JIbIXaHue pacTeHUH

1. A3SpobHasa pasa ObixaHUA

2. Uwnkn Kpebca

3. OneKkTpOoHTpaHCcnopTHasa uenb AbIXaHUS
4. [leHTO30MOCMATHLIN LINKI



= Bropas dpasa gbixaHnsa — as3pobHasd —
rloKkann3oBaHa B MUTOXOHAPUAX U TpebyeT
NPUCYTCTBUSA KUCIIOpoAaa.

£

?o -+ 2.5 O3 +« 3 H3O —_— 3 CO5 + SHO
CoOOoH

= B aopODOHY0 a3y OblXaHUA BCTynaeT

= O0OLLee ypaBHEHME STOrO npoLiecca
crieayloulee:

= 2[BK + 502 + 6H20 -> 6C02 + 5SH20



[Mpouecc MOXHO pas3gennTb Ha TPY OCHOBHbIE CTaaUN:

1) okucnuTenbHoe aekapboKkCUNMpoBaHMUe NMMPOBUHOIPaLHON
KNCNOTbI; (NpeBpaLleHne NOCTYNMBLLUNX U3 LMTonasmol 1)
OKMUCNUTENbHoe AekapbokcunmupoBaHne NMPOBUHOIPaaHOM
KNCNOTbI; (NpeBpaLleHne NocTynuUBLLINX N3 LUTOMNIasmbl B
MUTOXOHZPUIO NUpyBaTa U XUPHbIX KUCNOT B aueTtni-CoA; )

2) okucnenme auetun-CoA B unkne TpmkapboHOBBIX KUCOT (LMKI
Kpebca);

3) 3aknounTenbHas CTagmsa OKUCIIEHUA — ANEKTPOHHO-
TpaHcnopTHasga uenb (OTL) TpebyeT obasaTenibHOro NPUCyTCTBUS
O2.(lepeHoc anekTpoHoB ¢ HALIH Ha knucnopoa no abixatensHou
Lenwu;)

Ob6pasoBaHue ATO B pesynbraTe AeATENBbHOCTU MEMOPAHHOIO
AT®D-CcMHTETA3HOrO KOMIMJSIeKca.

[lepBble ABe cTaann NPONCXOAAT B MaTPUKCE MUTOXOHOPUN,
9NTIEKTPOHHO-TPAHCNOPTHASA LiEMNb NoKannusoBaHa Ha BHYTPEHHEN
MemMbpaHe MUTOXOHOPUNA.



IlepBasi cTagusi — OKHCIUTEIbHOE AEKApOOKCUIUPOBAHUE
I[IBK

= B a3poOHbIX ycrnoBusax nupyBaT CUMMNOPTOM C MOHaMU H+,
OBMXKYLWLMMNCA MO MPOTOHHOMY rpagueHTy, MNPOHWUKAEeT B
MUTOXOHOPUU

= 30ecb npoucxoguT ero rnpeBpalleHne [0 YKCYCHOM
KMUCIOTbI, MEPEHOCYNKOM KOTOPOW CNYXXUT KO3H3UM A.

= CymmapHoe  ypaBHeHUEe OTpaXXaeT  OKMUCNUTerbHoEe
noekapbokcunupoBaHue nupysarta, BocctaHoBneHmne HAL go
HALOH n obpasoBaHune auetun-SKoA.




: obpasyeTcs B NpoLecce pacLlenieHns caxapos, XXUPHbIX
KUCMNOT N HEKOTOPbLIX aMUHOKUCIIOT M UCMOMNb3YEeTCH NPU UX CUHTESE.
ABNSIETCA PeakUMOHHOCNOCOOHbBIM HOCUTENEM

= B ogHux peaKkundax oHa UCMOJib3yeTCAd AJ1d CUHTE3a OPraHNYE€CKUX
BeLWeCTB, B APYIrnx — And nx «CxXnraHnA» B Ka4ecrtBe TOlJIMBaA. I'IoaTomy
SIBMSAETCS BaXXHENLLIUM nocpegHMKoOM BO MHOXECTBE
Brnoxmmmnyeckmnx npoueccoB, CBA3aHHbLIX C obmeHOM BeLlecTBa n QHEPTUMN.

KodepmeHT A

OT wmMonekynbl nupyBaTa OTLWENNSeTcs MOnekyna auokcuaa yrrnepoga, a
OCTaBLUASACA OT HEero aueturnbHas rpynna npucoeamHaeTcsa Kk kodepmeHTy A, C
obpasoBaHmem auetun-coA. Obpasyetca HAL-H n CO2



OKMCICHHE alerara JacT MHOTO SHEPIruH

= Obpasyrowumnca B NBK-gernaporeHasHOW
peakuunun auetnn-SKoA ganee BCTynaet B LUK
TpukapooHoBbIX Kucnot (LITK, umkn
NTMMOHHOW KUCIoThl, umkn Kpebca).

= Kpome nupyBarta, B LMK BOBMEKAKTCH
KETOKUCIOThI, NOCTynawuwme n3 katabonmama
aAMUWHOKUCNOT U KaKUX-NMdo UHbIX
BeLlecTB.



Bropasi cragus = HHITK

B 1937 roay NaHc Kpebc. 3T1a nges pogunachk y Hero, korga oH
nccnenosan BNUAHNE aHUOHOB Pa3fINYHbIX OPraHNYeCKUX KUCOT Ha
CKOPOCTb NOrMOLWEHUSA KUCNOPOAa CYCrNEH3UAMN U3MESNBYEHHbIX
rPyAHbIX MbILLL, rony6si, B KOTOPbIX MPOUCXOAMNIIO OKUCIIEHWE NpyBaTa.

