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MuTtoxoHapuu

* MuTtoxoHapum nHorpa
Ha3bIBaKOT
«KNeToUYHbIMU
3NEeKTPOCTaHUUAMMNY.

« Ha cknagkax nx
BHYTPEHHEN MeMOpaHbI
- KpUcTax - :
nPoucxoauT OKUcrieHue °
OpraHu4yecKux
BelecTB, a
ocBoboauBLlIanAcs
3Heprus UCnosnb3yeTcs
anga cuHresa ATO.




OKUCITIUTEJIbHOE
OEKAPBOKCUJIIMPOBAHME.
OKUNCJIEHNE TTNPYBATA OO ALIETWIT-KOA

[Mpouecc okucnuTtenbHoro gekapbokcunupoBaHus NBK nponcxogut B
MaTpuUKce MUTOXOHAPUN. B HEM NpUHUMaALOT y4acTume (B cocTaBe
nupyBataerngporeHasHoro komnnekca) 3 depMeHTa
(NupyBaTOoernaporeHasa, auruaponunonngerngporeHasa u
aunrngponunounnaueTunTpaHcdepasa) u 5 kopepmeHToB
(TnamuHnupodpocdar (TTP (BuTamuH B,)), amma nunoesow KUCoThI,
ko3H3uM A (CoA (ButamuH B,)), PAL] (CbJ'IaBVIHaLI,eHVIH,EI,VIHyKJ'IeOTVID,
(BUTamMuH B,)), HAO® (HI/IKOTI/IHaMI/ILI,aD,eHI/IHﬂI/IHyKJ'IeOTI/ILI, (BuTamuH PP)).
BOCCTaHOBJ'IeHHbII/I HADH+H - naet 3 AT®. ObpasoBaBLUMACA B NpoLiecce
oKucrnmTenbHoro aekapbokcunmuposaHuga auetTun-CoA okucnsieTcd ganee B
LUuKne TpukapboHoBbIX kucnoT Ao CO2 c obpasosaHnem 12 AT .

CyMMapHy0 peakLmto, kKaTanuanpyemMmyro nupyBataernaporeHasHbIM KOMMIeKCoM, MOXXHO
NpeacTaBuUTb CrieayoLmm obpasom:
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LTK ( LK1 KPEBCA, UAKIT TPUKAPBEOHOBbBIX
KWUCIOT, UMATPATHbIV LIKIT, UMK JIMMOHHOW
KUCIOTDI).

IT170 8 dhepMeHTOB, KOTOpble padboTatoT Ha
MaTpukce mutoxoHapun. OHM OCyLLIECTBNAIOT
3aKnNYnUTENbHLIN 3Tan Katabonnama, B KOTOPOM
yrnepon aueTunbHOro octaTtka auetun-KoA,
okucnsietcs o 2 monekyn CO2 n obpasyercs 12
monekyn ATO.

PepMeHTbI:

El - untpatcmHTasa. E2 - akoHuTasa. E3 - usouyutpataernaporeHasa. E4 -
a-KeTornTnparaerngporeHasa.

E5 - cykuuHuntnokmHasa. E6 - cykunHataermgporeHasa. E7 - dpymapasa.
E8 - manaTtoernaporenasa.
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BUOJIOr'MYECKOE 3HAHEHUE LUKIA
KPEBCA

IJHep2emudeckas pyHkyusi. ATO
AHabornu4eckas pyHKUUs.

AHa00.1HYeCKoe 3HaYeHHe IHK.1a Kpedca
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BUOEO LITK




LIElb NEPEHOCA 3JIEKTPOHOB

OkucneHune
cybcTtpaToB B
rpouecce abiXaHus
MOXXHO MpeacTaBuUTb
Kak nepeHoc
SI1IEKTPOHOB U
MPOTOHOB OT
OpPraHN4eCcKmnx
BELLLECTB Ha
Kncriopoa,
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MCTOUMMK IHEPrUKM ANA cHKTesa ATO Tcx‘rpoxuwwocxnﬁ norexumnan,
BOIHMKWHH B Pe3yNbTaTe rpafHeHTa KOHYEHTPaUuK H+, xotopoe coagano

TKaHeBOEe AblXaHue

(TkaMeBoe AbiXaKue 2apaauno memBpany




BUOEO LIM3

La catena respiratoria

e la fosforilazione ossidativa




PA3OMNLWAUTENN

HekoTopble xuMnyeckme BelecTea MoryT nepeHocutb H* n3
MEXMeMOpPaHHOro NPOCTPaHCTBaA MUTOXOHOPUM YEPES BHYTPEHHIOH
MeMbpaHy B MaTpPUKC, MUHYSI NPOTOHHbIE KaHanbl ATO-CHUHTa3bI

=> CHUXXaeTcs (Mnu aaxke NnonHocTbio ncyesaet) ApuH™ n samennsaercs
cuHTe3d ATO. 310 aBneHmne HasbIBaloT pa3obLieHnemM TKaHEBOIO AbIXaHUS
N OKMCNNTENBHOro ocdopunmpoBaHmnsa. B pesynerate pa3obLeHus
konnyectBo AT® cHmKaeTcs, a SHeprus BblAenseTcs B BUae tenna
(NMporeHHoe gencreune). HeKOTOpre SHAOrEHHbIE pa3obLLNTENN UrparoT
POSb B NoAAePXaHUW MOCTOSHHOWM t° Tena »KMBOTHOro( TepMOreHuH
Byporo xupa, TMPOKCUH, OunnpyouH) . [ipyrme aABnsitoTcsa nekapcreamu B
HU3KNX KOHLIEHTPaUUSX — BANTMHOMULWH, rpaMuUuMamnH, ANKyMaposl.

UHruountopsl chepmenToB LI - nogaBnAaoT akTUBHOCTDL
depmeHTHBLIX KOMmnnekcoB (I, Il, Ill n IV) => nponcxoaut sameaneHue
UNun gaxke nosiHoe npekpaweHue pabotsl UM => npouncxoant
3amearieHune Unu norHoe npekpaweHne cuHtesa AT®P n aHeprusa
BblaensieTcAa B BUge tenna.



MUTOXOHOPWAJIbHbBIE BOJIESHW
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MwuToxoHapuarnbHble 6onesHn-
rpynna HacneacTBEHHbIX
3aboneBaHnn, CBA3aHHbIX C
ngedekramu B
JdYHKLMOHNPOBAHUN MUTOXOHAP
U, NpMBOASALLMMN K
HapyLLEeHNSAM SHepPreTu4ecKnx
JOYHKLNW B KNETKax 9yKapuoT.

HekoTopble HeBonbLLNE
OedeKTbl NPUBOLAT NULLb K
HECnocobHOCTU NauneHTa 10 000 JIET
BblAep>XneaTb OU3NYECKYHO CnycT4
HarpysKy 1 He ConpoBOXAatTCs
CepPbE3HbIMM DONME3HEHHBIMU
nposineHnamn. dpyrue
nedekTbl MoryT 6bITb 6oree
onacHbl, NPMBOASA K CEPbE3HOM
naTosiornm.




