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BioximiyHa aHaToMmiA
MITOXOHAPIT

» KpucTn 36inbluytoTb NAOLLY NOBEPXHI
BHYTPILLUHbOT MEMDBpPAHU, AKA MICTUTb Y NeYiHL,
noHaa 10 000 (neyviHka) 4ym 30 000 (cepue)
ANXaNnbHUX NaHUOTIB | monekyn AT®-cnHTasm

» MiTOoXOHApiaIbHMI 3aMac KOEH3UMIB Ta
NPOMIXHUX NPOAYKTIB PYHKLiIOHANIbHO
BiJJOKpPEMNEHW BiA, BiANOBIAHOIO
LMTO30/IbHOIO Nyny

» MiToxoHapii 6e3xpebeTHNX, POCInH i
MiKPOBHUX eyKapioTiB 3a CBOEID ByaoBOIO
3ara/siom noAibHi, npoTe BapitoloTb 33
po3mipamm, GOPMOIO Ta CTyNeHEM
CKNaA4YacToOCTi BHYTPILWHbOI MeMbpaHu
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3arasibHa cXxema NoTOKY e/IeKTPOHIB | MPOTOHIB Yepes
YOTUPU KOMIMIEKCU AMNXANTbHOIO NaHLOra
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EnekTpoHu nepeHocATbeA Ha Q Yepes komnaekeu | i ll. QH, - mobinbHWI NnepeHOCHUK e Ta H*.
BiH pocTaBnae enekTpoHu Ao komnnekcy lll, AKMi nepepac ix Ha unutoxpom c. Komnnekc IV
NMepeHocuTb e Bif, BiJHOBAEHOro UUTOXPOMY € Ha O,. EneKTpoHHUI NOTIK Yepe3 Komnaekcu |,

Il i IV cynpoBOAXKYETLCA MOTOKOM MPOTOHIB 3 MAaTPUKCY Y MiXKMeMOBPaHHUIN NPOCTIp.
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BiNKOBI KOMNOHEHTU MITOXOHAPIANbHOIO eN1eKTPOH-
TPAHCNOPTHOrO NaHLUora

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
lIl Ubiquinone cytochrome ¢ oxidoreductase 250 11 Hemes, Fe-S
Cytochrome cf 13 1 Heme
IV Cytochrome oxidase 160 13 (3-4) Hemes; Cu,, Cug

*Numbers of subunits in the bacterial equivalents in parentheses.
fcyrtuchmme ¢ is not part of an enzyme complex; it moves between Complexes Il and IV as a freely soluble protein.
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HikoTuHamigapeHiH-guHykneotua (HAQ, NAD*) Ta
HiIKOTMHaMigaaeHiH-guHykneotuna-pocdat (HAOQD, NADP)

Nicotinamide

) N N
o ) :
l [ H )II l H ’,H I

L 26" K _C. AL

"NH; ; . | | NH: | | MNH + 1
2H N N
1£ A side l£ E side
NADH
(reduced)
dochoanrinpuHui -
3B’ 430K
1.0 -
L Oxddized
v 08| (MAD™)
= L
£ 06
[=]
NAD* 2 - Reduced
foxidized) < 04 F (NADH]
In NADP™ this |.'l}'dl'El.‘|L:v'|.- group 0.2 -
is esterified with phosphate. 0.0 ¥ : : | | : : : : |
(a) 220 240 260 280 300 320 340 360 380
Wawvelength inm)
(b)

* (a) HAA* ma HAA®*sioHosnwomeca 0o HAAH ma HAA®H, npulimaroyu 2iopud-tioH (08a eneKmpoHuU i
MPOomMoH) 8i0 oKUCHB8aHO20 cybcmpamy. [iopud-lioH Mmoxce rnpuedHy8amuch K 00 308HIiWHbLOI (A) mak i
00 8HyMpiwHboiI (6) nosepxHi NAOWUHU Kinbusa HIKOMUuHamioy.