Kpebc Takke noareepaunn, YTo OOHapYy>XeHHbIE paHee B XKMBOTHbIX
TKaHAX Apyrme opraHM4Yeckne KUCnoThl (SHTapHas, sbrnoyHas,
dymapoBasi 1 LLiaBeNeBOYKCYCHast) CTUMYNUPYOT OKUCINEeHne NupyBaTa.

Kpome Toro, oH Hallen, YTo OKUCIieHWe nmpyBaTa MbllLEYHOU TKaHbHO
CTUMYINMPYeETCH -
NMMOHHOW, LINC-aKOHUTOBOW N M3ONIMMOHHOM, a TakXe NATUyrnepogHom
KeTornyTapoBoOu KUCITOTOWN.

3a 310 BaxXHoe OoTKpbITME Kpebc Obin yooctoeH B 1953 roay
Hobenesckon npemuu.



[k TpruKapOOHOBBIX KHUCIOT

LiInkn npoTekaeT B MaTpMKce MUTOXOHAPUN 1 NpeacTaBnseT cobom
BOCEMb NMOCeaoBaTeNibHbIX peakLui.

1. Lnkn HaunHaeTcsa co B3ammMmoaencTema monekynbl auetun-CoA c
LLIaBETIEBOYKCYCHOM KNCIIOTOM (OKcaroalweTaTtom), B peayrneraTte
KOTOporo obpasyetcsi lecTunyrrnepogHas TpukapboHoBasi KUCIOTa,
Ha3blBaemMasi IMMOHHON, Npu 3ToM KOA BblAensieTca B NpexHem Buae.
OTOT npouecc Katanmanpyetca depMeHTOM yumpamcuHmasou.

UMTDATOMHTa A

S-Kah
upg:gcg:- Auetun-Koh&
YRGYON Tpar
keonora (UYK] (nm%nalan kMenora)




2. JlnmoHHas Kncnota npeBpaLlaeTca B MU30JIMMOHHYIO.

lNMpeBpaweHue uuTpaTa B U30UUTPAT KaTarIM3npyeTcs akOHMUTa30Mu,
coaepxalleu xxene3o B ABYXBarieHTHOM COCTOSAHUMU. dTa peakuus
OCYLUEeCTBIISIeTCA B ABe CTaAMN: CHavana npoucxoauT aerngparauus c
obpa3oBaHMeM LUC-aKOHUTaATa , a 3aTeM - rugpartauma n oopasoBaHue
nsouunTpara:

COOH
|
CH,

H(IZ—COOH + HAI e — (IZH, + HAIIH,; 4 CO, v
Ha crnieny oL quumesy decudpozencsa L, 30/IMMOHHOU
KUCIOTbI, peaies CooH
U3oyumMpamo gErre el e e

[Mpy 3TOM NPOTOHLI U INEKTPOHbI NnepeHocAaTcs Ha HAL (
Onsa npoTekaHUA 3TON peakunn TPeOyHTCA UOHbI MarHus
Wnn maprasdua.

OaHoBpEeMeHHO NponcxoauT npouecc AeKkapobokcunupoBaHus. 3a cyeT
OOHOro U3 aToMoOB yrnepoaa, sBctynuswero B umkn Kpebca, nepBas
MoOreKyna BbAensieTcs.



= 3. Obpa3oBaBLUasACA a-KeTorrnyrapoBasa KUcriora
noaBepraeTcs OKUCNNTESNIbHOMY
AeKapOoOKCUNMpPOBaHUIO. ITOT NPOLIECC TaKXKe
KaTanmampyeTtca MynsTupepMeHTHbLIM KOMMNJIEKCOM
Kemoeasiymapamaoeauopo2eHa3oll copepxawum
TnammHnupodocdgar, TMNoeByK KUCIIOTY, KOSH3UM A,
dAO v HAL.

= B pe3ynbraTe 3a c4eT BTOPOro atoma yrrnepoaa,
BCTYNUBLLEro B LUK, BblaenseTcs BTopast MOJieKyrna

2) 3)

(I.',OOM | COON

|
CHy — ———s CH, A o B
I | I

.

l I 00, l

i T

COOH CooH  ACMAPOTEHAd] COOH
UMTpar HIOLMT par (-xeTornyTapar




= 3. Obpa3oBaBLUasACA a-KeTorrnyrapoBasa KUcriora
noaBepraeTcs OKUCNNTESNIbHOMY
AeKapOoOKCUNMpPOBaHUIO. ITOT NPOLIECC TaKXKe
KaTanmampyeTtca MynsTupepMeHTHbLIM KOMMNJIEKCOM
Kemoeasiymapamaoeauopo2eHa3oll copepxawum
TnammHnupodocdgar, TMNoeByK KUCIIOTY, KOSH3UM A,
dAO v HAL.

= B pe3ynbraTe 3a c4eT BTOPOro atoma yrrnepoaa,
BCTYNUBLLEro B LUK, BblaenseTcs BTopast MOJieKyrna

2) 3)

(I.',OOM | COON

|
CHy — ———s CH, A o B
I | I

.

l I 00, l

i T

COOH CooH  ACMAPOTEHAd] COOH
UMTpar HIOLMT par (-xeTornyTapar




= 4., OgHOBPEMEHHO NPOMCXOANT BOCCTAHOBMEHNE elle OQHOW MOMEKYsbl
HA no n obpasyetcs cykunHun-KoA.

