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@ yHRIII MITOXOHAPHIT

MuroxoHapus - yHUBepcaibHas
opraseJ/iia, ABJAMIONIAACH
JAbIXaTeJIbHbIM H

IHEPreTHIeCKHUM HEeHTPOM.

B nponecce xucjopogHoro

(OKHCJIHTEJBHOr0) 3Tana
AUCCHMMJ/IANNAN B

MaTpHKce ¢ OMOLIbIO (pepMeHTOB

NPOUCXOUT paciiienieHne
OpraHu4ecKmnx

BCIIECTB C OCBOGWBHMBM JHEPIrun,

KoTopas uaer Ha cuHTe3 AT®D (na

IenueTay )



MuroxoHapumn

EOCTUEN cTpoeHNe!
2 MeMOpaHbI

HapyxHas
BHyTpeHHssi(o6pa3yeT BbIpOCThI —
KPUCThI)
MaTpukc
B Man"me M“TOXOHHP““ BHYTpeHHﬂﬂ BHeu".'aa
Kpucta Matpuke membpada membpana
(1moJLy>KIIKOM BelllecTBe) HAXOASITCS R R o P 1

¢pepmenTsl, pubocomsl, J[HK, PHK.
Yucj10 MUTOXOHAPHH B OJHOHU KJIETKe OT
e IMHHIL 10 HEeCKOJbKHX ThICS .

PYHKLNM:
Cunres AT® OO TR NS ¢
N HB UL Tl
CuHTe3 COOCTBEHHBIX OPraHUYeCKHUX S M r I b PN
BellleCTB,

OOpazoBaHie cOOCTBEHHBIX pHOOCOM.



[IpoucxoxxgeHme MUMTOXoHOPUU

* B COOTBETCTBMU C TEOPMEN CUMDUOrEHE3a,
MUTOXOHOPUN NOSIBUNUCH B pe3ynbsraTe TOoro, YTo
NPUMUTUBHbIE KIETKN, KOTOPbIE HE MOITIN CaMW
NCNOSb30BaTb KUCNOPOoA AN reHepUpoBaHUA SHEPTUN U
YTO HaKagbliBano cepbesHble OrpaHNYeHna Ha
BO3MOXXHOCTM pa3BUTUSA, 3axBaTbiBasrin baktepuu,
KOTOpble MOrnun 310 Aenatb. B npolecce pa3BuUTmus Takux
OTHOLLUEHNW NPOreHoTbl nepeaann MHOXECTBO CBOUX
reHoB cpopmmpoBaBLLEMYCH, briarogapsi NOBbICUBLLENCS
9HEepProa@PEKTNBHOCTU, SAPY TEMEPDb YyXKe ayKkapuoT. Bot
noyYemMy COBpPEMEHHbIE MUTOXOHAPUK BOosibLLE HE
ABNSOTCA CAMOCTOATENBbHBIMU OpraHn3MmamMmmn. XoTs nx
reHOM KOAMPYET KOMMOHEHTbI COBCTBEHHON CUCTEMBI
CuHTE3a benka, MHorne dpepMeHTbl 1 DESKu,
Heobxoammble Ans nx PyHKUUN, KOOUPYIOTCS
XPOMOCOMaMU, CUHTE3UPYIOTCA B KIETKE U TOSTIbKO NOTOM
TPaAHCNOPTUPYIOTCS B OpraHensbi.



