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Bonesup Ilapkuncona (BII) - omHO u3 caMbIX pacnpocTpaHEHHBIX HeHpOJereHepaTuBHBIX
paccrpoiictB. OHO OTHOCHTCSI K IPOTEMHONATHSIM, TO €CTh B OCHOBE MATOJIOIMIECKOTO IPO-
1ecca JISKUT HapyHIeHne CTPYKTYPBI OIPEIeJICHHOrO Oejika. JTHM OeJIKOM SBJIAeTCA ajbda-
CUHYKJIEUH: OH (hOpMUPYeT BHYTPUKJIETOUHBIE arperarThbl (Tesblia JleBu) B xoje passurus 60-
sie3au. HecmoTpsi Ha cucreMaTuvdecKue WUCCIIEI0OBAHUS, O CHUX IOP JIOMOJIUHHO HEU3BECTEH
KOHKDETHBIN MEXaHU3M IaTOJIOTUIECKOro JAeficTBUs a/ib(a-CHHYKIeNHa Ha YKI3HECITOCOOHOCTH
HEHPOHOB T'OJIOBHOTO MO3ra, a TaKxKe 3aKOHOMEPHOCTH (POPMHUPOBAHUSA U KOHKPETHBII COCTAB
tesert, Jlesu. [y obecriedenus mporpecca B JaHHOM HallpaBJIeHUH, HEOOXOuMa pa3paboTKa
9KCIIEPUMEHTAJIBHBIX CHCTEM, KOTOPBIE IIpeHa3HAYEHbI /I BhISCHEHUS HaTTepHa B3auMO/Ieii-
CTBUS aTh(a-CUHYKJICHHA C PA3JIMIHBIMYI OEJIKAMU U CTPYKTYPaMU B HEHPOHAX YeJIOBEKA.

Hesb paboTh! - co3aanne KJIETOYHON TLIaT(OPMBI, TP THAZHAMEHHOW I U3YIeHUsT MEXK-
MOJIEKY/IIPHBIX B3anMOeicTBIil asibda-cuayKiaenna. JIis nccmeoBannst ObLIN Oy YeHbl MO-
HOHYKJIeapbl KpoBu 50-Tu narumenTos, crpajaomnmux BII, ais kaxmoro u3 Hux ObLIO TPOBE/Ie-
HO CeKBEHHPOBaHMe K30Ma. KJIeTKN OJHOTO MallMeHTa, UMEIONIEro MaToJI0rnIecKy0 My Tallnio,
cBaA3aHHyIo ¢ pa3puTueM BII, Oblin BeIOpaHb! [y HajibHedineil paboThbl.

B xome paborsl ObLT pa3zpaboTan MPOTOKOJ TOJIYUYEHUS HaAIlMeHT-CIeInUIHBIX UHLYITHPO-
BAHHBIX IUIIOPUIOTEHTHBIX cTBOJIOBBIX KjIeToK (MIICK) ¢ momomnipio 31mmcoMHOrO pernporpam-
MupoBanuga. Y noaydeHHbix jguHuit UIICK 6b11 moarBepKaeH WX ILTIOPUIIOTEHTHBIA CTATYC.
[enHO-MHKEHEPHBIMU METO/IAME OBLIM COOPAHBI ILJIA3MU/IHbIE KOHCTPYKIIUH, IIPeIHA3HATEHHBIE
JIJISI U3y YeHNs MHTEePAKTOMa ajibda-CuHyKIenHa i Vitro. DT KOHCTPYKIIUU KOIUPYIOT TeH aJlhb-
da-cuHyKIenHa ¢ AByMsi BapuanTaMu S1uTornoB Ha N- unn C-korie Oyayiero oenka: 3xXFLAG
win 3XxFLAG + 2xStrep-Tag II (Bcero 4 korctpyknuu). Berpoiika TpaHcrena 6yieT ocymecTs-
JATHCs € TIOMOIIbIO cucteMbl pegakTupoBanust renoma CRISPR/Cas9 B nokyc AAVS1. Ve
110/100paH crocod u yCJI0BUs TpaHCEKIUN, HEOOXOUMbBIE JIJIsI IOy YeHUsT TPAHCTeHHBIX JINHUI
KJIETOK; IIOJIy9YeHbI IIpeBapuTe/IbHbIe KJIeTOUHbIE KJIOHBI, BeJIeTCd UX aHam3. Takxke, paboTo-
CIIOCOOHOCTD TIPEIJIOXKEHHON CHCTEMBbI IIOATBep K IeHa Ha KiaeTkax aunnn HEK293A ¢ nmomoriisio
BeCcTepH-0JIOT aHa/IM3a.

[Monyuennsie B pabore manuent-crenuduansie UTICK, Hecymue Tpancren (anbda-cuHyKIe-
WH-30UTOI) OyJIyT UCIOJB30BAHBI JIJIsi U3YUYEHUs HHTEPAKTOMa aib(ha-CHHYKJIenHa: CIHeKTD
B3auMoJIeiicTBHil 3TOr0 OesKa Oy/IeT NCC/IeI0BaH METOaMi KOUMMYHOIIPEIUIINTAIINNA, BECTEPH-
6s10Ta, Macc-criekrpoporomerpun u FRET-anamm3a. C momMoInbo 9Toi MOAEIbHON CUCTEMBbI Oy-
JIYT BBISIBJIEHBI MOJIEKY/ISIDHBIE M DeHEeTHIeCKHe MeXaHu3Mbl pa3uTtus BII u apyrux cunykien-
nonatuit. TakzKe, ¢ MOMOIIBIO Hee MOYKHO OyJieT OOHAPYKUTb MUIIEHH JIJId Pa3pabOTKU HOBBIX
JIEKAPCTBEHHBIX IIPEapaToB, MPEJIOTBPAIIAIONINX WK 3aMeIsdonux nporpeccuio BIT.