= 5. Ha cnepnytowem atane cykumHnn-KoA pacluennaercs Ha SHTapHYH
kncrnoty (cykumHat) 1 HS—KoA. BeligenatoLascs npm SToM 3HeEpPrud
HakannnmBaeTcs B Makpoaprimvyeckon dpocdatHom cBsA3U

= Takom aTan BaXkeH, TaK KaK BblAeNALWasncs aHeprusg HENOCPeaCcTBEHHO
HakannmBaeTca B AT®. 31oT Tun obpasoanma AT, nogobHo ee
obpasoBaHuIo B Npouecce rmnkonmaa, OTHOCUTCS K

)

$A]l ShHy

7,

GYRLAHAT -
0 -KETOTNYTapaY- o THOOMRR mEsxan 12 MR
1erUARCIEHAIHBIN (A COOH

KOMNNEKS o-KoA GyKMHAT

oyKHin-Kok (RHTARHAR KUGAOTA)




= 6. Obpas3oBaBLUasiCA SSHTApHadA KMCNoTa oKMCnsieTcss 4o dymapoBom
Kncnotbl. Peakuua katannamnpyetca depmMeHTOM
CYKUUHamoezauopozaeHa3ou, NPOCTETUYECKOW rPyrnnon KOTOpOoro
asnsietca PAL. OgHOBpeEMEHHO BbIAENSETCA TPETbSA Napa
BOOQOpOAOB, 0Opa3ys

= 7. Ha cnepgyrouwem atane goymapoBasd KMCIoTa, NpMcoeanHas
MOJIEKYSTY BOAbI, NpeBpaLllaeTcsa B A0MNOYHY0 KUCIIOTY C NOMOLLbIO
depmeHTa gpymapamoeaudpozeHassbl.

= 8. Ha nocnegHem atane uukrna sbnoyHasi KUCrnota OKUcnaeTca ao
LLIYK. 9Ty peakuuto katanmsvnpyet oepMeHT masamoeauopozeHesa,
aKTMBHOW rpynnown kotoporo sensetcs HALL, n npoucxoamt
BblENEHME YETBEPTOM Napbl NPOTOHOB — ObpasyeTcsd

HADH,
(AGNONHASR  MANATRCIMARONE AN
Kucnora)




= Takum obpasom, LYK pereHepupyeTt B NnpexxHeEM BUAE U
MOXET pearmpoBaTtb CO CrneayroLlen MoneKyrnon akTUBHOIO
auetatra. OgHOBPEMEHHO B X04€e KaXaoro uukna
BblaenatTcda ase monekynbl C02 n obpasyoTcs Tpu
monekynbel HAH + H+ 1 monekyna ®ALOH2.

= B pesynbrate pacnaga 1 monekynsl NBK B
aspobHoun dhase (
) Bblgendetca 3C02, 4 monekyrnbl
HAOH + H+ n 1 monekyna ®ALH2.

= Takum obpasom, 5 nap H2, obpasytowinxcsa us MNBK
" BoAbl, nocTtynatoT B OTL,
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SIHTAPHasA K-Ta
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Cymmapnoe ypaBHenue I TK

= 2CH3COCOOH + 6H20 +8HA +2PA][]
+2AND +20H =

= 6CO2 +8HANH2 +2PA[0H2 + 2ATD

Ecnu okucneHue npouncxogut no N®PL, To rnrokosa noctaBnseT B
uukn Kpebca 1 monekyny lNBK.

MeCTO CMHTe3a 6erikoBoro, XXMpoBOro 1 yrneBogHoro
obmeHa (cuHTe3s AK, XK, yrneBoaoB, NTUrMeHTOB)

nctoyHnk HAQH2 n ®A0H2



OcHoBHas poiis L[TK

OcHoBHas ponb LITK 3aknioyaetca B

reHepaunm atoMoB Boaopoaa And paboThbl
OblXaTenbHOWU Lienu, a UMEHHO TPeX MOMEKYI
HAOH v oaHoun monekynsl @PAOH2.

Kpome atoro, B LITK obpasyetca ogHa monekyna
ATOD,

cyKumHun-SKoA, y4yactBylLN B CUHTE3E rema,

KeTOKUCNOTbI, ABNAKOLLMECA aHanoramm
aMWHOKUCIOT — a-KeTornyrapar ang
rMyTaMMUHOBOW KNUCMNOTbI, OKcanoauetaT ans
acnaparMHoOBOMW.



Tperbs cTaguss — DICKTPOHTPAHCHOPTHAA 1IETIb

(5TL)

=[1nsa yero obpasyroTca BocctaHoBNeHHble HALQ n ®A]?
fABnsarTca goHopamu Bogoponos (anektpoHoB) B ATL abixaHus.

Monekynsl HAOQH n ®ALDH2, obpasyemble B
peaKkunsxX OKUCMEHNA YrneBoaoB, XUPHbIX KUCIIOT,
CNUPTOB U aMUHOKUCIIOT, Aariee rnocTtynawT B
MWUTOXOHAPWUN, rae NAET npoLlecc

— cnHTE3 ATO, conpsXXeHHbIN C
NnepeHocoM 3neKkTpoHoB no A TL abixaHus.