MwuntoxoHapuanbHaa AHK

Haxogsawaacs B MmaTpukce mutoxoHapuanobHaa JHK npeacraengaer
coboW 3aMKHYTYIO KOMbLIEBYIO ABYCNMparbHYO MONEKYMY, B KNeTkax
YyenoBeKka nmerLlyto pasmep 16569 HykneoTuaHbIX Nap, YTo
npnbnuantensHo B 10 pa3 meHbwwe OHK, nokanndoBaHHOM B a4pe.
B uenom mutoxoHgpuansHaa HK kogunpyet 2 pPHK, 22 TPHK 1 13
cyobeanHuL, pepMeHTOB AblXaTeNbHOM LIEMNU, YTO COCTaBMSET HE
bonee nonoBuHbl 06HapyxnBaemMbix B HeN 6enkoB. B yacTHocTy,
no4 KOHTPONeM MUTOXOHAPAIbHOro reHoMa KoaUpPYHTCA CEMb
cyobeanHny, ATO-cnHTeTasbl, TpU CyobeanHuL b
LMTOXPOMOKCHaasbl U ogHa cybbeanHuua yoOUXmHosm-unToxXpom-c-
peaykTasbl. [1pn aTom BCe Genku, kpome ofHOro, ABe PUOOCOMHEIE 1
wectb TPHK TpaHckpnbupytotca ¢ bonee taxenoi uenu AHK, a 14
apyrux TPHK n oguH 6enok TpaHckpmbupytoTcs ¢ 6onee néerkom
Lenu.

Ha atom dooHe reHOM MUTOXOHAPWUW pacTEHNN 3HAYUTENBLHO BonbLue
n moxet gocturatb 370000 HykneoTuaHbIX Nap, YTo npumepHo B 20
pas bosblle ONMMCaHHOro Bbille reHoMa MUTOXOHAPWUN YernoBeKa.
Konu4yecTBO reHoB 30echb Takxe NpuMepHo B 7 pa3 bonblue, 4To
conpoBOXAaeTcs NosABIEHNEM B MUTOXOHOAPUAX PaCTEHUN
OOMOSTHUTENBbHbIX NYyTEN 3NIEKTPOHHOIO TPaHCNopTa, He
COMPSIKEHHBLIX C CUHTE30OM AT,



MuToxoHapuanbHble benkn

MONEKY/I
ATO-CHHTETASHI

MEMEBPAHHOE
POCTPAHCTBO

MATPHKC

KPHCTH
PHBOCOM

[PAHY bl

BHYTPEHAR MEMBPAHA

HAPYXHAR
JHK MEMGPAHA

Wmﬂlﬁﬁﬂﬂﬂﬂ

KonuyectBo TpaHcnvpyembix ¢
mMutoxoHapuansHon MPHK 6enkos,
dhopMmpyroLLMX CyObeaNHULbI KPYMHbIX
dPepMEHTHbIX KOMMMEKCOB, OrPaHNYEHHO.
3HauuTenbHasn YacTb 6enkoB KogupyeTcs B
A0PE N CUMHTE3MpPYETCA Ha
yuTonnasmatundecknx 80S pubocomax. B
4YaCTHOCTU, Tak 06pasyloTCs HEKOTOPbIE
BGenkn — nepeHoCHMKM INEKTPOHOB,
MUTOXOHApPUWarnbHble TPaHCoKasbl,
KOMMOHEHTbI TpaHcnopTa 6enkos B
MUTOXOHAPWUK, a Takke pakTopbl,
HeobxoanMble ONSA TPaHCKPMMILNN,
TPaHCNALMN N pensiMkaumnm
mutoxoHapuansHon OHK. [Mpu atom
nonobHble 6enkn Ha cBOEM N-KOHLIe MMetoT
ocobble curHanbHble NnenTuabl, pasmep
KOTopbIX BapbupyeT oT 12 go 80
aMUHOKMCIOTHbIX OCTaTKoB. [JaHHbIe
y4acTku bopMmpyoT amnurbHble
3aBuUTKM, obecnevnBatoT cneumdnyeckmi
KOHTaKT 6enkoB CO CBA3bIBAKOLLMMMU
AOMEHaMN MUTOXOHAPWUATTbHbIX
pacno3HaLWnX peLenTopos,
NoKanuM3oBaHHbIX Ha HapyXHOW MembpaHe.
[lo Hapy>XHOM MeMBpaHbl MUTOXOHAPUN
AaHHble Beriku TPaHCNoPTUPYHOTCH B
4YacTUYHO Pa3BEPHYTOM COCTOSIHUN B
accoumauumn c 6enkamm-LianepoHamu.



