JNekuin 5. TpaHcnopT enekTpoHiB. OkncHe pochopmayBaHHSA

KitouoBi muTaHHs:

Pedoxc-nomenyian — cuna, wo usHauae Hanpsam NOMoOKY eeKmpOHi8 Ha KUCEHb )
OUXATILHOMY JAHYIOZY.

bacamonankxoeuil ouxanvhuii 1anyoe — ymMo8a NOCMYNOB020 3BLIbHEHHS eHepaii
€IeKMpPOHIE

Binvua enepeis enexkmponie 3a6e3neuye mpaHcmemopaHuuii nepeHoc nPomoHis.
Jlugysis npomonie uepes 6inku memoparu npuzeooums curnmes ATD!

Hame 3aBmaHHs — ySICHUTH MEXaHI3M MEPEMIIICHHS MPOTOHIB 1 €JIEKTPOHIB 3
BinHOBIeHUX Yy peakuiax [TK kopepmeHTiB y AuXaabHOMY JAHIIOTY BHYTPIIIHbOT
MeMOpaHu MITOXOHJIPIH.

Mimoxonopion

Benuka yactuHa aepoOHOrO OKHUCIECHHS O10MOJIEKYNI y €yKapioT BiIOYBAa€eThCS B
MitoxoHapii. Llg opranena € wmicueM LUKy JUMOHHOI KHUCIOTH 1 OKHCJICHHS
KUPHUX KHUCIIOT, OOMJBa 3 SIKMX T'€HepyIoTh BIIHOBHI KodepmeHnTu. Kodepmentu
OKHUCIIIOIOTBCSL Y TPAHCIOPTHUX KOMILJIEKCaX €JNEKTPOHIB, CTPYKTypax, IO
BOY10BaH1 B MITOXOH/IpiaJIbH1 MeMOpaHu

JIAHIIOT TPAHCHOPTY eJIeKTPOHIB
AMRIOETE T Tl OKHCTIOBATbHE

I | dochopuayBanna

4H+ 4H*t - 2H* 3
/di@z 2 Mizarenthp apmmit 4
5 ¥ . & npocTip

Matrix

41" NADH 2H* Succinate 1y 0, 211+ 4H+
NAD Fumarate . 2H* H,0
Kommerc I I\?“”'“*“‘*Kf m Konvmuexce IT Kon IV ADP
HATH (CoQ -uuroxpom (cYRIHHAT-CoQ SVIREREY, . ATP_
Jeriaporenasa) C peayKTasa peIvKTa3a) (Ireoxpons:c:aKeBAS Komvmneke V
(F,Fy-ATPase)

Bwmict MiTOXOoHApHIT B KIITHHAX PI3KO 3MIHIOEThCs. Jleski OJHOKIITHHHI
BOJOPOCTI MICTUTH TUIBKM OJHY MITOXOHJPIIO B TOMW dYac SK KIITHHA
Hanpocrtimux Chaos chaos MICTUTh NIBMUIbIOHA MiTOXOHAPIN. KiliTHA nediHku
ccaBliB MICTUTH 10 5000 MITOXOHPIH.

KinpkicTh MITOXOHIpIM TMOB'I3aHa 13 3arajbHOI0 EHEPreTUYHOI IMOTPEOOIo
KJIITUHU.

