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PYHKLUUN MUTOXOHAPUN

1 Hannyne mutoxoHgpuansHon OHK

1 Y4yacTtme B oKucnutenbHoM doocdopunnpoBaHmnm
n BblpaboTke ATD

1 Bce knetkn opraHn3ama noaaBnaoT aHal3pPObHbIN
pacnapg rfoKo3bl N akTUBUPYIOT adpobHoe
OKUCIEHME B YCNOBUAX AOCTATOYHOro
noctynnenua knmcrnopoaa (acpdekt MNactepa)
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TKaHeBast rTMNoKcus

HapylieHue yTunmnsaumm Kucrnopoga Knetkamm
[logaBneHne Uuenun nepeHoca 3neKkTpoHOB
[logaBneHne cnHTesa AbixaTtenbHbiX PepMeHTOB
[TlogaBneHne akTMBHOCTU AblXaTenbHbIX PEPMEHTOB
[ToBpexgeHne membpaH MUTOXOHOPUN

Pa300LleHne npoueccoB OKUCIIEHUA U
docdopunnupoBaHug

1 VI3aMeHeHne pU3nKo-XMMUYECKNX napamMmeTpoB
LMTONMa3Mbl KIETKU

1 HapyweHue TpaHcnopTta ATO
1 HapyweHwne ytunmsauyum ATO
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[MpuoOGpeTeHHbIe NOBpPeXAeHuUs

MUTOXOHOPUN

1 PazobwmTtenn okncneHmnsa n pocdopmnnmpoBaHus
— TOPMOHbI LLIUTOBUOHOWN Xenesbl, )XUPHbIE
KMUCIMOTbI, UOHbI KanbLUuga, AUHUTPOAEHOS -
brniokapa daktopa Pakepa (komnoHeHTa H+ATO-
CUHTAa3bl — TPAaHCMEMBpPaHHOIoO pepMeHTATUBHOIO
KOMMJiekca)

1 OenctBne ammnaka Ha umkn Kpebca -
B3aUMOOENCTBUE C KETOrmytapaTtom u
obpa3oBaHMe rMyTaMmMHOBOWN KUCSIOTbI, a 3aMeT
rmytTammHa (sHeprogeuunT HEMPOHOB)
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[TpnobpeTeHHbIe nopaXxeHus

MUTOXOHOPUN

1 dedununt ButamunHos rpynnel B, C, PP un np. -
KodpakTopbl PepMeEHTOB, AeddULNT XKenesa, Mean

1 UmaHuabl - 6nokaTopbl Lienn nepeHoca 3rneKTpoHOB

1 'vnokena - Kkucnopoa B HOpMe akTUBUPYET Benku
NRF-1 n NRF-2 - TpaHCKpUNUNOHHbIE AObIXaTerbHbIE
drakTopbl, CTUMYNUPYIOLLMNE 3KCNPECCUIO MHOIMNX
KOMMOHEHTOB MUTOXOHAPWI (MPWU rMMNoKCcun
HapywlaeTcs obpasoBaHMe HOBbIX MUTOXOHOPUHA,
M3HaLUMBaKTCH UMeloLmecs)
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[MpnobpeTeHHbIe NoOBpexXaeHUs
MUTOXOHOPUN

1 OHAOOMEHHbLIN OeTEePreHTHbIN 3PMEKT rMMNOKCUnN -
OTCYTCTBUE YTUNMN3aLUN XUPHbLIX KUCIOT B
noBpeXaeHHbIX MUTOXOHOPUAX, YTO NPUBOAUT K
XXMPOBOW TpaHcdopmMaunn ¢ HakonfeHnem B
KneTkax nunuaos, Hapylwaetca TpaHcnopT KK B
kneTke (briokaga KApPHUTUHOBOIO YENHOKA),
HakannmBaeTca Kanbunm, obpasyroTcs akTUBHbIE
doopMbl Kucnopoaa
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[MpnobpeTeHHbIe NoOBpexXaeHUs
MUTOXOHOPUN

i AHTVIMI/ITOXOH,EI,pI/IaJ'I bHblE€E aHTUTEJ1a

1 AHTUTENa K nupyBaT-KnHa3e obpasyoTcsa npu
NHJAPKTE MUOKapaa, y4acTBYHOT B
doopMMpoBaHNMN NOCTUHAAPKTHOTIO
ayToMMMYyHHOro cuHgpoma [peccnepa