MuTtoxoHapun

Healthy Mitochondrion




CTpyKTYypa MUTOXOHOPUN

HapyxHas membpaHa MUTOXOHAPUM MMEET TOSLLUNHY OKOMO 7 HM, He 0bpasyeT BNssYMBaHNA U
CKNafokK, N 3aMKHyTa cama Ha cebsi. Ha HapyxHyt0 membpaHy npmuxogmtcs okono 7 % OT nnowaau
NOBEPXHOCTN BCEX MEMOpPAH KITETOYHbIX OpraHesin

BHyTpeHHs membpaHa 00pa3yeT MHOroYMcrieHHble rpebHeBNOHbIE CKMaaKu — KPUCTI,
CYLLECTBEHHO YBENMYMBaOLME NoLlaab ee NOBEPXHOCTU U, Hanpuvep, B
KrneTKax neYeHyn COCTaBISIET OKOMO TPETU BCEX KINETOYHbIX MeMOpaH

MaTpukC — orpaHU4YeHHOE BHYTPEHHEN MeEMBpPaHON NPOCTPaHCTBO. B MaTpukce (po30BOM
BELLIECTBE) MUTOXOHAPUN HAXoaAaTCA PEPMEHTHbIE CUCTEMbI OKUCIIEHNSA NUPYBATa XUPHbIX
KMCNOT, a Takke pepMeHTbI LuKa TpukapboHOBLIX KUCNOT .Kpome Toro, 34echb e HaxoguTcs
mutoxoHapuanbHaa OHK, PHK 1 cob¢cTBeEHHbIN 6ENOKCMHTE3MPYOLLNIA annapat MUTOXOHAPWMN.
BHyTpEHHFIFI MeM6paHa MVITOXOH,D,pMVI o6pa3yeT BbIPOCTbI B NOJIOCTb B BUAEe niiactuH Uin pr60K, Ha3blBaeMbIX

Kpnuctamu. KpVICTbI GbiBatoT pa3iiMy4HbIX TUMOB. npOCTpaHCTBO mMexay Kpucrtamu 3arnosfiHeHoO OAHOPOAHbIM
npo3payHbiM BELLECTBOM - MaTpPUKCOM MI/ITOXOHﬂ,pVIIZ.



VuToxonapusi.

JHCPreTUYCCKAS CTAHLUS KICTKU.

DYHKITNS - cuntes sHeprum.




PYHKUMN MUTOXOHAOPUN U UX
CTpOeHue

« B knetkax nobbIX XMBbIX OPraHM3MOB ECTb OCOObIE OpraHensbl,
KOTOpble ABUratTcsl, PYHKLMOHMPYIOT, CIIMBAKOTCA Mexay coboi 1
pa3MHoOXatoTcsl. HasbiBalOTCA OHM MUTOXOHAPUSAMN UK
XoHapuocomamu. MogobHble CTPYKTYPbl COAepXXaTcs Kak B KreTkax
MPOCTENLLNX OPraHN3MOB, Tak U B KNETKax pacTeHUN N XUBOTHbIX.
Nonroe Bpems npu N3y4eHnmn CTPOEHUS KINETOK U3yYarnuch U
PYHKLUN MUTOXOHOPUM, MOTOMY YTO OHa NpeacTaBnsana ocobbIi
NHTEpEC.

« [lencTBUTENBHO, HA KIETOYHOM YPOBHE MUTOXOHAPUN BbINOMHAKT
KOHKPETHY0 1 BECbMa BaXKHYH0 (hYHKLIMIO - 00pasytoT SHepruto B
Buae ageHosnHTpudgocdara. ITo KIo4eBOM HyKNeoTug B obmeHe
BELLECTB XNBbIX OPraHN3mMoB 1 NpeobpasoBaHNN Ero B AHEPTUIO.
AT® BbICTYNaeT B pOSsin YHUBEPCANbHOIO MCTOYHUKA 3HEPInu,
HeobxoanMon Anst NpPoTeKaHMs NObIX BNOXMMNYECKNX MPOLIECCOB
B opraHu3me. B aTom rmaBHble oyHKLMN
MUTOXOHOPWM - NOAAEPXKNBATD XKU3HEOEATENbHOCTb HA KIETOYHOM
YypOBHe 3a c4eT popmmpoBaHus AT
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