bini M's130B1 TKaHWHU, HAPUKIIAJ, JJIs CBOiX MOTpeO B €HEprii MOKIaJaeTbcs Ha
aHaepoOHUH TIIKOJI3, TOMY BIHU MICTUTh BITHOCHO MaJI0 MITOXOHJIPIH.
MiToxoHApii CUJIBHO PO3PIZHAIOTHCS 3a PO3MIPOM 1 (POPMOIO y PI3HUX BUIIB, Y
PI3HUX TKaHWH 1 HaBITh B KIITUHLI. MITOXOHApPIi BIAOKPEMIICH] BiJ LUTOILUIa3MU
no/BiitHOI0 MemOpaHoto. /[Bi MeMOpaHUM MalOTh IMOMITHO Pi3HI BIACTUBOCTI.
30BHIIIHA MITOXOH/IpiajibHAa MeMOpaHa Ma€ KiibKa OUIKiB. OTHUM 3 TaKUX OUIKIB €
TpaHCMEMOpPaHHHUM OUIOK MOPHH, KN (opMye KaHAIIM, 11O JT03BOJISIOTH BUIbHY
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nudy3ii0 10HIB 1 BOJOPO3UYMHHUX METAa0OJITIB 3 MOJEKYISIPHUMH MacaMu MEHIIE
10000. Ha mnpoTuBary ubOoMY, BHYTPIIIHS MITOXOHJpiaJibHa MeMOpaHa myxe
Oarara OUIKOM 13 CHIBBIIHOIICHHSM OuUTOK/mimig Oam3bko 4: 1 3a macoro. Lla
MeMOpaHa € MPOHUKHOIO ISl HE3apsKEHUX MOJEKYJ, Takux sk Boaa, O,, CO,,
ajie € MepelKOoJ0I0 JJis MPOTOHIB 1 BEMMKUX MOJIAPHUX Ta 10HHUX pe4yoBuH. L1
MOJIAPHI HEOOXIHI PEYOBHMHH AaKTUBHO TPAHCIOPTYETHCA Yepe3 BHYTPIIIHIO
MeMOpaHy 3 BHUKOPUCTAHHAM CHEHU(PIYHUX TPAHCHOPTHUX OLUIKIB, TaKUX SK
nipyBaT TpaHcioka3za. BcTynm aHIOHHMX MeTaOoJITIB y HETraTUBHO 3apsJKEHUU
IHTEep'ep MITOXOHJIPIi €HEePreTUYHO HEBUTIAHO. Taki MeTaldoniTH, SIK MHpPaBUIIO,
OOMIHIOIOTBCS Ha 1HIL BHYTPIIIHI aHIOHH.

BHyTpimHs MeMOpaHa 4YacTo BeIbMU CKJIaJieHa B PE3yJbTaTi 4YOTO 3HAYHO
30UTBIIIOETHCS TIoMIa MoBepxHi. CKIaaKH HA3WBaIOThCS KPUCTU. PosmupeHHs 1
CKJIaJaHHs BHYTPIIIHbOI MeMOpaHU TaKOX CTBOPIOE 3HAYHO PO3LIUPEHUI
MDKMEMOpaHHUI MpocTip. 30BHINIHA MeMOpaHa BUIBHO MPOHMKHA JUJISI MaJluX
MOJIEKYJI, MDKMEMOpaHHUN MPOCTOp Mae MNpHUOJU3HO TaKUM K€ CKJIaj] 10HIB 1
MeTa0oJIITIB, SIK IUTO30J1b, IKHUM 0TOYY€E MUTOXOHAPUIO.

BMmicT maTpuill BKIIOYAIOTH JETIAPOreHa3u KOMIUIEKCY MipyBary, (epMeHTH
LUKy JIUIMOHHOI KHCIOTH (Il CYKUMHATIETIAPOreHa3n KOMILIEKCY, KU Kpim
TOro BOYIOBaHMM Yy BHYTPIIIHIO MeMOpaHy), 1 OUIBIIICTE (EepMEHTIB, SKi
KaTaJi3yl0Th OKHCIIEHHS KUPHUX KUCIIOT.

Konuenrpariiss Oiika B MaTpulll ayxe BHcoka (Habmuxkaetbcs 1o 500 mr /min).
MaTpuKc TakoX MICTHUTh MeTaboJiTu 1 HeopraHiyHi i0HU 1 myn HAJ] 1 HAA®D, mo
3aJIMIIAIOTECS  OKPEMO  Bil  MIPUAMHHYKIEOTHIIB KO(DEPMEHTIB  ITUTO30JIA.
Miroxonapianbia JIHK 1 Bci depmentn, nHeoOximui mis perikamii JIHK,
TPaHCKPHUIIIi, 1 TpaHCHAUii po3TamoBaHl B MaTpukci. MitoxonapianbHa JTHK
MICTUTb 0ararto 3 reHis, iK1 KOAYIOTh TPAHCIIOPTHI OUTKU €IEKTPOHHOTO JIAHIIIOTA.
JluxanpHUM JAHIOT, IO PO3TAlIOBAHUN y BHYTPIIHIA MeMOpaHi MITOXOHJpIH,
CKJIaJal0Th YOTHUPU OUIKOBI KOMIUIEKCH; (YHKIIIO TpaHcepiB MDK OUTKOBUMHU
komruiekcamu I, 11 Tta III Bukonye >xupopo3uunuuii kopepment Q (UQ, CoQ),
tpancdep mix III 1 IV koMmiekcamu — BOJOpOo3YMHHUN OUIOK LIUTOXPOM C.
EnexTpoHu 3a3Buuaii MOTparuigioTh HA KUCEHb MO JIAHLIOXKKY BiJ KoMiuiekciB I 1 11
10 KOMIUIEKy 1V.

