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XemmnocmoTtunyeckasa teopua Mutyenna

MexmeMOpanHoOe
NPOCTPAHCTBO
(<«+»-cTopona)

CyxkuuHar

lMepeHOC 3NeKTPOHOB Yepe3 Kommnrekcol |, Il n IV conpoBoxpaeTcs
NADH +H* nepeHOCOM NMPOTOHOB U3 MaTPUKCa B MeXXMeM6paHHoe
Marpuxc («—»-cTopona) npocTpaHcTBO. Tak BbICBOOOXAaemMas npu nepeHoce 3reKTPoHOB

3Heprua sanacaeTca B Buae NpoTOHHOIMo rpaguveHTa
(anekTpoxmmunyeckoro noteHumana). Ilporonnslii rpagueHT
ucnojb3dyercss AT®-cunrasoii (V KOMNNEKE) ais cuare3a AT®



Komnnekc V:

AT®dD-cuHTa3a

F1 subunit

Intermembrane space

Mitochondrial membrane
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Mitochondrial matrix



Komnnekc V: AT®d-cuHTa3a

AT®-cuHTa3a cocTouT U3 2
0enkoBbIX KOMMNMEKCOB,
obo3HavyaembIx Kak F, 1 F;




XeMI/IOCMOTI/I‘-IeCKaFI Teopus MMqunna

MexxmemOpanHoe
NMPOCTPaHCTBO
(«+»-cropona)
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Marpukc
(«—»-cTopoHa) \

CykiuHar (DymapaT

NAD"

. XUMHYECKUH Cunre3 ATP ‘ INeKTpu- |
NADH + H HOTEHIIHA 1o/ neicTBUeM| YecKUil
ApH » npoToH- «f  TIOTEHILHAN Ay
(menoynas | JBUXYyLIEH (3apsiKkeH
cpeaa) | CUJIBI OTPULIATEJIBHO) ,

BHyTpeHHAA MeMOpaHa MUTOXOHAPUN HenpoHMUaema Ansa NPOTOHOB.
OHM MOryT BepHYTbLCA B MaTPUKC TOSIbKO Yepe3 crneunanbHble KaHarnbl B
F, Mepexon NPoTOHOB M3 30HbLI C 6b0oriee BLICOKOW KOHLiIeHTpauuen B 30HY

c 6onee HN3KON CONPOBOXAAaeTCA BbICBOOOXAEHUEM CBOOOAHOM
3Heprum, 3a c4YeT KOTOPOU U NnpoucxoanT cuHtes AT



Perynauua uenun nepeHoOCa 3/1eKTPOHOB

OKucnutenobHoe ¢pochopunupoBaHue perynmpyercs

3HepreTnyecknmm notpebHoctamm Knetok. Echm AT® He
MCNONb3YeTCA U ero KOHUEeHTpPauuA B KNeTKkax Bo3pacraeT, TO
npeKpaLwaeTca NepeHoc 3NEeKTPOHOB K Kucnopoay B LIM3. C apyroun
CTOPOHDI, pacxoa AT® u npespawieHue ero 8 AP ysennumsaer
OKUcNeHue cybcTpaTos 1 nornoweHmne Kucaopoaa.

3aBUCMMOCTb MHTEHCUBHOCTU AbIXaHUA MUTOXOHAPUU OT
KOHUueHTpauun AA®P Ha3biBaloOT

AblXaTe/ibHbIM KOHTPOJ/1EM



Perynauua UMD

AKmueamopei:
AP n ® , Kucnopopa, BocctaHoBNEHHble cybcTpaTbl (SH,)



Perynauua LUIMN3

HeKoTopble BeliecTBa MOTYT cepbe3HO HapyLlaTb CUCTEMY TPaHCNOpPTa

3N1EeKTPOHOB, paboTty AT®-CMHTa3bl U TPAHC/IOKA3bl, KOTOPAA NEePEeHOCUT
AT® n AAd yepes BHYTPEHHIOIO MUTOXOHAPUANIbHYIO MeMbpaHy
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PasobweHune gabixaHna u pochopunmposaHusa

