y MaTPUKC, € AXKepesom

. © Bahbsky A. ) o
eHeprii Ana cnHTtesy ATP, Lo peakLito KaTanisye Komnaekc F, 3’'eaHaHnun 3 F.



Mornuuanus O,

Cnps)XeHHA AUXaHHA i30/1bOBaHUX MITOXOHAPIN |
cnHTesy ATO. locniam . Mityena

AP+ D,
Cy6cTpar M
(cykummar)

OHO '
OniromiuuH Po3'eaHaHHa
Vc,2
s AT D

Yac

© Babsky A.

CuHtes AT®



XiMIYHa rinoTe3a cnpAXeHHA AUXaHHA Ta OKUCHOIO
dochopunntoBaHHA

* byna BucnosneHa y 1953 p. E. Chentepom

* CnpsaxXyoumm ¢$aKTOpOM € XiMiYHUM nNocepeaHUK (iHTepmeaiaT),
AKMIM YTBOPKOETLCA 3a TPAHCMOPTY €/IEKTPOHIB i 3anNacae eHeprito B
MaKpoepriyHomy 3B’A3KY, IKa HaAdaNni BUKOPUCTOBYETbCA ANA
cnHTEe3y ATO:

A4 +1+B,, =B 4 +Aox~l;
oA AP+, =A +1+ATO + H,0,
0e Ai B— pedoKc-KoMnoHeHMU OuxasnbHO20 AaHyroz2a , A,,~l —
XiMiYHUU iIHMepmeodiam
* Ha ponb nocepeaHmKa | rinOTETUYHO NPOMNOHYBANN OAHY i3
cyboamHuub ATdasun

* [lepepbayanacb HaABHICTb TPbOX CMPSMKEHUX LEHTPIB Y
ANXaNbHOMY NaHLUOTY

* IHTepmegiaTis TMNy A, 41 B4 He Byno 3HangeHo




KoHpopmalirHa (MexaHoxXimiyHa) rinoTesa

byna BucnosneHay 1964 p. 1. boepom i niatpumaHa y 1968 p. A.
[piHOM.

EHepreTnyHo-36arayeHmit ctaH (~) He € XimiYHOIO CNO/IYKOIO, a
nie KoHpopmalisa neBHOI 6iIKOBOI Y/ NiNONPOTEIHOBOI AiNAHKU
MOJIEKYNN, AAKA CNIPAXKEHA 3 eN1EKTPOHHMM TPAaHCMNOPTOM.

BinbHa eHepria, AKa BUBINbHAETLCA 3a Nepexoay MembpaHu 3
eHepri3oBaHOro B HeeHeprisoBaHWUN CTaH, BUKOPUCTOBYETbCA ANA
cnHTE3y ATO.

He3’acoBaHO AK NOKa/ibHE NepeHeceHHA eNEeKTPOHIB MO3HAYAETbCA
Ha eHepri3aLii Be/IMKOI AinAHKKM membpaHun Ta AKUM € Pi3UYHUN
MeXaHi3M BUKOPUCTAHHA eHepri30BaHOro CTaHy ANA CUHTe3y
monekyn ATO,

Yac KOHPOpPMaALLIMHNX 3MiH He 30iraeTbca i3 YacoBUMM
napameTpamm NpoueciB OKMCHOro ¢ocodoputoBaHHS.



\o

n/ :/ Alay
N\

OKUCHOTO

Teopii cnpa*KeHHA
KNITUHHOIO ANXAaHHA Ta
dochopuntoBaHHA:
HobeniBcbKi neperoxHu




XeMioOCMOTUYHA Teopia cnpAXKeHHA KNITUHHOMO AMXaHHA
Ta OKUCHOro $ocPopUNOBAHHA HA WINAXY A0 BU3HAHHSA

LR oL

4' & ST "!\‘ A AT

3 RPN T3 evr 'S ¢ 4.»_4.‘,"‘ Dy
10 AN G T

AR e R R Y Sy

B ;‘-‘\ N

= \‘_ :w.’ R \L A .,
SN ok G

© Babsky A.



