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AKTYyaJIbHOCTH HccaenoBanusi: Myrtamuu B reHe BCS1L SBISIOTCS TPUIUHON CHHIPOMOB, CBSI-
3aHHBIX C HAPYIICHUSIMH MIPOIECCOB KJIETOUHOTO JBIXaHUS, 8 TAKKE JIeDUITUTAMHE JAbIXaTEIbHBIX KOM-
IJIEKCOB MUTOXOHApui. OgHuM U3 cineAcTBuil myTtanud B BCSIL sensercs cunapom brépHcTana,
XapaKTePU3YIOIINNCS CEHCOHEBPAJIbHON TYTOyXOCTbIO Y HOBOPOXKIEHHBIX, HN3BMEHECHHEM CTPYKTYPbI
BOJIOC, a TAaK)Ke 3aIEPKKON B TICHXOMOTOPHOM Pa3BUTHH.

Lenu uccienoBaHus: MPOBECTH aHATIN3 U CHCTEMaTU3UPOBATh COBPEMEHHBIE JINTEpATypHBIE TaH-
HbIe 00 MCCIeNOBaHUIX CTPYKTYphl reHa BCS1L B HOpME | MaTOJOTHH, IPOAYKTAX €ro dKCIPECCHH,
MIPUBOJISAIINX K Pa3BUTHIO cuHIpoMa brEpHcTana.

MarepuaJjnbl 1 MeTOIbI: AHAIIN3 HAYYHON JTUTEPATyPhl, CHCTEMATHU3AIIHsI M COTIOCTABICHUE JIaH-
HBIX HayYHBIX CTaTeH.

PesyasTarbl: BCSIL — ten sneproit [IHK, KOTOpBIA pacmoioKeH BO BTOPOH XpoMocoMe (JTOKYyC
2q35). DTOT TeH KOAUPYeT OAHOMMEHHBIN OeNOK-IIaepoH, KOTOPbIA ydacTByeT B cOopke komruiekca 11
(YOMXMHO-LUTOXPOM-C-PEIyKTa3a) AbIXaTeIbHOU 1IeNH BHYTPEHHEH MeMOpaHbl MUTOXOHAPHH [3].

Myranus B rene BCS/L, npuBoasiias K 3aMeHe THCTHIMHA Ha apruHuH B Oenke BCS1L, BbI3bIBaeT
HapyIIeHne BcTpamBaHus cyorenuHUIBl Rieske/FeS B mpixarenprbrii komruieke 111, Takne m3meneHus
BBI3BIBAIOT HAPYILICHHUS MTPOIIeccOB (HocHOpHITMPOBAHNS, & TAKIKE HAKOIUICHUE B TKAHSX MPOYKTOB OKUC-
JICHUSI, YTO BBI3BIBACT MOBPEKACHHIE KIETOK BCICACTBHE BO3ICHCTBHS aKTUBHBIX (hOpM KHciaopoaa [1].

B cBs3u ¢ tem, uto ren BCSIL akTUBHO (pyHKIUOHUPYET B HEPBHOUM TKaHM, B KJIETKaX BHYTPEH-
HEro yxa, a TakKe B BOJOCSHBIX (DOJUIMKYIIaX M KOXKE, BBIIICONMCAHHBIE HAPYIICHUS TPHUBOIAT K
pa3BuTHio cuHApoMa brépHcTaza.

W3BectHO, yTo BCS1L HauMHAET 3KCIPECCUPOBATHCS B KJIIETKAX HEPBHOW TPYOKH B IIPEHATAIbHOM
nepuoze [1]. ITo »Toit npuumHe ¢ pokaeHHs HAOIIOAAI0TCS 3a1€PKKH B Pa3BUTHH.

JIJ1st TMarHOCTHUKY TaHHOTO 3a00JIeBaHUs, HEOOXOAMMO MTPOBECTH PsiJl 0OCIeIOBaHUI OnOXUMUYe-
CKOTO TIPOGUIIS: TIPH MIPOBEACHUN IMMYHOTHCTOXUMUYECKoTO aHanu3a Haauaue BCS1L oOHapyxu-
BaeTCs B KOXKE U BOJOCSHBIX (DOJUTHKYJIAX, O BO3MOYKHOCTH TIOBPEXKJICHUS 3TUX TKaHEH IPU MyTalluu
JAHHOTO T'eHAa; MOKa3aHo, YTO y MAIlMeHTOB ¢ CHHAPOMOM bbépHcTana oHa cHbkeHa 10 62 %; aHanu3
Ha HaJIMYUe aKTUBHBIX (DOPM KUCIOPO/a Yy MAallMEHTOB C CHHIPOMOM IMOKAa3bIBAET, YTO KOJI-BO BBIpa-
OarpIBaeMbIX aKTHBHBIX (opM Kuciopoaa komiuiekcoM III cauxeno Ha 61%, a BeipaboTKa UX KOM-
miekcoM | 6puta B 30 pa3 BeImIe HOPMEI [2].

BeiBoabl: Myrtanuu B BCSI/L npuBOAAT K pAly CHHIPOMOB, MpHuéM cuUHApoM beépHCTana B
MEHbBIIICH CTENEHN MPUBOAUT K MOBPEKACHUIO TKaHel opranusMa. [1o 3TOi mpuunHe UMEeT CMBICT
paHHss TUATHOCTHKA JIaHHOTO 3a0oieBaHus. HamOonee TOYHBIM METOJOM ONpESICHHS HAIUYUS
JIaHHOTO cHHIpoMa OyneT cekBeHupoBanue [IHK u onpenenenue HaIMIus TOYEIHON MYTAaIIHH.
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