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Wunynuposanusle mwiopunorenTHbie cTBOsIoBbIe KieTkn (UIICK) smisirorest mepermekTus-
HBIM WHCTPYMEHTOM (DyHIaMEHTAJbHBIX UCCIETOBAHUN pa3/IMYHBIX T'€HETUIeCKUX 3ab0sieBa-
HUil, B TOM 4ucje n HeiipojerenepatuBabix. [Ipenmyectsa ncnons3opannsg UIICK 3akimoda-
I0TCS B CIIOCOOHOCTHU K HEOI'DAHUYEHHO mposindeparui, HalpaBaeHHoi nuddepeHmpoBKu B
JIIOOOM TUIT Y3KOCIIEIINATU3UPOBAHHBIX KJIETOK U BO3MOYKHOCTH UCCJICOBAHUSI OCHOB I1ATOTeHE3a
3abojieBaHUil HA pAHHUX CTaINAX pa3BuUTud. B Harreit pabore co3maBasiach KaeTOUHad MOJIE/b
6onesnn [lapkurcona uHa ocroBe nanumenT-cueruduanbix UTICK ¢ ganbreiimeit nx HampaBieH-
Hoit 1 depeHInpoBKOoil B jodhaMIHEePruidecKue HePOHBDI.

Bonesun [lapkuncona siBjseTcss OJHUM M3 CaMbIX PACIIPOCTPAHEHHBIX HEWpOJereHepaTHB-
HBIX 3a00/IeBaHUll, KOTOPOE XapaKTepu3yercs rubdesibio jodpaMuuepruodecknx neitponos. OCHOB-
HBIMH KJIMTHUYECKUMHU MPOABJIEHUAME JTAHHOTO 3a00JIEBAHUS SABJIIETCd TPEMOP, Opa/IMKUHE3N,
PUTHJIHOCTD, & TaKKe ICUXHATPUYIeCKne W BereTtaTuBHble Hapylienus. [lopaxkenue HeitpoHOB
MOYKeT OBITh CBA3aHO C MyTaIlMsAMU B PA3IHIHBIX reHax. 3Bectno, uro myrtanuu B rene GBA
HMPUBOJAT K CHUXKEHUIO aKTUBHOCTU JIM30COMHOTO (hbepMeHTa IITIOKOIEePeOpO3HIa3bl, yIaCTBY-
I0IIer0 B Jierpajianuu chuHrounuIoB. B pesyiabrare odpasyercss HEHPOTOKCUYHbBIE MOJIU(U-
KAI[IW (-CHHYKJIEHHA, KOTOPbIe arperupyioT B ¢bubpuiiisl 1 Gopmupyior Tebia Jlesu [2]. Y
namenToB ¢ GBA-myTanumeit panbIie mIposiBISIOTCS pa3IudIHble TAPKUHCOHNIEeCKNe (DeHOTUTIBI
U CBsI3aHHBIE C HUIMU KOTHUTHUBHBbIE W3MeHeHus [1].

st paboTh! OBLTN B3STHl MOHOHYKJIEAPHBIE KJIETKH NepudepnIecKoil KpOBU OT JIBYX IAIlH-
enToB ¢ 60se3ubio [lapkuncona u nepernporpamvuposanbl B ITTICK ¢ ucnosn3oBanunem smucom-
HBIX BEKTOPOB, Kojupyomux ¢daxropsl mwiopunorearaoctn (OCT4, KLF4, L-MYC, SOX2,
LIN28 u Trpb3). Hammawme myrarmun GBA moxrsepkuanoch cekBeHupoBanueM. losydeHubie
JIMHUYU KJIETOK 00JIa/Ia/ il TUIUIHON Mopdosiorneil ImIopuinoTeHTHBIX KJIeTOK. VMMyHOrneTo-
XUMUYECKOE BbISIBJIEHUE SHJIOT€HHOI Ies10uHoil (ocdaraspl, mMMyHOMIYOPECIIEHTHOE OKpa-
muBaHue, a Takxke Konndecrsennas [P B peasbnom Bpemenn (qPCR) ma mapkeps! miopu-
[OTEHTHOCTH ITO/ITBEP/IU/IN TLTIOPUIIOTEHTHBIH CTATyC MOJIYIYE€HHbIX JIMHUN MAIIMeHT-CIerudut-
ubix UIICK. Jlamee mpu mOMOIMHU IIMTOKWHOB, MAJIBIX MOJIEKYJI M POCTOBBIX (DAKTOPOB ObLIA
IIpOBejieHa HalpaBieHHas: JuddepeHnnpoBka B 1ohaMuHepruiecKne HeipPOHbI.

Jlanuble TUHUN B JaJbHENHNEM OYIyT MCHOJIB30BAHBI JJId U3YUeHUsl OCHOB IaTorene3a 00-
sie3nu [lapkuncona, a TakzKe JjIsg TeCTUPOBAHUS [TOTEHITUAIHHBIX MEIUIMHCKUX MIPErapaToB.
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