OKkuciIuTenbHOE PocHopuanpoBaHUE

sOKkucnurenbHoe ochopunmpoBaHue —npoLecc,
npoucxogsiliMn BO BHYTPEeHHen meMmopaHe MUTOXOHAPUMN

N 3aKn4yatoLmMncs B OKUCIEHNN BOCCTaHOBIEHHbIX

akBmBaneHtoB (HAOQH n PALH2) pepmeHTamun
OblXaTenbHOM LUenn n conpoBoXxaarLmmnca cnHtesom ATO.

*BnepBble MexaHN3M OKUCNNTENbHOIO docdopUnMpoBaHnS
obin npeanoxeH MNurepom Mutyennom.

=CornacHo aTou rmnoTese nepeHocC 3r1eKTPOHOB,
nponucxoaaLlnmn Ha BHyTPEHHEN MUTOXOHOPUANbHOU
MeMbOpaHe, Bbl3blBaeT BbiKayuBaHue MOHOB H+ un3
MaTpuKca MUTOXOHAOPUN B MEXMeMbpaHHOE NPOCTPaHCTBO.



OkuciuTebHOe (POCHOpUINPOBAHUE

OTO co34aeT rpaAueHT KOHUEeHTpauum noHoB H+ mexay
LINTO30MEM U 3aMKHYTbIM BHYTPUMUTOXOHAPUATTbHbLIM
NPOCTPaHCTBOM.

oHbl BOOOpOaa B HOpMe CrocobHbl BO3BpaLlaTbCs B
MaTPUKC MUTOXOHOPUA TOSNIbKO OAHMM CNOCOOOM —
doepmeHT, obpasyowmn ATO —

BHYTpPEHHSASA MUTOXOHAPWMArbHaa MeMbpaHa cogepXuT
PS4 MYyNbTUPEPMEHTHbLIX KOMMIIEKCOB, BKMOYaAOLLNX
MHOXECTBO (DEPMEHTOB.

OTn bepMeHTbl Ha3blBalOT AbiXaTenbHbIMU
depmeHTamMmn, a NocrnegoBaTeNbHOCTb X PACMONOXKEHUS

B MeMb6paHe — AblXaTesIibHOU Lenbio



PACITIOJIO’KEHUE JABIXATEJIBHBIX IIEPEHOCUNKOB
B MEMBPAHE MUTOXOHIPUI

= Bcero uenb nepeHoca 3neKTPOHOB BKrioYaeT B cebs okono 40
pa3HOOOpa3HbIX 6eNKoB, KOTOPbLIE OpraHu3oBaHbl B 4 60nbLUMX
MeMOpaHOCBA3aHHbIX Myfb(epMEHTHbIX KOMMEeKca

Menrebparoioe
TNMPOCTIPAHCTED
= 3E HHAS




JIpIxaTenbHas 1elb BKIHOYAET MHOXKECTBO OCIIKOB=
IIEPEHOCUYMKOB

= Komnnekc |
OCYyLLEeCTBNsIET nepeHoC
anekTpoHoB oT HAJH Kk
yOuXnHoHy. Ero
cyocTpar-
BHYTPUMUTOXOHAPUANDb
Hbin HAIH,
BOCCTaHaBnMBarLmecs
B LITK.

sKomnnekc Il
Katanusupyet
OKMUCJIeHMe CyKuMHaTa
YOMXVUHOHOM.

Outside of o2l

1961r. lpnH. Bce nepeHOCUYUKN INIEKTPOHOB B
MUTOXOHAPUANbLHON MeMOpaHe
crpynnupoBaHbl B 4 KOMNseKkca.



JIpIxaTenbHas 1elb BKIHOYAET MHOXKECTBO OCIIKOB=

IIEPEHOCUYHUKOB

= Komnnekc lll nepeHocur
3NIeKTPOHbLI OT
BOCCTAHOBJIEHHOro
yOUXMHOHA K LUTOXPOMY
C, T.e PYHKLMOHMPYET KakK

yOuXunHon: UUTOXPOM C-
oKcupeaykTa3sa.

= Komnnekc Y 3aneKTpoHbl
nepeHoCATCH OT
umtoxpoma c Kk 02, T.e.
3TOT KOMMJIEKC ABMNSIeTCA
LLUTOXPOM C.

= CyuwecTtByerT ewe V
KOMMJIeKC, y4aCcTBY LN
He B nepeHoce
3NEeKTPOHOB, a
cuHTesupyowmnm ATO.




) H()C A { P()H ()
JBIXATEJIbBHOU LHENU

JIEKTPOHbI BXOAAT B
3JIEKTPOHTPAHCIIOPTHY IO
ntermembrane | LNE€TIH TIPH OkMcaeHun HAJTH
(uepe3 kommiexc I) niau npu
OKMCJICHMH CyKLUMHATa (Yepe3
komiuiekc 1)

2H*

YOuxuHoH — JIUNNU/I-

e ,,_\‘ Vaochondrial | pacTBOPUMBIH NEPEHOCUHK
Suociosle:  Fumurate 3JIEKTPOHOB M NMEPEHOCHUT UX
Complex I Complex 11 Complex IT Complex IV

oT koMILIeKkcoB I u Il k
e ———— koMmIuiekey 111

Al.

Kommuieke I - HA/TH-Youxunon Oxkcugopeaykrasa
Komiuieke II — Cyknunar/leruaporenasa

Komiuieke I — Youxunon-Lutoxpom C Oxcupopenykrasa
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[IpuHIMIT paOOTHI JbIXaTEIBHON IIEIIH

=O0pa3yrwmecs B peakumax
HAOH v ®A0H2 nepeaatoT
aToOMbl Bogopoaa Ha
chepmMmeHTbI AbiXxaTesibHOMN
Lenu.

