a ¢ ApYTOii — CO3JaI0T NPEANOCHIIKH UL (POPMHUPOBAHUSA CEPACHHOM HEAOCTATOYHOCTH.
KpoMe TOro, pa3sBHTHIO CEpAEYHOM HEIOCTATOYHOCTH MOTYT CIIOCOGCTBOBATE BELIECTRA,
06pasyiolluecs B SHIOTENHATBHBIX KJIETKaX KOPOHAPHBIX COCYAOB MPH HIIOKCHH BO
BpeMs YMUPaHHS M KIHHHYECKOH CMEPTH H CHOCOOHbIE MOJABMATE COKPaTUMOCTD
muokapaa [61], a Taioke akTuBauus Na'/H*-o6MeHHHKAa B KapAMOMHOLMTAaX MPH
penepdy3uu cepiua, Mrparollas BaKHYIO POJib B KOHTPAKTHIBHOH AHMCYHKLMH
MHokapaa [45].

DHepreTuyeckoe 06ecrnedeHHe COKpaTHTENbHOM QYHKUMH H30JTHPOBAHHOTO
CepALa, B3ATOrO B KOHLE KIMHHYECKO# CMEPTH, OKa3bIBaeTCA HecoBeplueHHbIM. Ha
€AMHULY BEINONHAEMOM GyHKIMH (Ha | MM PT. CT. pa3BHBaEMOTO JIEBBIM JKEITYNOHKOM
[aBIICHUA) CEpLIA 3aTPaYMBAIOT MTIOKO3bI B 4 pa3a Goblle, 4eM B KOHTPOJIE, BRLIETAS
B KODOHapHBbIH MPOTOK JOCTaTOYHO MHOTO MHPYBATa, YTO CBUAETEILCTBYET O
MOBPEXACHHUU MMTOXOHIPHIi U pa3o6iieHuH okuciaeHus ¢ pocdopunuposanuem [9,
39]. 310 MOXeT GHITH CNEACTBHEM aKTHBALMH GekoB HeCONPsKEHNA [52] KUpHBIMU
KHCJIOTaMH, CTUMYJIALIMEH MX CHHTE3a KaTeX0laMHHAMH M THPEOHIHBIMH TrOPMOHAMH
[40]. Benku Heconpsixenusa (UCP1, UCP3, UCP4) ycunuBaroT yTeuky POTOHOB Yepe3
BHYTPEHHIOIO MeMOpaHy MUTOXOHADHI H TakUM 00pa3oM MOTyT pa3o0LIaTs OKHUC/IEHHE
¢ ¢ocdopunuposanuem [40]. YirTpacTpyKTYpHYIO OCHOBY 3THX JHEPreTHYECKHX
HapyUleHHH COCTaBNAIOT HabyXIIMe MHTOXOHAPHH C YAaCTHYHO HIIM MOJHOCTHIO
FOMOTr€HH3MPOBAaHHBIMH KPHCTaMH, coaepkaiiue aMopdHeie okpyrioi ¢opmbl
3/1EKTPOHHOIUIOTHBIE BKIIFOUEHMA — pocdars! kanbLma. [IByX-TpeXKpaTHOe YBE:IH4YEHHE
BLUICJIEHHA H30JIMPOBaHHBIM COKPALIAIOIHMMCA cepaLeM GEepMEHTOB B KOPOHAPHBIi
NPOTOK CBHUAETENHLCTBYET O FEHEPANM30BAaHHOM MOBPEXIACHHUH MeMOpaH
KapAHOMHOLIMTOB U CYLIECTBEHHOM ITOBBILIEHHH HX MPOHHULIAEMOCTH.

DyHKUHOHANLHO-METab0NMHIeCKHE HapyLIeH S, BBIABIAEMbIE IPH nepdy3uu
M30/MPOBAHHLIX CEPIEL, B3ATHIX B KOHLE KIMHHYECKOH CMEPTH, KOPPEJIHPYIOT C
MeTaboNHYECKMMH U3MEHEHUAMH B CEPICYHOM MBIIILE B YCIOBHAX LIEIOCTHOrO
opranu3Ma. JleHCTBUTENbHO, MOBPEXAEHHE Ceplla Ha4MHACTCA YK€ BO BpeMs
KPOBOITYCKaHHs M OMPEAENACTCS, B IEPBYIO O4epeb, HapYIIEHHEM YHEPreTHYECKHX
npoueccos [8]. ITporpeccupytouiee chmwkenue pO, B apTepHATBHOHK KPOBH M MHOKapie
MPHBOAUT K PE3KOMY OrPaHH4EHHIO TPAHCMIOPTA JIEKTPOHOB M0 AbIXaTENbHOM LEMH U
CHHKEHHIO COTPSKEHHOTO € HUM pecuHTe3a AT®. B pesynbrare 310ro OKUCIHTENBEHO-
BOCCTAHOBHUTENbHbI/ MOTEHUHAN KapAHOMHMOLMTOB CABMraercs k Gouee
BOCCTaHOBJIIEHHOMY COCTOSHHMIO M3-3a yBenWdeHHs oTHoweHus HAJI/HAJTH.
OnHoBpeMeHHO ¢ ITHM HaGIIOAETCs MHOTOKDATHOE CHIDKEHUE COAEPKaHMA B MHOKapIe
kpeatunpocoara (K®) u AT® u nakomneHne AP, AM® u HeopraHH4eckoro
tbocdara, 4TO 3aKOHOMEPHO YBETHUMBAET MOTeHLUMaN GocopHiIupoBanus [8].

OTH HavanbHble HapyUICHHS JHEPreTHYECKOro o6MeHa aKTMBHMPYIOT
aHadpoOHbIii rMKkonu3. OTMeyaeTcs GbICTPOE HapacTaHUE CONCPXKAHMA JaKTara B
CepAeYHOH MBILILE 32 CYET MOBBIIICHHUA CKOPOCTH FIUKONH3A H YyCHIECHHA
[JIMKOT€HONMH3a. AKTHBALMA ITHKOJIMTHYECKHX MPOLIECCOB BO BPeMs YMHpaHHA
CMEHAETCA MX YTHETEHHEM C HaCTYMJIEHHEM KIHHHYECKOH CMEPTH, O 4YeM
CBHIETENBCTBYET COXPaHAIOLIMIACS pe3epB ukoreHa B Muokape {8]. MurubupoBanue
¢depmenTos kna Kpe6ea Bo BpeMs yMUpaHis OrPaHH4YMBACT OKUCIIEHHE CBOGOIHBIX
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