CTpyKTypa ATdaszu

—

Fy

S3
complex

mitochondrial
membrane

WV

LB

Inner

H*



MiToxoHAapianbHUN Komnaekc AT cuHTeTa3u
(F1 komnnekc)

(b) (e)

(a) Tpu a-ta Tpu B-cyboamHUL;
ynopAAKOBaHi HABKOIO LEeHTPaNbHOrO
CTEPXKHA - Y cybogmHML.

(b) Kpuctaniuna cTpykTtypa F,
MiToxoHAapin 6uka (PDB ID 1BMF),
BUrnag 36oky.

(c) Burnag F, 3Bepxy (3 N- cTopoHM

@ | MeMbpaH#).
[IKOH BoKep o pabsky A.




/@

/3 ADP
+P1 s @
Maynb Boep PO
g |
& i a " -\B
3 Hp ) 3 HY;
ATP
+
PN — 3 Hp
ATP
Sl U U
A = | ADP
/ B ‘ o ; | +Pl
@B 7 a (B! <
N~ ADP \~
+P; ATP
(43 B S (a3 B

3 Hp

Babsky A.

a

Moaenb
$yHKLiOHYBaHHA ATO-
CUHTa3mn

> B-ATP-koHdopmauii (MiLHO
3B’da3aHa ATP), B-ADP-
KOHdbopMaLlil (3B’s13yBaHHS
cnabke), a TpeTin — y B-NOPOXKHIN
KoHdbopMauii (3B'A3yBaHHS AyxXe
cnaoke).

» [NpoToHOpYLWiHa cuna
CnpUYnHAE obepTaHHS
LEHTPanbHOro CTEPXKHS - -
cyboanHuui. Lle Buknukae
KoornepaTuBHY 3MiHY KOH(opMaLlil
HYKNeoTua-3B’a3yBasibHUX
LeHTpIB.

» Konu y-cy6oguHmusa pobuntb
OOWH NOBHUIM 00epT, KOXHa 3 B-
cyboauHmLpb no Yepsi Habysae
TPbOX PI3HMX KOHJbopMaLin, | nig,
4yac KOXXHOro obepty
CUHTE3YHTbCS Ta Bif €OHYIOTLCA
Bi[, MOBEPXHI EH3UMY TpU
monekynun ATP.




MigTBepaxeHHA obepTaHHA Komnaekca FyTa y -
cyboamnHuu,

Actin

filament 00 | 3> F,, WO MICTUTb HU3KY 3anMLWKiB His,
Tmieeg LWiNIbHO NPUAMNAE L0 NPEAMETHOMO CKe/bLA
» [lo c-cyboanHuui F, KoBaneHTHO
npueaHaHp 6ioTuH
» MpoTeiH aBigMH KOBaNE€HTHO NPUEAHAHO
[0 aKTUHOBOTO pinameHTa 3
GNIOOPECLEHTHOK MITKOHO
> AKWo y cepeposuile agoaatn AT® To
MOKHa N06auYnTU, AK MiveHUn dinameHT
NoYMHAe obepTaTMcA B OAHOMY HANPAMKY,
O CBiAYMTb Npo 0bepTaHHA Fy-unniHapa
» Mip yac obepTaHHA PpinameHT 34iNCHIOE
ANCKPETHI cTpubKu npubnamsHo yepes
KOXHIi ognHaguAaTb Kagpis. O4eBnaHo, WO
LUUAIHAP | CTEePXKeHb 06epTatoTbCs Pa3om.

’\.l.v. Y
-,'J (l

.
His T
residues His residues

Ni complex

Masasuke Yoshida and Kazuhiko Kinosita, Jr.



TpaHC/NI0Ka3Kn afleHiHOBUX HYKNneoTuais Ta pocdaTty

Intermembrane + Matrix
space +
+
+

Adenine " A '
nucleotide ATP™™ ATP*-
translocase Appa- ”"_\
(antiporter) . .

» TpaHCNOKa3n BHYTPILIHbOI

MemMbpaHM MITOXOHAPIN NepeHoCcATb
::r'ln‘l:hase H* ADP 1a P, y maTpuKc, a ATP —y
' | LMTO30/b.

g & » TpaHC/N0Ka3a ageHiHOBUX
\ H,POY HYKNEOoTUAiB € aHTUNOPTEPOM.