. (6) Cnekmpu noenuHaHHa HAA* i HALH. BiOHo8n1eHHA HIKoOmUHAaMiOHO20 Kinbys npu3sooums 00 nossu
HOB0I WUPOKOI CMy2U NO2AUHAHHA 3 MGKCUMyM%VIBIggg 340HMm. Tomy weuoKicme ymeopeHHa HALH 'y 6
X00i hepmeHMamuaeoi peakyii MoXHa oyiHreamu 3a 35IﬂbuJEHHFIM abcopbuyii npu 340 Hm.


//upload.wikimedia.org/wikipedia/commons/e/e5/NAD-3D-balls.png
//upload.wikimedia.org/wikipedia/commons/e/e5/NAD-3D-balls.png

[esKi BaXnuBi peaku,ii, Wo Katanisytotbcsa HAL(D)H-

aerigporeHasamu
Reaction” Location’
NAD-linked
a-Ketoglutarate + CoA +NAD'T —= succinyl-CoA + CO, + NADH + HY M
L-Malate + NAD"™ == oxaloacetate + NADH + H™ M and C
Pyruvate + CoA + NAD" == acetyl-CoA + CO, + NADH + H™ M
Glyceraldehyde 3-phosphate + P, + NAD™ == 1,3-bisphosphoglycerate + NADH + H™ C
Lactate + NAD™ == pyruvate + NADH + H™ C
[3-Hydroxyacyl-CoA + NADT —= B-ketoacyl-CoA + NADH + H* M
NADP-linked
Glucose 6-phosphate + NADP™ —= 6-phosphogluconate + NADPH + H* C
NAD- or NADP-linked
L-Glutamate + H,0 + NAD(P)" =—= «-ketoglutarate + NH; + NAD(P)H M
Isocitrate + NAD(P)™ == a-ketoglutarate + CO, + NAD(P)H + H™ M and C

“These reactions and their enzymes are discussed in Chapters 14 through 18,
tM designates mitochondria; C, cytosol.
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CTpyKTypa dnaBiH-ageHiH-gnHykneotnaa (FAD) Ta dnasiH-
MOHOHYKNeotnaa (FMN) B oKMcHeHoOMy Ta BigHOBAEHOMY

Isoalloxazine ring

FMM

FAD J,

Flavin adenine dinucleotide (FAD) and
flavin mononucleotide (FWIMN)
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CA, " N7 N0 1, >~ N7 N7 0
k ko
FADH' (FMNH") FADH, (FMNH,)

(semiquinone] (fully reduced)

OKucHeHul pnasiHose Kinbuye
OMH yu PAL] 00HOYACHO aKyenmye
0sa amoma ldpoeeHy ( 08a
esieKmpoHa i 08a MPOMoHa)
HYKieomuo riepexooumso y
MosHicCMK 8i0HO8/1EHUl CMAH.

Konu Ha FAD abo FMN
nepeHocumscs Auwe o0UH amom
B800HI0, YMBOPIOEMBLCA CEMIXIHOH -
cmabinbHUl 8inbHUU paduKann.
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CTpyKTypa Komnnaekcy |l
(cyKumnHataerigporeHasa)

[18i TpaHcmembpaHHi C (3eneHa) i D
(cnHs) i ABi uMTONNA3MATUYHI B
(nomapaHueBa) i A (pionetosa).
TpaHCNOPT eNeKTPOHIB NOKa3aHOo
ronybumm ctpinkamu. fem b He bepe
Yy4acTi Y TPAQHCNOPTI eNEeKTPOHIB, ane
3anobirae yTBOPEHHIO aKTUBHUX pOopM
KucHto (ROS).