O6biyHO PyHKUMOHUPOBaHUe LM (abixaHue) m
oKucautenobHoe ¢pochopunmposaHume (1.e. cuHTE3 ATD)

cCOnpAKeHbl

Yacmob 3Hepauu, ebiceoboxcoarowielica npu nepeHoce
anekmpoHoe e L3 3anacaemcsa e AT®, a dpyzasa yacme 3Hepauu
mepsaemcs e auoe menna



Pasobwurenu

Pasobwutenun pasveguHaloT paboty LM n okucantenoHoe

dochopunuposaHue. B pesynbrarte LM npoaonxkaer
$dYHKUMOHMPOBATb, HO 0bpasoBaHna AT® He nponcxoauT, n BcA
3Heprusa, sbipabaTbiBaemasn B L1, Bbiaenserca B Buge tenaa

Aelicmsue pazobwjumeneli sedem
K 2unepmepmuu u molwe4yHol cnabocmu



Pasobwurenu

Pasobwunrenn oKUCAUTENbHOIO
dochopmnnmnposaHua «pacnbiAAOT» NPOTOHHbIN
rpagueHT, TPAHCNOPTUPYA NPOTOHbI 06paTHO B
MUTOXOHAPUN, MUHYA ATO-CUHTA3Y.
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MexaHun3m pasobuiatowero gemcrema MobUAbHbIX
nepeHocuyuKos (Ha npumepe 2, 4-guHntpodeHona)
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Pasobwarowme 6enku

MepsBbim 6bin 06HapyKeH pa3obuatowmm 6enok
UCP1,1n3BeCTHbIN KaK TepMOreHnH, KOTOPbIX HaxoAUTCA
NCKNIIOUUTENBHO BYPOM KNPOBOI TKAHMN.

dyHKuua UCP1 - obecneunBaTb NpoayKLuio Tensa Bo
Bpemsa nepeoxnaxkgeHus.

[eHOMOM YenoBeKa 3KCnpeccupyroTca ewe 4 AoNO/HUTENbHbIX
pasobwatowmnx 6enka: UCP2, UCP3, UCP4 n UCP5

UCP2 sKkcnpeccupyetca Bo Bcex TKaHAX, UCP3 B oCHOBHOM
3KCnpeccupyeTca B CKeneTHbiX mbiwyax, a UCP4 n UCP5S

KCNPEeCcCUpPyIoTCA B FTO/IOBHOM MO3re.
UccnedosaHusamu ycmaHoesneHo, Ymo mupeoudHblie 20pPMOHbI

cmumynupyrom mepmozeHes, cnocobcmeys cunmesy UCP3 8
CKesiemHbIX MbIWYaXx.



LiMkn Tpukap6oHOBbLIX KMCNOT
(umxkn Kpebca)

Linkn TpnkapOboHoBbIX
KUCJIIOT - 3TO LleHTparibHbIU
nyTb MeTabornuama: K Hemy

NPUBOAAT NYyTHU
KaTabonuima, oT Hero
Ha4YMHaTCA NyTU
aHabonuama

XaHc Apgonbd Kpebc (1900-1981)
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TPUKaApOOHOBLIX KMCHOT
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buonornyeckasa ponb LUTK

1. UHme2pamueHas

LUK TPUKAPOOHOBLIX KUCIOT SABNSIETCH
LeHTpasibHbIM MeTabonn4yeckum nyTtem,
o0beguHAILWNM NpoLecchbl CUHTe3a U pacnaga
BaXXHEULLUMX KOMINMOHEHTOB B KINeTKe



buonorunyeckana ponb LUTK

2. Kamab6osnuyeckas

B 3TOM LMK/1e 3aBepLuaeTca pacwiensieHue rioKosbil,
YXUPHbIX KUCNOT, KETOreHHbIX aMUHOKUCNIOT — OHU
npespaLlaoTca B aueTun-KoA,