Phosphate g po;_l v 8 —7 : - 4- 3-
translocase . E——— YHacnigok 3amiHun ATP* Ha ADP® oauH
(symporter) H | Naaaa f H

- HeraTMBHWM 3apAL BUBOAUTHLCA 3

¢ = )

ii = MaTPUKCY, LLbOMY CIPUSIE Pi3HMLA
i 3apAaiB Ha membpaHi.

» Cumnopt H,PO, Ta H* He cynpoBOAKYETLCA CyMapHMUM BUTOKOM 3apAay.

» EHepris NPOTOHOPYLLUIMHOT CUIY BUKOPUCTOBYETLCA AK ANA CUHTE3Y ATP i
TpaHCNopTyBaHHA cybcTpaTiB peakuii (ADP Ta P,) y miToxoHApianbHMN MaTpUKC, a
npoaykTiB (ATP) —y UMTO30/b.



ManaTt-acnapTaTHa

MixmemBpaHHui Marpukc
npocrip Manar-a-ketornytapartHuin
foiass: 4 OduxansHuin nadytor LI O B H M KO B a
HAIU @ ManaTt ﬁ‘ManaT @ HAL® tH+ C M CTe M a
H + HADH HALH TPaHCNOPTYyBaHHA

Okcanoauerar

BIAHOBNIOBA/IbHUX
eKBiBaneHTiB (BE)

Okcanoauertar

Mnyramar MnyTtamar
suborpcpepada| O KMD C o e B LMTO30NBHOTO
NADH vy
MITOXOHApPIaNbHUN
naptar =" heall MATPUKC (NediHKa,
~— — HUPKMK, cepLe).

[nyramar-acnapraTtHui
TpaHcnopTep

® Y uymto3oni asa BE nepeHocaTbea Bia NADH Ha okcanoaueTtaT 3 yTBOpeHHAM manaty. @
ManaT NpoHUKAE Yepe3 membpaHy 3a JONOMOrol0 MasiaT-0-KeTOr/1lyTapaTHOro
TpaHcnopTtepa. @ Y maTpuKci manaT nepeaac asa BE eksiBaneHT Ha NAD*, yTBopeHU
NADH OKMCHIOETbCA Y AMXanbHOMY NaHL03i. @ OKcanoauetaT TpPaHCaMiHYETbCA A0
acnapTaTy, AkMin ® BMBOAWUTLCA Y LMTO30/b Yepes rnyramaTt-acnapTaTHMM TpaHcnopTep. ®
OKcanoaueTtaTt 3HOBY YTBOPHKETHCA Y LUTO30i | LUK 3aBEPLUYETLCA.




Fnivepon-3-¢ocpatHa HOBHUKOBA CUCTEMA MNEPEHECEeHHA
BiAHOB/OBa/IbHUX eKBiBaneHTiB (BE) 3 umutosonto y
MITOXOHAPIAaIbHUN MATPUKC (CKeNeTHi m’a3n, MO30K)

Glycolysis

NAD* NADH +H™*

cytosolie
glycerol 3-phosphate
dehydrogenase

(;HQOH
0=0
Glycerol 3- Dihydroxyacetone
phosphate phosphate CH, _O_®
(I_:HQOI_I mitochondrial
CHOH . glycerol 3-phosphate
| ; ~— / dehydrogenase
CH,~0-® ¢ paAD Y ™y e —
O X5 FADH, I —yimmmf
el e e RGO T :
| Il- I‘ | ."i"ﬂ [LITy "_J__ nirz ‘.. |
T ST |

Matrix ' |

» OurinpokcmnaueTtoHpocdaTy
LUTO30Mi NPUEAHYE ABa
BiAHOB/IIOBA/IbHI EKBIBaNEeHTU Bif,
NADH y peakuii, AKy KaTanisye
LUTO30/1bHa rniuepon-3-
docdataerigporeHasa.

» MitoxoHapianbHa rniuepon-3-
docdataerigporeHasa NepeHoOCUTb
ABa BiAHOBNOBA/IbHI €KBiBa/IEHTU
Ha ybiXiHOH.

» et YOBHMKOBUI MexXaHi3m He
noTpebye y4yacti membpaHHUX
TPAHCNOPTHUX CUCTEM.
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