Komnnexc I —-HA/TH-KoQ pedyxmasza
Cxman: o6utok 13 m.Mm. 850-k/la;1 ¢naBin mononykneotun (OMH) -

akuenrop/monop 1 abo 2 e 6 - 7 3ami30-CipyaHuX KJIacTepiB - akuentTop/aoHop 1
a6o 2 e’; xoeHsum Q - akmenTtop/monHop 1 a6o 2 e, rigpododbHuit xBict, 10
13onpeHoigaux oauHUIk (Q10).

[lepenocurs enexkrponu Big NADH na CoQ.
Lnsax enekmpoHnis:
HAJIH ——> ®MH ——>>FeS——>> UQ ——>> FeS ——>> UQ.
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Ha xoxHi1 2 enexkTpoHl Momepek MeMOpaHu U3 MaTPUKCYy Yy MiKMeMOpaHHUN
MPOCTIpP 3a paxXyHOK €Heprii eNeKTPOHIB, 10 3BUILHUJIACH HA PiBHI KOMILIEKCY, —

HAJIH- UQ b% MlJfCMeM6paHHuu npocmip mpaucnopmyemucs womupu H.
Ag® =+0.36 V; AG® = -70 kJ[.M01b-1

Incibimopu pomenon i amimann

@
Transporter module_f__,-tl H OUTSIDE

: .-"f. '
3000000000000 | 200000000C0C00A0C000

D(\\EC} ' PR

Fe 5
Connector i % @ INSIDE
4H
module 2 H® .ﬁ@ =
s

FMINH NADH dehydrogenase

2
‘/<‘ ) e&  module
2H9 FMN

-

NADH + H® NAD®

Puc. 1 — Kommieke I guxansHOro JIaHIrora

Komnnexc II — cykyunam-CoQ pedykmasa
Cknaj: CyKIMHAT JIETiAporenasa; koBajaeHTHe 3B's13annii DAJL;
1 [4Fe-4S] xknacrep; 2 [2Fe-2S] knactepiB; 1 mutoxpom bseg

Complex I OUTSIDE
pesssssesessssssveery
QH; (e '
......................................... 4:-\_ g Ea J.J.-.q.-....-.-.-.-....-...1.¢.+.+.+.+.+.+.]
{l] Q-+ =
; Fe-5 COOO0AA00IAATTIIIIAD
S H® 0O INSIDE
FADH:
f/<, DEE@
2H® FAD
Succinate Fumarate

IlInax enekmponie:

[Insx eIeKTPOHIB :

Cykmunatr —>> FADH2 ——>> 2Fe2 + —>> UQH?2

Yucra peakiis:

cykuHat + UQ —>> ¢pymapar + UQH2
Ae®=+0.015 V; AG®' = -2.9 kJ[.MO0b- 1

A&’ KOMIUIEKCY HEAOCTATHS JUIS TPAHCIIOPTY MPOTOHIB B MiXK MeMOpaHHMIA
POCTIp.
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Penokc-noTeHitian KOMIJIEKCY HEJOCTATHIN /1715l IEpEHECEHHS TPOTOHIB.

Kommuekce IIT — CoQ- uuroxpom ¢ pexykrasa
Komnnexc Il (xoenzum Q-yumoxpom iz pedykmasa)
OyHKIIIS: TEpeHOCUTH eNeKTpoHU BiJ CoQQ Ha IUTOXPOM C.
Cknaza: 2 nutoxpomiB b (IUTOXpoM bsg; a0 H 1 mutoxpom bses a6o L); 1
uuToxpoM c. 1 [2Fe-2S] knacrep (3anizo-cipuanuii 6110k Rieske).
[{uToXpOMHU MaIOTh XapaKTEPHI CMYTH TOTJWHAHHS 1 XIMIYHY CTPYKTYpY
Cytochrome C (x2)

s
(N
N
Ef ) ISP
= -—\'/'
e a= | =
W Fes‘?ﬁ-‘.‘\ ',“HJ' OUTSIDE
QOCCCOCO0CT josy Af-’;{m jesassossesasas s
BNS 2QH, '
[sosssvsesd ':IE'-’E'; 4000000, 'VO00N0VIIVIAD
byx;-/ INSIDE
QHy e/ 8"
)
2H*
Cytochrome b

CoQ mepeHoce €JEKTPOHM LMUT C B YHIKAJbHOMY IMKJi, BIIOMOrO K
OKHUCJIIOBAJIbHO-BLAHOBHUM 1Mk Q. OCHOBHHMI TpaHcMeMOpaHHUN OUTOK B
komruiekci 11l € muroxpom b — 3 remamu by 1 by. Luroxpomu 1 Fe-S knactepu —
OJIHO E€JICKTPOHHI NepeiaBayi.