MYyTaMMUHOBAA KNCOTA — B O-KETOINYTApOoOBYIO,
acnaparmHosas — B OKcaJsioauertar



Bbuonornyeckas ponb LITK

3. AHabosnu4vyeckas

cybcTpaTtbl LUKAA UCNONb3YIOTCA ANA CUHTE3a MHOIUX
APYrux coeanHeHUu:

*  OKCanoaueTar — A/A CMHTEe3a IMIOKO3bl (I/TIOKOHeoreHes) u
acnaparmMHOBOW KUCAOTDI

*  CYKuuHun-KoA — anAa cmHtesa rema
*  (-KeTornyrapart — AN CUHTEe3a MYyTaMMUHOBOU KUCAOTbI

 auetun-KoA — ana cmHTesa XXUPHbIX KUCNOT, X0/1ecTepona,
KeTOHOBbIX Ten



buonornyeckas ponb LUTK

4. QHepeemu4Yyeckas

dYHKUMOHMpPOBaHUE UMKNA No3BOAAET HapaboTtaTtb 12
moneKkyn AT® Ha oauH oboport

1 peakuusa cybctpatHoro ¢ochopunmpoBaHus,
3 peaKuuu c obpasosaHnem HAAH
1 peakuua c obpasosaHuem ®AH,
HAOH n ®A[lH, nepeaaloT 3neKTpPOHbI Ha LiM3



1. UsouuTpataernaporeHasa Auerun-CoA
HAQH 3 ATO
[lurpaT

2. a-KeTtornyrapataerngporeHasHbii \
KOMMNJ1eKc Okcanoauerar Uzoumrpar
HAOH 3ATO -

@.n)[

Iuxn
3. CykunHun-KoA cuHTeTasa MHMOBHOMR
cy6cmpamroe ¢pocghopunuposaHue Manar e a-Kerornyrapar
Mo > ATO 1 AT® \
Dymapart

4. CykunHataermgporeHasa
®AOH, 2 ATO

5\Cyicumia'r

5. ManataerngporeHasa
HAAQH 3 ATO

Cymma 12 ATO



Perynayuna UTK

NockonbKy ocHoBHOM dhbyHKumMen UTK saBnsieTca
3HepreTuyeckasl, CKOpoCTb €ro peakuuu KopperimpyeT C
MHTEHCUBHOCTbLIO NMpoLecca TKaHeBOro AbIXaHUA U
oKucnurtesnibHoro pocopunupoBaHus

YBennueHune cootHoweHuna AT®/AlP yKa3biBaeT Ha AOCTAaTOUHYIO
9HeproobecneyeHHOCTb KNEeTKU, aKTUBHOCTb LKA NPU 3TOM
CHU}KaeTcA

YBenuueHue cootHowenna HAQ*/HAOH +H* yKa3biBaeT Ha
3HeproaedPULUT U ABNAETCA CUTHAZIOM AN YCKOPEHUA
OKUCAUTENbHbIX NpoueccoB B uMKae Kpebca



Perynauua LUTK

Kniouyesblie depmeHThI

e HumpamcuHmasa
A: AlD

U: ATO, 3 KUpHblIe KUCNOoTbI

e U3oyumpamoe2uopozeHasd
A: AQD

U:. ATo, HAAH
* O-Kemoaaymapamoe2uopoz2eHasd

n: ATo, HAQH



AHannepoTuyeckue (BocnosHAKOWME) peakumm

cybctpatbl LUTK yyacteyloT B npoueccax 6MocuHTesa u
NOKNAAIOT UK.

ANnA BOCNONHEHUA 3TUX NOTEPb CYLLEeCTBYET PAA, PeaKkLuun:
* Mupysat + HCO;™ + AT® <> Oxanoauetat + AAP +P
* dochpoeHonnupysar + CO, + AP <> Okcanoauerat + TP
* Mupysat + HCO;” + HAA(®)H <> manat + HAA(P)*