Y6ixiHOH (Q, 41 KoeH3um Q)
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CH,~0 CH,
G G
CH,~0 CHyCH =C - CH,),- CH; - CH=C - CH,
|
0 (n =5-9)
0 o OH
[ I I
Ry Ra o+ H* R, R; o+ H° R, O:R.
R Ry R Ry Rs Ry
[ | l
0 OH OH
OKucneHa dopma YbicemixiHOH BinHoBneHa ¢popma

[MoBHe BiaHOBNEHHA YOiXiHOHY NOTpebye ABOX ENEeKTPOHIB i ABOX MPOTOHIB, i
NPOXOAMTb YNPOAOBX ABOX €TaniB 3 YTBOPEHHAM HaMNiBXIHOHOBOIO NMNPOMIXKHOrO
pagukany
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Komnnekc ymutoxpom bc, (komnnekc lll)

Cytochrome ¢,
= ~ Cytochrome ¢
.' il [ A 2Fe-25 /
b * = ’ 4 ‘ . 3 .
X \f* i Rieske iron- ‘ » Rieskeiron-
Intermembrane | (i \? ¥ J’f sulfur protein Cylodmomaey.r ,f .. 1 sulfur protein
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(P side)

Matrix

(N side)

(b)
(a) CrpyKkrtypa MOHOI\:::E)pa: LMTOXPOM b (3eneHunit), Wo micTuTb Aga remu (b, i b, CBITN0-4epBOHi);
3ani3o-cipkosuii npoTeiH Picke (bionetosuin) 3 2Fe-2S - ueHTpamm (KOBTi); | LUTOXPOM ¢, (CUHINA) 3
OAHUM remom (YepBOHUN).
(b) AnmepHa PpyHKUioHanbHa oguHMLA. LinToxpom c, i 3ani3o-cipkoBuii npoTeiH Picke BUCTynatoThb
3 P-noBepxHi i y MixkmembpaHHOMY NPOCTOPI MOXKYTb B3aEMOAIATU 3 LUTOXPOMOM C (KU He
BXOAUTb A0 GYHKLIOHANbHOro KomnieKkcy). Komnaekc mae ABa OKpeMi LeHTPU 3B’A3yBaHHA ANA
yb6ixiHOHa - Q i Qp. © Babsky "



Q-umnkn (Komnnekc )

Oxidation of Oxidation of
first QH, second QH,

‘ ‘g Intermembrane
, space (P side)
7

Matrix (N side)

QH, + cyt ¢, (oxidized) —> QH, +'Q + 2Hy + cytc, (oxidized) —>
= ~+
‘Q + 2Hp + cyt ¢, (reduced) QH, + 2Hp + Q + cyt ¢, (reduced)

. J

Net equation:
QH, + 2 eyt ¢, (oxidized) + 2Hy ——> Q-+ 2 cyt ¢, (reduced) + 4Hp

© Babsky 12



CH,

CH,

[1pOCTeTUYHI FPYynNn LUTOXPOMIB

S—Cys
CH, CH=CH, CH, CHCH;
Cys—=8
CHy=CH |_\ . CH, cm-:le N/ |  CH
N N ’ N 3
N o | -
‘ N—Fo—N N—Fe—N
IBe = =
cis | N | “cH,cH.c00" CH, N | eH.cH.c00"
cHs CH,CH5CO0™ CHa CH,CH,COO~
Iron protoporphyrin IX Heme C
(in b-type cytochromes) (in e-type cytochromes)
CH, CH—CH, » KoxHa rpyna mictutb
?H a30TOBMICHMI NOPipUH.
/ A [N CH » YoTtunpu atomn asoty
CH, CH, N—Fe—N 3B’A3aHi KOOPAUHALIMHUMMU
| ’
o | A CH,CH,C00- 3B AA3KamMu 3.LI,eHTpaJ'IbHI/1M
aToMom 3ani3a — Fe?* yn Fe3+,
cHO  CH,CH,COO0-~ > [em c KoBaneHTHOo

Heme A y o .
(in a-type cytochromes) 3B A3aHUU 3 NPOTEIHOM
LMTOXPOMY C Yepes TioedipHi
’ .
© Babsky 3B A3KUN ABOX 3a/INLWIKIB Cys. 13



CyboanHuLUi LMTOXpOMOKcMaasu (Kkomnnekc V)

(b)

(a) Ocepast komrutekcy: cybomuumiist | (3xoBTa) Mae Bi reMOBi TpymH — a i a,
(uepBoHi) Ta tioH mizi - Cuy (3eeHa KynibKa); cyboqunuis 1 (61akuTHA) MiCTHUTD 1Ba
ionu mizi (seneni Kynbku); cyoomuumi 111 (senena).