[Insx eneKTpoHIB:

CoQgig. T TUTOXPOM Coyyen <<—>>C0Qopen T IUTOXPOM Cyipy.

Ag®'=+0.58 V; AG®' = -110 xJIx.Mo01b-1

Ineioimop anmumiyun A

Poboma Il komnnekca 3a6e3neuye nepexauy8ants 4 npomouis.
Kommieke IV — nuroxpom ¢ okcuaasza
Cknan: komruieke TBapuH mae M.M. ~200-kDa, TpancMemOpanHuii O1U10K, TUMeEp,

MICTUTBh Bl 6 10 13 cy6’onununb; cy6’onuuuui I 1 II MicTATh OKHUCTIOBAIBHO-
BITHOBHI IIEHTpU (pEIOKC-aKTUBHI LEHTpH); 2 rema a (reM a i rem a3); 2 Cu
neHTpy (CuA abo a it CuB abo a3); 3apsmkeni 3anumku Asp/Glu B3aeMoii0Th 13
3anumikamMu Lys Ha TOBEpXHI LUTOXpomy c. Peakiiss UKy NOpoOTIKae yepes
6inykineapruii (Cu-Fe) komimekc i mpomikae 3'eqaanss bepput (Fe*).

[Insx eneKTpoHIB:

HUTOXPOM C 4ip. T 1/20; <<K——>>MUTOXPOM Coen- T H2O

Ag® =+0.58 V; IG°' ' = -110 k[.M0i1b-1

Ineioimopu: yianio (CN-), CO, azuo (N3 ')
Yotupu €NEKTPOHU 3 IMHUTOXPOMY € BHUKOPUCTOBYIOTHCS JUIS BiJHOBJICHHS
MOJIEKYJIM KHCHIO 1 YTBOPEHHs MOJICKYJW Boau. KuceHp €, TakuM YHHOM,
TEPMIHAJIIBHUM aKIIENITOPOM €JICKTPOHIB B TPAHCTIOPTHOMY IUISIXY €JIEKTPOHIB.
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[HutoxpoMm ¢ okcuaazu BUKOPUCTOBYeE 2 rema (a ia3) 12 MIHUX CalTiB
Kowmnnekc IV makoorc mpancnopmye 2 H+

Cytochrome ¢ (¥2)
<’
&= @
2H® L Cytochrome ¢
; Ua oxidase
|e= &= OUTSIDE

\ R X000000000000a000000
(A EEERLHLELLLL TRIA | \ /;CUB ..........
a
% \ INSIDE
2HE 120, + 2H® H20

Puc. - Bynosa ta ¢pynkuis komriuiekca Il guxanpHoro nasiora.

CrpsiskeHHSI €JIEKTPOHHOI0 TPAHCIOPTY i OKHCHOT0 ochopuIroBaHHA

Leti 38'130K 668 maemuuyero npomsacom 6a2amvox pokia!

baraTo 610XiIMiKIB pO3TpaTHJIN Kap'epy B MOUIyKaxX HEBJIOBUMOIO "BUCOKOI €HEprii
npomikHoro". Ilitep MiTuenn 3anporoHyBaB HOBY 171€l0 — MPOTOHHUN TPaIEHT
yepe3 BHYTPINIHIO MeMOpaHy Moxe OyTh BUKopucTaHUU misg cuHtesy ATO.
Mituenn OyB BUCMISIHHM, ajle XeM10CMOTIU€CKa TinoTe3a B MIJCYMKY BUTpJa HOMY
HobGeniBcbKky mpemiroro.

Vi

b

Inécrmembranc
e

Mastrin

NADH + H* MALY

Saunders Cellege Publishing

AT®-cunraza ad6o0 koMmiLiekce V

Hugpyzisa npomonie uepes 6inku npuzeooums cunmes ATD!