=QNIeKTPOHbI ABUXYTCA NO
depmMeHTaMm gbixaTenbHOMN
Lenu n TepstoT 3Hepruio.

=3JTa 3HEeprusa NUCNonb3yeTcsl Ha
BblKayMBaHue npoTtoHoB H+
U3 MaTpuKca B
MeXXmMemMbpaHHoe
NPOCTPAHCTBO.

=B KOHUe abixaTernbHOMU uenu
3MEeKTPOHbI NONaaaloT Ha
7
BOCCTaHaBNMBaloT ero Ao
BOAbl.

Mexmenbpannoe
NPOCTPANCTEO

BHyTpeHHAA Y.‘
MHTOXONADHANLHAR i
MOMOPANA ‘ '

Martpue

HAQHH*
OALH | H
¢

e = S

Okucnenne GochopunupoBaHme

~—

OxucnuTensHoe hocopuAHpoBaHHe

OO01mue NpUHIMI OKMCJIUTETILHOTO
dpochopunnpoBanus



[IpyHIUI paOOTHI AbIXaTEIILHON LEHH

= [lpoTtoHbl H+ cTpemaTcs
oOpaTHO B MaTpPUKC U NPOXOAAT
yepe3s ATP-cuHTasy.

= [lpyn 3TOM OHM TEPSAIOT IHEPTUIO,  [THETE——
KOTOpasA ncnosib3yetcsa Ans NPOCTPANCTEO
cuHTe3a ATO. BHyTPeRHAA

MHTOXOMAPHANLHAR
mombpana

= Takum obpasom,
BOCCTaHoOBIeHHble hopmbl HAL
n ®Al okucnsroTca
depmeHTamMm AbixaTesibHOU
uenwu, bnarogapsi aTomy
npoucxoauT npucoeauHeHune

CbOC(baTa 4 A.D,q), T.C. OKUCIEHME DocHopunMpoBaHme

¢gocopopunupoeaHue, a npouecc
- —

OxucnurensHoe HochopunuposaHue

Matpuxe




CtpocHuE (PEepMEHTATUBHBIX KOMILJICKCOB

1 komnnekc. HAQH-KoQ-okcuaopeaykrasa

ATOT KOMIMJIEKC TaKXKe umeet paboyee HazBaHne HAQH-gerngporeHasa,
cogepxut PMH, 22 6enkoBbIX MONEKYJibl, U3 HUX 5 Xefle30CepHbIX OerkoB
c obwen monekynsapHon maccou ao 900 k[a.

PyHKUUA
[MpnHumaet anekTpoHbl oT HAIH v nepenaet nx Ha KO3H3UM Q (YOUXNHOH).

[MepeHocnT 4 noHa H+ Ha HapyXXHYO NOBEPXHOCTb BHYTPEHHEN
MUTOXOHAPUANIbHON MeMOpPaHbI.

2 xomnnekc. PAl-3aBuUcumMbIe gernaporeHasbl

OH BkntovaeT B cebss PAl-3aBUCUMbIe (hepMEHTbI, PacrONOXEHHbIE Ha
BHYTpEHHEN MeMbpaHe — Hanpumep, aunn-SKoA-gerngporeHasa (OKUCIIEHNE
XUPHbIX KUCIOT), CYKUMHaTAernaporeHasa (LMK TpukapboHOBbLIX KUCHOT),
MUTOXOHApPUarnbHasa rnuuepon-3-cpoccar-gerngporeHasa (YeNHOYHbIN
mMexaHnam nepeHoca HAH B MUTOXOHAPUIO).

PyHKLUUA
BocctaHoBneHne ®AL B OKUCNINTENBHO-BOCCTAHOBUTESNbHbLIX peaKLUuax.

ObecneyveHne nepegayvn anektpoHoB oT PAH2 Ha xene3ocepHble 6enku
BHYTPEHHEN MeMbBpaHbl MUTOXOHAPUN. [lanee 3Tn aNeKkTPOHbI nonagarwT Ha
Ko3H3nMm Q.



3 komnnekc. KoQ-uutoxpom c-okcupgopeaykKrasa
[1aHHbIN KOMMNNEKC BKITHOYAET UMTOXPOMbI b n c1.

Kpome unMToXpoMoB B HEM MMEIDTCS 2 Xere3o-cepHbix bernka. Beero
HacuuTbIiBaeTcsa 11 nonunenTuaHbiX Lenen obLuen MonekynspHoOmn Maccou
okoso 250 kDa.

PyYHKLUA
[MpMHMUMAaET 3NeKTPOHbI OT KO3H3MMa Q U nepenaeT Ux Ha LINTOXPOM C.

[lepeHocuT 2 noHa H+ Ha Hapy>XXHY NOBEPXHOCTb BHYTPEHHEN
MUTOXOHAPWaNLHON MeMbpaHhbl.

4 komnnekc. Llutoxpom c-kucnopop-okcmaopenykrasa

B aTOM KOMMekce HaxoaaTCAa LMTOXPOMBI a U a3, OH Ha3bIBAETCS TaKXe
LMTOXpPOMOKCHAA3a, BCEro CoaepXuT 6 nonunentugHsix ueneun. B
KOMMIEeKce Takke nmeetcs 2 noHa meamu.

PyHKLUA
[MpnHUMaET 3NEeKTPOHDI N nepenaet ux C
obpas3oBaHMEM BObI.

