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MuozkecTBeHHast SH10KpUHHAA Heottasus 1 Tuma (MOHL) - 910 ayTocoMHO TOMUHAHTHBIL
HACJIEJICTBEHHBII CUHJPOM, MPU KOTOPOM HAOIONAETCH TUIEPIIA3Usd WU 3JI0KaYeCTBEHHAs
TpaHchopMalius cpa3dy HECKOJIbKUX SHIOKPUHHBIX 2Kejie3. B OoJIbIIMHCTBE CIydaeB y MHaliy-
earoB ¢ MOH1 obnapyxkusatorcss myrtanuu B reie MEN 1, ofiHaKO MOJIEKY/ISIPHBIC MEXaHU3MBbI
Pa3BUTHUsI JAHHOI'O CHHJIPOMA JI0 CHX IIOP HE SICHBI BBUJIY HEUETKUX T€HOTHUII-(DEHOTUIl KOPpe-
saruit. lepcneKTHBHBIM MOIXOJOM SBJISIETCS CO3/IaHNe M30T€HHBIX KJIETOYHBIX JIMHUM, MOJie-
JIIPYIOIINX 3a00JIEBAHNE, C TIOMOIIBIO TexHoIornn reHoMHoro pegakruposanns CRISPR/Cas9.
Cucrema CRISPR/Cas9 maer BO3MOXKHOCTH UCIIPABATEH MYyTAIUIO OJ1arojapst BHECEHUIO B KOH-
KPETHBII yIACTOK IeHOMA JIBYXIIEIIOUETHOIO Pa3PhIBa, KOTOPBI 3aTeM MOXKET ObITh pPerapupo-
BaH II0 MEXaHU3MY MOMOJIOTHYHO pekoMOuHaImn [2].

Henpio janHOl pabOTHI OBLIO CO3/IAHUE TEHETUYECKUX KOHCTPYKIIM, SKCIPECCUPYIONINX
komronenTbl cucreMbl CRISPR/Cas9, jyist ucnipasiennsi myranuu B rene MEN 1. Mogemnbio
JIJIs TEHOMHOT'O PEJIAKTUPOBAHUS U CO3JIaHUsI M30I'€HHON CHCTEMbI CJIYXKUJIU KJIETKU ITaIlueH-
ta ¢ guaraozom MOHI1, y koToporo Oblia obHapy»KeHa OJHOHYKJ/ICOTU/IHAS 3aMEHa B 9K30HE
9 rena MEN 1. Ha niepBom 3tarte paboThl OblIa MpOaHAJIU3UPOBAHA ITOCIEI0BATE/IHHOCTD Ie-
Ha ¥ BeIOpaHbl Tpu norenimaababie Mutrenn st cucreMbl CRISPR /Cas9. C ucnosnbzoBanuem
oronHMOPMATUIECKUX PECYypPcoB ObLT NpoBeseH u3aitn nanpasiadommux PHK. [laree coor-
BETCTBYIOIIUE OJIUTOHYKJICOTHIbI ObLIN KJIOHMPOBAHKI 110/ KOHTPOJIb IIpoMoTopa U6 B BeKTOD,
conepkaruii red Cas9. 3arem nocpeacTBom cekpernpoBanus miazmuauoi JTHK mbr npoanasm-
3UPOBAJIN KJIOHBI TpaHchopMaHTOB F. coli Ha Hajudue BCTaBKH, T.e. clieiicepa HaIpaBJIsSIONIei
PHK. B pe3ynbrare ObLIM MOJIyYeHbl TPU KOHCTPYKIHH, SKCIIPECCUPYIOIINE COOTBETCTBYIOIIHE
nanpasJsiomue PHK, npegnasnadennsie jiia pegakrupoBanusg myTtamnuu B reae MEN 1.

B nacrogimee BpeMsi MbI IPOBOJIUM OIIEHKY 3(DMEKTUBHOCTU U CHENUMUIHOCTH PabOTHI TO-
JIYIEHHBIX M€HEeTUIEeCKUX KOHCTPYKIINIT Ha KyJIbTypax KJeTOK. B jaJibHeiiieM OyaeT BbIOpaHa
ONITUMAJIbHAsT KOHCTPYKIINS U TIPOBEJICHO PE/IAKTUPOBAHNE MAITMEHT-CIIEIIN(DUIHBIX KJIETOK, MY-
TaHTHBIX 110 reny MEN 1 ¢ ucnojb3oBaHueM JOHOPA JJIs TOMOJIOTHYHON pekombuHarmu. [Tosry-
YeHHas CICTeMa M30Te€HHBIX KJIeTOYHBIX JIMHI TOCTYKAT PeIEBAHTHOM MOJIEJIBIO T N3y YeHUs
MOJIEKY/ISIPHO-TEHETHYECKIX MEXaHU3MOB pasBuTus cunapoma MOHI.
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