Yepez memMOpaHy MITOXOHAPIi MOXYTh BUIBHO TPOHUKATH TUIBKH HEBEJIHKI
He3apsHKeHl MOJICKYNIH 1 riipodoOH1 Mojekyau. EHepris, sika BUAUISIETBCSA MPU
NEepeHeCcCeHH1 €JIEKTPOHIB MO AIXaTeIbHOMY JIAHLIOTY, MPU3BOJIUTH 0 MEPEHOCY
npotonis (H') 3 MaTpukcy MiToxoHapii B MikMeMOparHHM mpocTip. Tomy Ha
BHYTpIIIHIH MeMOpaHi MITOXOHAPIA YTBOPIOETbCS Tpaji€eHT KOHLEHTpaIini
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NpOTOHiB: B MibKMeMOpaHHOMy mpoctopi H' crae 6arato, a B MaTpHKCi
3QIMIIAETHCS MaJlo. YTBOPIOEThCA pizHUI mnoreHmiamniB 0,14 B — 30BHIINIHSA
JacTMHA MEMOpaHW 3aps/PKeHa TO3WTUBHO, a BHYTPIIIHA — HEraTUBHO.
Harpomamkerni B MixkmeMmOpanHoMy mpoctopi H' mparHyTe BHiiTH Ha3am B
MaTpUKC MO TPAJIEHTy KOHIICHTpAIliH, aje MITOXOHJApiaibHa MeMOpaHa sl HUX
HEMpOHUKHA. €IWHUIA 3BOPOTHUN NUIIX B MATPUKC IS TMPOTOHIB — 4Yepes
npotoHHU KaHan depMeHty AT® -cuHTeTasu, ska BOYJIOBaHA y BHYTPIIIHIO
MeMOpaHy MITOXOHJIpii

Garrett & Grisham: Biochemistry, 2/e
Figure 21.25

AT®-cunTasza, uo Tpanciokye npotoH (ATda3za, no Bigkauye NpOTOHH, 1
F1F0-AT®a3a); wMynbricy0OnMHUYHUN TpaHcMeMmOpanHuit mnpotein; FO -
BOJIOHEPO3UMHHUN TpaHCMEMOpaHHUI OUIOK, sikuii ckiagaroTh 10 - 12 Tumis
cy0’olMHULIb, 1€ KaHal JUIsl TEpeMillleHHs MPOTOHIB 13 MDKMEMOpPaHHOTrO
MPOCTOPY B MATPUKC, /i€ MPOTOHH YTBOPIOIOTH BOAY C BIIHOBJIEHUM KHCHEM.
Omnirominuu iHridipye cuntes AT® msaxom mos'ssanns 3 H', mepemkomxkae ix
TpaHcnopty. F1 - Bomopo3unHHUII nepudepuuHuid MeMmMOpaHHUN OUIOK, SKUN
ckianaerbes 3 a3B3y0 cybomunuis (cunte3 AT® 3abe3neuye B - cyOOaUHULI);
CTpuKeHb CKIaIae€ThCs MPUHANMHI 3 IBOX OUIKIB — OJITOMILMH-YYTIMBOIrO OLIKa
(OYb) 1 cnonyvarouoro unHHuka 6 (F6).

Mexanizm cunte3y AT® Bkiroyae Tpu ¢asu.

1) [epemimenus H' 3a nomomororo FO.

2).Karanituune yrBopenHs pocdoanrigpuanux 3B's13kiB ATO F1

3) CrnonydeHHs 3HUKEHHS MPOTOHHOTO TpajieHTa 13 cuHte3oM ATD npu
B3aemofii FO 1 F1 peanizyeTscst B Tpu cTaii:
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ADP +P, ATP
|

OP EN\A

TIGHT

A
ATP  ADP+P,

—noB's3aHHsg AJI® + ®H 13 "ButbHUM" (L) caiiTom;

- koH(popmaniitii 3minn L B T (3B'd3anuil, HampyxeHui), oOyMOBIIEHI
BUIBHOIO eHeprieto KoHpipmariiitHoi 3Minu L B "Hanpyxeny" (T) — ueHTp cunTe3y

ATO;

b

— AT® cunre3yerbest Ha LeHTpl T Ha OJHIM cy0’onuHuULl, 3BUTbHEHHS ATO
bRl . . . +
3MIACHIOETHCS 1HIIOW CyO oAMHMICIO, BUIbHAa eHeprii H' moToky Bu3Haudae

BuBLIbHEHHSI AT® (ToOTO, T - O mepexin).
MMOBHOMY OKHCJICHH] ritoko3u 29.5 — 31 ATO.