[lepeHocuT 4 noHa H+ Ha Hapy>XXHY NOBEPXHOCTb BHYTPEHHEN
MUTOXOHAPWansHoON MembpaHhbi.



*9TO pepMeHT ATP-cuHTa3a, COCTOALLIMNA U3 MHOXECTBa
BbenkoBbIX Lenewn, nogpasaeneHHbix Ha aBe bonbLune
rpynnbi:

*0f1Ha rpynna popmupyet cyobeanHuuy Fo (NponsHocuTcs co
3BYKOM "0", a He "HoSIb" T.K OSIMTOMULINH-YYBCTBUTESNbHAA) —
ee yHKUMA KaHanoobpa3syruias, Nno Hen BblkadaHHbIE

Hapy>Ky NPOTOHbI BOAOPOAA YCTPEMMAIOTCA B MaTPUKC.

sApyrasa rpynna obpasyet cyoveanHmuy F1 — ee doyHKUMS
KaTanuTtm4yeckasa, UMeHHO OHa, NCMNOSb3ysl AHEPTUNIO
NPOTOHOB, cUHTE3UpYyeT ATO.

[1nsa cuHtesa 1 monekynsl AT HeobxoaANMMO NPOXoXAEHME
npmMonn3nTenbHO 3-X NPOTOHOB H+.



KakuM 00pa3om 3HEprusi Bomopoja mpeodpasyercs B sHepruo ATD?

MexaHu3M OKHUCIUTEIBHOTO 0C(HOPUIUPOBAHUS

=1 ®epMeHTbl OblXaTenbHOW Lenu pacnosioXeHbl B CTPOro
onpenerieHHOn nocrieaoBaTesibHOCTM. KakabIn
nocnegywowmnmn 6enok obnagaer CpOOCMeoM K
3/IeKMpoHam, yem npeablayLwmm (OH bonee
SNEKTPONONOXNTESEH, T.€. obnapgaet bonee
NONOXNTESTbHbIM OKUCNUTENbHO-BOCCTAaHOBUTESIbHbIM

noTteHuuanom). OTO obecrnedynBaeT oOAHOHaMNpaBrEHHOE
OBWXEHNE SfIEKTPOHOB.

=2 Bce atombl Bogopoaa, oTLwenneHHble gerngporeHasamm ot
cybcTpatoB B ad3pOOHbIX YCNOBUAX, 4OCTUraOT BHYTPEHHEN
MembpaHbl MmutoxoHapum B coctae HAOH nnn ®AOH2.



MexaHu3M OKHCIUTEILHOTO (hOCHOpUIMPOBaAHUS

= 3. 3geckb atombl Bogopoaa (ot HALAH n ®ALH2)
nepenaroT CBOM 3NIEKTPOHbI B [AbIXaTerbHYIO
depMeHTaTUBHYIO LiENb, MO KOTOPOWU 3NTIEKTPOHbI
asuxyTtca (50-200 wt/cek) K cBOEMY KOHEYHOMY
akuenTopy — . B pesynbrarte
obpasyeTcH

= 4. [locTynarowme B AblXaTenbHYH Lenb
3NeKTPOHbI 6oratbl CBOOOAHOU 3HEPruemn.

[To mepe nx NnpoaBMKEHUS MO LIENW OHU TEPSIOT
SHEepPruo



VYuactku conpsokenus{dochopuimpoBanus)

=5 [lepeHOC NOHOB
BoAopoaa yepes
MeMOpaHy
(BblkaunBaHue)
NpPoucxoauT He
CJly4YamHoO, a B CTPOro
onpeaeneHHbIX
yYyacTKax MeMoOpaHbl.

MexmeMbpaHHOe NPOCTPAHCTRO

S
ALH+H+

=3TU y4aCTKU Ko
MHTOXOHAPHM Il xomnnekc

Ha3bIBalOTCA YYaCTKU 7N
conpsixeHus Ol S

( cyberpar

*OHU npeacTaBneHbl |,

,  KOMMJieKcaMum |
AblXaTenNbHbIX ﬁ =
thepMmeHTOB. 2

Matrix




Vuactku conpsuxenusi(pochopuaupoBanmusi)

MexmembpanHoe NPOCTPAHCTRO

= B pe3-Te paboTbl 3aTUX
KoMnrieKkcoB (popmMmupyeTcs
rpagveHT MOHOB Boaopoaa
MeXAay BHYTPEHHeN u
Hapy>XHON NOBEPXHOCTAMM
BHYTpPEeHHeNn
MUTOXOHAPUANbHOWU
MeMOpaHbI.

A
ALH+H+

HAL ®AfH; oAl

\ )

= Bnarogaps aTum Tpem Moo Wiounnons
depMeHTHbLIM KOMMeKcam / B\_ |
aHepausi peaKyuu Oucremd obrpr
OKUCJIEHUSI MOXeT
nepeanaBaTbCs Ha Intermembrane
, T.€.
CyLleCcTBYeT ConpsixeHune
(cBAA3bIBaHME) ABYX

NPOLIeCCOB.




DHEPreTUYECKHUE COOTHOIIECHUS B AbIXaTCIbHOW LENTW MUTOXOHJIPUNA U
y4acTKM IepeHoca noHoB H+ depe3 meMOpany

ABuVXyLwen curion TpaHcnopTa
BoAopoAa B AbiXxaTeNlbHOU Luenu
ABNAETCA Pa3HOCTb NOTEHLUarnoBs.