(b) JBosimepumnii nentp Cu,. lonu mizi (3e1eHi Ky/IbKH) Ii/ISThCS €/IeKTPOHAMH

IIOP1BHY.
P ¥ © Babsky 14



MixmembpaHHUI
NpPoCTIp

2H"
(cybeTpathHuin)

2H"

MaTtpukc

© Babsky

PyX e/IeKTPOHIB |

NPOTOHIB Y KOMnnekci IV

» UuT c nepepnae e Ha ABOSAAEPHUMN
ueHTp Cu,. [lani enektpoHu
pyXatoTbCcAa Yyepes rem a Ha Fe-Cu -
LEeHTpP

» KnceHb 3B’A3YETbCA 3 reMOM aj |
BiAHOBAOETbCA A0 O,%. YHacnigok
NPUEAHAHHA e ABOX €™ Big UUT C
0,% nepeTBoptoeTbeA Ha Agi H,0

» Ha napy nepeHeceHux
e/1eKTPOHIB TPAHCNOPTYETbCA ABa
«cybcTpaTHMX» H* 3 MaTpUKCy A0
MiXXMeMbpaHHOro NnpocTopy

» Konn nepeHocATbCA TibKM ABa e
NPOMIXKHI cnonyku byayTb TiCHO
3B’A3aHi i3 KOMMNJIEKCOM A0TU AOKMU
He HaAinayTb HAaCTyMNHi ABa e

15



OKMCHO-BiAHOBHUI NOTEHLia/1 KOMIMOHEHTIB (Y

BonbTax) AMXanbHOMo faHLUtora y CTaHAapTHUX YMOBaX

(KOoHUeHTpauia KomnoHeHTiB 1 M, pH 7, 25°C)

H*/H, -0,42
NAD*/NADH -0,32
NADH-periaporeHasa (FMN-dopma) -0,30
FAD-6inok/FADH,-6inok -0,05
CykuuHat/dymapat +0,03
Yb6ixiHOH/ybixiHON +0,04
umnt. b Fe3*/uut. b Fe?* +0,07
umTt. ¢, Fe3*/uurt. c, Fe?* +0,23
umT. c Fe3*/uuT. c Fe?* +0,25
umnT. a Fe3*/uuT. a Fe?* +0,29
UmMT. a5 Fe3*/uur. a; Fe?* +0,55
% 0,+ 2H*+2e/H,0 +0,82

© Babsky




[MTpoTOHOpPYWIiNHA cuna

P side N side
HY], = C, [H"ly =C
HT OH™
H* OH™
H+ OH™
HY < HT™ OH™
H* OH™
q+ Proton OH~

1m
g+t PP OH™

AG = RT In (Cy/Cy) + ZF AY
= 2.3RT ApH + F AY

BHYTpiWHA miTOXoHAPianbHa MembpaHa po3ainae ABa KOMNAPTMEHTU 3 pi3Hoto [H],
HACNiAKOM YOro € pPi3HULi Y XiMiYHiM KoHUeHTpauii (ApH) i po3noaini 3apaais (AyY) no
0bunaBi cTopoHU membpaHu. Y pesynbTaTi BUHMKAE NPOTOHOPYWINHA cuna (AG), aky
MO*KHa obuncantu. © Babsky
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KoA-
noxiaHe XK

a-niyepo-@ OuxanbHWiA NaHuor
MITOXOHAPIW

Isountpat KoOA-

noxigHe XK

Manat

CyKkumHart

Mipysat Ackopbat

[nyTamat

I M.iH.

AmiHob6apbimar, pomeHoH AHMUMIUUH Liario

| | | | | | |
-0,4 -0,2 0 0,2 0,4 0,6 0,8
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