1 AHTUTEna K nNMpyBaT-KMHa3e BbIABNAIOT Npu
NepBUYHOM OUNMAPHOM LIMppPO3e NnevyeHu
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MuToxoHgpuarnibHble 605e3HU

1 HapylwieHue nocrnegoBaTefibHOW COOPKM
cynpamMoreKkynapHbIX KOMMNOHEHTOB B HOBLIE
MUTOXOHOPUU

1 MyTtaummn mutoxoHapuansHon [QHK
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Knaccudukauums
MUTOXOHAPWaNbHbLIX OONe3Hen

0 1. HapyweHne yTunusauum cybctpartos

1 [ledununt KapHUTUHA

1 JedununTt KapHUTUH-NanbMuUuTOUN-TpaHcdepasb!
1 eduunTt nmpyBaTKMHa3bI
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Knaccudukauums
MUTOXOHAPWaNbHbLIX OONe3Hen

1 2. HapyLLEeHWe CUCTEM TpaHCnopTa dNeKTPOHOB U
KOHCepBaLun 3Heprum

1 CuHopowm JliodTa

1 HapyweHne HALOH-okucneHuns

1 eduunTt cykunHmngerngporeHassbl

1 Jedonumt umtoxpoma b

1 [JedununT ymtoxpoma c

1 deuumt untoxpomokcmaasbsl aal

0 dedonunt mmtoxoHapuansHon ATd-asbl
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[Mpumepbl 3ad0oneBaHNN

1 Cunapom JliodTa - yBenm4yeHme oCHOBHOIo obmMeHa,
rmnepTepmMus, rnoBbliLLEHNE aKTUBHOCTHU
MutoxoHapuansHon AT®-asbl, paccesiHne aHeprum B
BuAe Tenna

1 CnHopom MERRF - pedekt MutoxoHapuarnobHOW
nmannTtPHK(mrnonaTtnsa, MMOKNOHYC, Cyaoporu,
rnyxora, 3agep>ka NCMXoMOTOPHOro pa3BUTUS)

1 Cungpom MELAS- nedhekt MutoxoHapuarnobHoOm
nenumntPHK (Mrnonatusa, sHuedanonatus, nakrar-
aumao3, MHCYNbLTONoa00HbIe NPUCTYIbI)




[Mpumepbl 3ad0oneBaHNN

i MI/ITOXOH,EI,pI/Ia.I'IbeIe MNOMATNN — «KPpaCHblE
N30PBaAHHbIE BOJIOKHAa»

1 CnHgpom Jles - nogocTpaa HeEKpOoTUYeCKasd
sHUedanonatua - gedununt ymtoxpoma C nnu
nupyBaTaernaporeHasbl — CUMMETPUYHbIE
HEKpO3bl B CIIMHHOM WITM TONTOBHOM MO3re
(aTakcus, cygoporn, 3agepxka YMCTBEHHOIO
pa3BUTUA, NakTaT-aunaos)
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[TloBpexaoeHne MUTOXOHAPUN
aKTUBMUpPYeT anonTos3

1 [loBpexgeHne MUMTOXOHOPUN
1 Bbixog untoxpoma C

1 AkTBauus 6enka Apaf-1, KOTopbI akTUBUpPYET
Kacnasbl

1 benkn mutoxonapun BH3 n Bax - nHaykTopsl
anonto3a, 6enok Bcl - nHrmbutop anonTtosa

