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MUTOXOHAPUM — OAHM M3 BAXHEHIIMX OPraHOMAOB KIETKHM, KOTOpPbIE HE TOJBKO
o0ecreynBar0T OKUCIIEHUE SHEPreTHYEeCKUX cyocTparoB ¢ oopazoBanueM AT®, HO U NPUHUMAIOT
y4JacTHhe B PEryJUpOBaHHM T'OMEOCTa3a KalblMs, MEeTaboIM3Ma aMHHOKHUCIIOT, BHIPA0OTKE TeIUIa,
00pa30BaHUM AKTUBHBIX ()OPM KHCIOPOAA, 3allyCKe aronTo3a cTapblX KIeToK. OHu, MCXOoIsd U3
noTpeOHOCTEH KIIETKM B SHEPrUM U €€ MeTabOJIMYEeCKOro COCTOSHUS, CIIOCOOHBI M3MEHSATH CBOE
KOJIMYECTBO, pa3Mephl, JIOKAIU3ALHUI0, TO €CTh HaXOIUTHCSA B HEIPEPHIBHOM JBUXCHHUH, U3YYCHHE
KOTOpOTO HMEET Ba)XXHOE TEOPETHUUECKOE M IPAKTHUYECKOe 3HaueHue. MUTOXOHApHUalbHas
JUHAMMKa MPOSIBISIETCA KaK JEJICHUE W CIMSHUE MUTOXOHIpPHM, M MX TpaHcnopT. OHa sBisiercs
OCHOBOM 11 TakuWX IPOLECCOB Kak OHOIHEpreThyeckas aJanTalus U KOHTPOJIb KadyecTBa
MUTOXOHJIPUH.

B pesynpTate HapylieHHs IPOLECCOB CIHSHUSA MUTOXOHIPHUM, KOTOpbIE MOTYT OBITh
BBI3BaHbl MyTallUSIMH T€HOB OenkoB-perynsatopoB (Mfnl/Mfn2, OPA1) nubo monroBpeMeHHBIM
M30BITOYHBIM TIOCTYIUICHHEM CyOcTpaTa, moBblmaercss umcino wmyramuii B MT/HK (T.K. He
IIPOUCXOIUT KOMIJIMMEHTAIMK), YTO BEIET K MOBPEXKICHUIO OEIKOB-CYOBEAMHUI] AbIXaTEIbHON
[EeNH, HApYHNICHWI0 MPOIECCOB OKHCIUTEIHHOrO (POChOpHIMpOBaHUs, U, CIEAOBATEIbHO, K
YCTaHOBJICHHUIO TUIIOHEPreTHYeCKUX cocTossHuil. Hanbosee uyBCTBUTENBbHBI K JAHHBIM IIPOLIECCaM
HEpBHasT M MbIIlIEYHAs] TKaHb (BBUJAY BBICOKOM NOTPEOHOCTHM B JHEPruM), IOITOMY B
MHOT'OYHCJICHHBIX MCCIIEI0BAHUAX HAPYIIEHUS MUTOXOHIPHAILHOTO CIUSHUS CBSA3BIBAIOT C TAKUMU
3a00JIeBaHUSAMU KaK ayTOCOMHO-JOMHHAHTHAs aTpOQHs 3pPHUTEIBHOTO HEpBa, HACIEICTBEHHAsS
MOTOPHO-CEHCOpHasi Heiponatus. 1o MHEHHIO psza aBTOpOB, BIMSHUE HA MUTOXOHAPHAIBHYIO
JUHAMHKY MOXXET OKa3blBaTh M KOJMYECTBO IHUTATEIbHBIX BEIIECTB: IMPOJOJIKHUTEIbHOE
n30BITOYHOE MOCTYIJIEHHE CyOCcTpaTa B KJIETKY HHIHOMpYeT npoliecchl causHus. Kitouesast poins B
rporeccax MUTOXOHIPHAILHOTO JAeseHus npuHapiesxkutr oenkam Drpl, Fisl. [Ipomeccrr aenenus
MHUTOXOHJAPHI TecHO compsbkeHbl ¢ npoueccamu PINKI-Parkin-onocpenosannoit Mutodaruu. B
psane pabor myramum kak B reHe PINKI1, tak u B rene Parkin accoummpyrorcs ¢ Bonesnbpro
[TapkuHCcOHA.

CoBpeMeHHbIE METO/bI JIEYEHUsS] KaK MHUTOXOHAPUAIBHBIX, TaK U HeHpojaereHepaTUBHBIX
Oone3Hell B OCHOBHOM HAIIPaBJCHbl Ha 3aMEUIEHHE UX MPOrPecCUpPOBAHUs U HUMEIOT
orpaHu4eHHYI0 3¢ ¢dexkTuBHOCTE. [loaTOMY HanpHeimee n3ydeHne MUTOXOHAPHAIBHOW TUHAMUKA
U MEXaHU3MOB €€ pEryJsiliMM, BO3MOXHOcTel penaktupoBanus MTAHK, TpancnnanTanuu
3IOPOBBIX MHUTOXOHJPHIA MOXET CHITPaTh pOJIb B pa3zpaboTke Ooiee APPEKTHBHBIX METOHOB
JIeUeHUs] WM Jaxe MNpO(UIAKTUKM BBIIIENEPEUNCIEHHBIX 3a0oneBaHuil. Takke BaXKHBIM B
MIPaKTUYECKOM MPUMEHEHUU SBISETCS TOT (PAKT, YTO IOCTOSHHOE BO3AEMCTBHE H30BITOUHON
MUTATENbHOM Cpebl CIIOCOOCTBYET MOSABICHHUIO OOJIBIIOTO KOJIMYECTBA JE(PEKTHBIX MUTOXOHAPHIHA,
Pa3BUTHIO TUTIOPHEPTETUUECKUX COCTOSIHUM, MPEKIEBPEMEHHOMY CTAPEHUIO U allONTO3Y KIETOK.
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