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Pecrpukrusnas kapauomuonarusi (PKMIT) — sro opdannas narojaorus Muokapia, Xapak-
TEPU3YIONMIAsICS PUTHIHOCTHIO CTEHOK YKEJIYJA0YKOB U gauacTtomdeckoit aucdyakimeit. PKMII
JaCTO CBf3aHA C MYyTAIMSAME I€HOB, KOJMPYIOMMX OEJKU IUTOCKeJeTa WM capkoMepos [1].
OtauMm u3 reHoB, accoruupoBanubix ¢ PKMII, siBiistercst TeH roMOIUMEPHOTO aKTHH-CBSI3bIBA-
forriero 6eska dbumamuna C — FLNC' [1,2].

VnobHoit Mojesbio jiid n3ydenus mnarorenesa PKMII apisgiores KapImOMUOIUTEI, MOJTy Y-
eMble n vitro ImyTéM HalpaBjeHHOH 1uddepeHInpPOBKY WHIYITUPOBAHHBIX ILIFOPUIIOTEHTHBIX
crBosioBbix KieTok (MIICK) manuentos ¢ nnarnosom PKMII [3]. B marmeit taboparopun panee
nostyaenbl UTICK jmanmit ips-fill4, ips-fil23 u ips-fil24 u3 ¢hubpobdiacTos marumerTa ¢ rerepo3n-
rorHoit MyTtarmeit ¢.7416 7418delGAA B rene FLNC. B xapaumoMuorurax JaHHOTO MTAIldeHTa
IIpe/IIoJIaraeTcsd KOMIIEHCATOPHOE ITOBBINIEHNE SKCIIPECCUN aJuiesid jaukoro tuna rexna FLNC
JIJIT BOCIIOJIHEHHSI HeJI0CTaTKa MOHOMEPOB OeslKa HOpMaJbHOro crpoenus. Ilenmbio HacTosImero
UCCJIEJIOBAHUS SBJISJIACH OIEHKA COOTHOIIEHUS SKCIIPECCUN AJLIeN IS JIUKOTO TUIIA U MYyTaHTHOTO
asutesist (wt/mut) rena FLNC B KapIuOMHOIUTAX U JPYTUX HAIUEHT-CHEIMUIHBIX KJIETOY-
ubrx pon3BogHbix UTTCK muamit ips-fill4, ips-fil23 u ips-fil24. OcHOBHBIM MeTOIOM UCCIETI0BA~
Hus ciyzkuaa kogmdecreerrass OT-TIHP ¢ ucnonbsoBanmem ajieb-criennUIHBIX TPod TUIA
TagMan.

Awnanus coorHorenust skcpeccun ajiesneii wt/mut rena FLNC B UTICK jyunuit ips-fill4,
ips-fil23, ips-fil24 u B moyYeHHBIX U3 HUX KAPIUOMHOINTAX, HEHPAJIHHBIX KJIETKaX-IIPEIITe-
CTBEHHUKAX, KJIETKAX JIC(OUHUTUBHON SHTOAEPMBI 1 (hUOPODOIACTONOTOOHBIX TPOU3BOHBIX OTIPO-
Bepr IePBOHAYAJILHYIO TUIOTE3y O TKAHECTEIU(PUIHON MOBBINMIEHHON SKCIIPECCUN aJjiiesisi JTu-
koro Turia rena FLNC. B nonydennoit Hamu Kjerodnoit mojenun PKMII B kapanomuormrax
narueHTa He HaOJIIOJAeTCd 3HATUTEILHOTO ¢aBura kcipeccun reda FLNC B cTOpoHy KaKoro-
JiOO0 U3 aJjuiesieil: MyTaHTHOTO WX JIMKOTO Tulia. B jmajbHeiineM HaMu IJIaHUPYeTCs TPOBe/ie-
Hue anajgorndubix nccaenopanuit mann VUITCK toro ke marmuenTa, He3aBUCUMO TIOJTYI€HHON B
CIIA. UccrieoBatne BBITOIHEHO 3a cdyer rpanTa Poccuiickoro HayaHoro dona (mpoekt Ne23-
25-00456).
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