1 AKTUBMPYETCA anonTo3 nNpu ymepeHHOM
9HeprogeduLUTE
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Mopdonornyeckme nposaBrieHUs

noBpexaeHnsa MUTOXOHAPUN

1 \'ameHeHne CTpyKTypbl MUTOXOHAOPUN —
OCMOTMYECKOE HabyxaHune

1 MuTOoXxoHApuanbHble BKNIOYEHUS — NMUNUABDI,
0ObI3BECTBNEHNE — OTNOXEHUEe Kanbuus -
KanbuMHO3

1 \'ameHeHne pasmMepoB - r’MraHTckue
(rmnepTpoduna NnNn CrMaHne) nnu
peayuupoBaHHbIE

1 \IameHeHune 4ncna MMToxXoHapun — yBenudeHune
(rmnepTtpodus) nnn ymenblueHne (atpodums)
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N3MeHeHUue KpUCT MUTOXOHOPUN

1 [1nactuH4aTtble KPUCTbl — NMpn yCurieHne
dKTUBHOCTU MVITOXOH,EI,pVIVI

1 Jedopmaumsa n arperaumnsi KpUCT — NPU CHUXKEHUM
aKTUBHOCTWU

[ Pasmepu - TMraHTCKune, peayunpoBaHHbIE
1 Yueno - yBerindyeHmne mniin CHM>xXeHmne
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UHTerpanbHbIN MEXaHU3M
rMNOKCU4YeCKoOro HeKpoobuosa

1 YMeHblUeHMe NOCTYNnNeHna Kucropoaa B KNeTKy
1 YMeHblieHne ATO

1 AKTUBaUMS aHaA3POOHOro rmukonmaa

1 HakonneHue naktaTta (nakrar-auugos)

1 3HeprogedunUnT
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JHeprogedmnuunt 1

1 HepoctatoyHocTb K/Na-Hacoca

1 M30bITOK HATpuUa 1 BOAbl B KIETKE

1 OcmoTnyeckoe HabyxaHue KneTku

1 denonapusaumsi KNeTo4HON MemMbpaHbl
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JHeprooedpmnumnt 2

1 NopaxeHue yntockeneTa
1 de3uHTerpauusa wepoxosaton Il1C
1 benkoBaga auctpodus
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JHeprooedhbuumT 3

1 MoBpexaeHne meMbpaHbl, NOTepst BOPCUHOK,
BbICTYMb

1 [enonapusaums
1 YBenunyeHme npoHULIaeMOCTH

1 AktuBauunsa CI10J1

1 HapylwleHue agresamm n MexkneTo4yHoro
B3aMOOENCTBUA
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JHeproaehnuut 4

1 HepocTtaTo4yHOCTb rpagneHTCco3aatowWmnx HacocoB

1 Bxog Ca2+ B knetky, noteps Cal2+
MUTOXOHOPUSIMM

1 OTdaroweHne aHeprogedpuumnTa
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OTpuuaTenbHble 3 eKkTbl

KanbLUus

1 N36bITOK Kanbuua -akTUBauUmst KanbMogynrvHa -
brnokaga pyHkumn G-6enkos

1 M30bITOK Kanbuua — arperaums
MUKPOMPMIAaMEHTOB - MTMannMHoO3 UMTonnasmsbl

7 N30bITOK Kanbumna - akTuBauusa KanbnanHoB U
9HOOHYKNeas3 - akTMBauusa anonTto3a

1 M30bITOK Kanbuns — pasobLueHmne OKUCIIEHUS U
doochopunnpoBaHmns - TKaHeBas rMMMNOKCUS

1 V30bITOK KanbLua — noBpexgeHne memopaH
IIN30COM - ayTonun3
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MexaHn3ambl cBOOOAHO-
paavKarbHOro HeKpoouosa

1 AKTuBHbIE popmbl kncnopoaa (AKP) -
BbICOKOTOKCUYHbIE XUMUYECKN peaKLMOHHO-
CNOCOOHbIE MOMNEKYIbl C HEYETHbIM KONMMYECTBOM
SNEKTPOHOB, CMOCODOHbIE MOBPEXaaTh KIETOYHbIE
MeMOpaHbl, XpoMaTnH, Denku
(kncnopoacoaepKalyme pagukanbol)