B cBfi3n C 3TUM pacnosioXxeHue
OTAEeNbHbIX NePeHOCYNKOB B
AblXaTeslbHOM Uenu, onpeaenseTca
BENTMYNHON UX OKUCIIUTENbHO-
BOCCTaHOBUTESNIbHOrO noTteHuyuana
(O/B).

B Hayane uenu pacnonoxeH HA,
obnaparowmn HanbonbLlen
oTpuuaTtenbHou BenuuiuHou O/B
noteHumana (—0,32 B), a B KOHUe —
Kucnopop ¢ Haubonee
E())nox(menbl-lov‘l Benn4iuHom (+0,82
OcTanbHble nepeHocunkn PAL, KoQ
LUTOXPOMbI PacnosioXeHbl Mexay
HUMU B Nopsake nocrieaoBaTenibHOro
NOBbILWEHUA NOSIOXUTESIbHOIo
noTeHuuana.

3ATO U NO3BOJIAET ANeKTPOHaM
nepeaBuUraTtbCA Mo HanpasBlieHUIO K
kucnopoay (HaMBbICLUIMK
NnoNnoXutenbHbIN NOTEeHUUa _|1) Hanpagnenue NOTOKA ANEKTPOHOR wwp
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DHEProHOCUTEIb = ATD

AT® obpasyeTca npu
ObIXaHUW NyTeM

OKUCNUTESIbHOIo
doocdopunmupoBaHus —
3aTpaymBaeTcs SHeprus
anekTpoHa no 3TU
m;mnue |
cybcTpaTHoro o
doocopunnpoBaHnsa — Ha
YypOBHe cybcTpaTa npu

OKUCINeHnn gerngporeHa3amu

AEHOSHH-|
TPH= ? I‘.@
pocpar |

A AT®: crpykrypa dochaTHLIA OCTATOK




Crpykrypa AT®

MonekynsapHas mogenb ATO-cuHTasbl CTpykTypa AT®-cuHTasbI.
[MpoToHHbIN kKaHan FO n Bpalatowascs YacTb

nokKasaHbl CUHUM, KOMNOHEHT F1 — KpacHbIM,
mMembpaHa — cepbIM.

Inner
Membrane of
Mitochondria/
Gram negative
Bacteria

koMnoOHeHT FO — TpacmeMOpaHHBbIN 10MEH,
koMnoHeHT F1 HaxoauTcss BHe MeMOpaHbl, B MATPHUKCE.

AT®-cuntazubiid komiviekec FOF1 mo ¢popme HanoMmuHaeT mjiogoBoe Tejao rpuda,

Yy KOTOPOro KOMNnoHeHT F1 — 310 muisinka, HoxKKa — 3710 Y-Cy0ObeauHuna kommnoHeHta Fl1,
a «KOpHW» rpuda — koMnoHeHT FO, 3asikopeHHbIN B MeMOpaHe.



Mexaau3m aevicteusg ATd=cuHTa3bI

= Kpucrann 1 coctout 13
nepemexarLmxcs a- u [3-
cybobeauHuy, (nNo 3 Kaxaoro
BMaa), pacnonoXeHHbIX Kak
OO0MbKN anenbCuHa BOKPYr
aCMMMeETPUYHON Y-
cybbeanHULbI.

= [pagueHT aNeKTPUYECKOro
nonsi, HanpaBneHHbIN Monepek
BHYTPEHHEM
MUTOXOHAPUAaNbLHOW
MeMbpaHbl 1 06YyCNOBNEHHbIN
3NEKTPOHHOU
TPAHCNOPTHOM LLIENOYKOMN,
3acTaBnsieT NPOTOHbLI
NpPOXOANTb CKBO3b MEMOpaHy
yepe3 ATO-CcnHTa3HbIN
KOMMOHEHT

BIICKTpOlHlaﬂ CbOTOl'pﬂq)HS[ CHHTETA3hI CDOTOI'pBCbHS{ aTOMHO-CHIIOBOTO MHKPOCKOII§



Mexanuszm neiicteuga ATd=cuHTa3bI

=HacTtb komnoHeHTa FO

BpaLlaeTcs, Korga NpOTOHbI
NpoXoasaT Yepes MemMopaHy.

0 o

=OTO C-KOJ1bLIO XXECTKO CBA3AHO C
LEHTpanbHON HOXKOWN, KoTopasd B

CBOI OYepeb BpallaeTCca BHYTPU
yyYacTka KoMnoHeHTa F1.

=3TO NPUBOAUT K TOMY, YTO TPU

yyacTka Katanmaa,
CBA3bIBalOWLNECA C HYKIMeoTuaamu,
npeTepnesaroT N3MEHEHNS B
KOHCbV”_yan,MM, anBOﬂ,ﬂ L|.|,|/|e K MexaHnam gencteusa ATO-cMHTa3bI.

MoKa3saH KpacHbIM, —

CUHTEIY ATO. PO30BbIM, BpaLLaoLLasics

— YepHbIM.




CXEMA CHUHTE3A AT® [1O
XEMUOCMOTHUYECKOU TEOPUU
MUTYEJIA

-"\J\_/\/ -

CIHTES AT®




IIporonHass AT®=cuHrasa

3 cybbeanHULbl CocobCcTBYHOT LenocTHOCTM ATO-cnHTass!