\



AKTUBHbIe (POPMbI Kucnopopga

1 OHM OTHUMALOT AJNIEKTPOHDbI Y Pa3linvyHbIX
OopraHn4YecCKmnx MoOJieKkysl, npespalaloT nx B
nepekncHbole coegmHeHn4d ¢ HeCrnapeHHbIMA

ANIEKTPOHAMU U 3allyCKaAKOT LUElHble peakun
BHYTPWU KINETKAN
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OOpa3oBaHMe aKTUBHbIX
KUCNOPOAHbIX paauKasroB

1 ObpasoBaHMe CyrnepoKkcnaHoOro pagnkana B
doaronnsocomax gparounToB

1 ObpasoBaHue rmnoxnoputa (nNog OencTBnem
Muenonepokcuaasbl arounToB)

1 ObpasoBaHMe nepekmcun Bogopoga m3
CYNnepoKCUAHOro pagukana
(cynepokcuaamcmyTtasa) B NnepoKcMcomax
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OOpa3oBaHMe aKTUBHbIX
KUCNOPOAHbIX paauKasroB

1 ObpasoBaHue rMapoOKCUNbLHOrO pagukana B
npucytcTBumn Fe2+ (peakumsa ®eHToHA)

1 ObpasoBaHMe rMapoKCUNbLHOro paaukana us
nepekncun sogopoda noa AeUCcTBuUeEM
cynepokcuaa (peakumnsi Xabepa-Beca)
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NenctBue AKP

1 [lepekncHoe okucrneHue nunnaos membpaH,
BbICBODOXOEHME MeamMaTopoB BOCMAaNeHNUAa U
TOKCUHOB

1 ClumBka MeMbpaHHbIX, BHYTPU- N BHEKITETOYHbIX
nmnuaoB Yepes cynbprugpunbHbie rpynneol,
obpasoBaHue cynbduna-paankanos,
ancynbdpunaos, cynb@POHOBLIX KACOT

1 NospexaeHne [HK, octaHOBKa ee pennukauum u
MyTareHes
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Oowunn nartoreHes gencrteusa AKP

1 Bocnanenue, pagmauus, rmnokcus
0 YBenuyeHune obpasoBaHmna AKP

1 BTopu4yHOoe noBpexaeHue KNneTkn — akTuBauus
anonto3a, mytauun OHK, clunBka nunngos v
bernkoB, BblaeneHne MmeanaTtopoB U TOKCUHOB

1 Pa3Butne Hekpobunosa
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AHTUOKCUOAHTDI

1 OTO MOJSIEKYNbI, KOTOpPble 0brnagatoT fTadburbHbIM
BOOOPOAHBbIM aTOMOM C HECMNAPEHHbLIM
9JIEKTPOHOM
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Buabl aHTUOKCUOAHTOB

1 Katanasa n rnytatmoHnepokcugasa -
BOCCTaHaBMNMMBalT NepPeEKNCb BOAOPOAA,
npeaynpexaatoT obpasosaHne AKP

1 CynepokcuggmcmyTasa — npespatliaet
CynepoKcuaHbI aHMOH B Nepekncb Bogopoaa,
KOTopagqa paspyllaeTca Katanasou

1 XenatupyroLue areHTbl (CBA3bIBaKOT XXeneso -
necdepon, YHUTUON)
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Buabl aHTUOKCUOAHTOB

1 [nyTaTnoH, uucteuH, [-neHnunnnamumH
(akTMBaUUA ceneH-coaepKallen rnyTaTuoH
nepokcmaasbl, paspyLliaeT nepeknucb Bogopoaa)

1 Butamuubl PP, C, E - BoccTaHaBnuBatoT
rmyTaTtuoH U3 aucynbduaa

1 benkn octpon asbl BocnaneHunsa -
Lepynonna3smuH (beppokuHasa), TpaHcdeppurH
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