B cybbeauHuua aBnsieTcss OCHOBHOM OyHKUMOHarbHou eanHmuen. OHa
nMeeT 3 KOHdopMaLUnu:

- npucoeanHaeT AP n docdat (nocTtynatoT B
MWUTOXOHAPUIO N3 LNTOMNAa3Mbl C MOMOLLLIO crieunanbHbIX
NepeHoCHNKOB)

- K AP npucoeanHsetca gocat n obpasyetrca ATO

- ATO oTwennseTtcs oT B-cyobeanHnubl n nepexoguT
Ha a-cybbeanHuLy.
[Ona Toro, 4Tobbl cybbeanHuLa nameHmnna KoHgopmaumo Heodbxoanm
NPOTOH BOJOpPOAA, Tak Kak KoHpopMaunsa MeHsieTca 3 pa3a Heobxoanmo
3 npoToHa Bogopoaa. NpoToHbI NepekavynBatoTCA N3 MEXMEMOPaHHOIO
NpOCTpaHCTBA MUTOXOHAPWUN MO AENCTBUEM IMNEKTPOXMMUYECKOTO
noteHuuana.

a-cyobeauHuua TpaHcnoptTupyet AT K MeMOpaHHOMY NEPEHOCUUKY,
KoTopbIn "BblOpackiBaeT" AT® B untonnasmy. BzameH 13 umtonnasmel
9TOT XXe rnepeHocyumk TpaHcnoptupyet ALD.

Takne NepeHOCHNKN Ha3blBaAOTCA TPAHCJTIOKa3aMW.



Cymmapnoe ypaBHenue I TK

= 2CH3COCOOH + 6H20 +8HA +2PA][]
+2AND +20H =

= 6CO2 +8HANH2 +2PA[0H2 + 2ATD

Ecnu okucneHue npouncxogut no N®PL, To rnrokosa noctaBnseT B
uukn Kpebca 1 monekyny lNBK.

MeCTO CMHTe3a 6erikoBoro, XXMpoBOro 1 yrneBogHoro
obmeHa (cuHTe3s AK, XK, yrneBoaoB, NTUrMeHTOB)

nctoyHnk HAQH2 n ®A0H2



3navyenue I TK

= LIMKN NIMMOHHOM KNCIOTbI SIBNSIETCS MEXaHU3MOM,
obecrneynBaloLLMM ynasnmBaHne 6osbLLIen YacTu
CBOOOQHOW 3HEPrKM, 0CBODOXAAaeMoUn B nNpoLecce
OKUCIIEHMS YrNeBOOOB, NMMNUO0B N DESKOB.

= B npouecce okncneHusa auetmnn-CoA bnarogaps
aKTUBHOCTW psiga cneundounyeckux germngporeHas
npoucxoanT obpasoBaHNe BOCCTAHOBUTESbHbIX
9KBMBArIeHTOB B (bOpMe BOAOPOAA UIMN 3NEKTPOHOB.
[TocnegHwe nocTynatoT B AblXaTeSIbHYHO LErb;

= NpU PYHKUNOHNPOBAHNM 3TOWU Lienn NpoucxoauT
oKucnutenbHoe pocdopunmpoBaHme, To eCTb
cuHTesunpyetca ATO.



JHepreTuYeCKu 0aJaHC nmpouecca JAbIXaHus
CYMMapHOe ypaBHeHWe rnnkonuaa:

8 ATD
B unkne Kpebca =2 AT® cybecTpaTtHoe cboccbopunuposlﬂvm + 28 ATO

B OTL
} 17 ATO

MNMpun okucnennu rnoko3bl no NAOL B UTK naet 1MNBK, 3Haunt B 9TU
ob6p-ca 14 ATO® (rnmkonus)

B unkne Kpebca = 1AT® + 34ATD B 3TL + 2 AT® npu rnnkonunse
Utoro: 37 AT

cymmapHoe ypaBHeHue [NDL:



JHepreTuYeCKU 0aJaHC nmpouecca AbIXaHUus

OKucneHme ogHOW MOneKyrbl MMPOBUHOINPagHON KUCIOThI
conpoBoXxaaetca obpasosaHnem 3C0O2 15 monekyn ATO.

OpgHako npu pacnage Monekyrbl rnoKo3sbl 0bpasoBannch
OBe MONeEKYsibl MMPOBMHOrPagHoON KUCIOTHI.

CnepgoBaTenbHO, BCEro B a3pobHom dase AbixaHus
obpasyetca 6 monekyn CO2 n 30 monekyn AT® nntoc
8AT® B aHaspobHoU dhase (rMmKonus).

Ntoro 6 monekyn CO2 un 38 monekyn AT® obpasyeTcs B
npoLecce OKUCINTENbHO-AbIXaTeNnbHOro pacnaga
MOJSIEKYSIbl FrEKCO3bl.



2600 kI>xx - Ha 2 monA
C3He603
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PaccenBaetrcs COeperaetcs
B BUAe Tenna B Buae ATo



AMUHOKUCNOTHI AMUHOKUCNOTbI

XupHble
Okcanoauerar » LUutpar KUCAOTHI
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. KUCNOTbI
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CykuuHat ¢ CYKLI,VIH{II KoA
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Ucnonb3oBaHne metabonutoB LUTK B cMHTEe3e pa3nuyHbIX COeANHEHUMN:
1 — 3 — CUHTEe3 3aMeHMMbIX aMUHOKUCIOT; 4 — 6 CUHTE3 IrMIKo3bl; 7 —
CUHTE3XXUPHbIX KUCSIOT; 8— CMHTE3 rema




= BnnaHue pasnnyHbiX daKkTopoB Ha

NpoLEecc AblXaHUS —
CAMOCTOATEJIbHO!



