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Ounamun C, xomupyemsiii reHoM FLNC, urpaer KIO4eByIO poJib B TOAJAEPKAHUM CTPYKTYpPHOU
LEJIOCTHOCTU capkoMepa. Ero wmyranum accouuMpoBaHbl C Pa3IMYHBIMA MHONATHAMH U
kapauomuonarusmu. Hapymenue dynkiun FLNC npuBoauT kK M3MEHEHUSIM KaJbIIMEBON AMHAMUKU
U KJIETOYHOT'O JBIXaHUS M3-3a JA€30praHu3allii LUTOCKeNeTa U MOBPEXKACHUS B3aUMOCBA3EH MEXIY
CapKOIIa3MaTHYECKUM PETUKYIYMOM, MUTOXOHIPHUSIMH U KJII€TOYHON MEMOpPaHOI.

Mytamnun FLNC MoryT mpoBoIupoBaTh 00pa30oBaHUE MATONOTHIECKUX OCNKOBBIX arperaros,
KOTOpBIEC HapYIIAIOT MPOLECCH ayTo(haruu U BHYTPUKIECTOUHOTO TPAHCHIOPTa. ITO, B CBOIO OYEPEab,
MOJKET BIMATH Ha NPAaBUIbHYIO JIOKAJIN3ALUI0 HOHHBIX KaHAJIOB U U3MEHATH 3KCIIPECCHIO IOTEHIIHA-
3aBHCHUMBIX KaHAJIBHBIX OEJNKOB, YTO TMOTEHIIMATBHO MPUBOJAUT K HapymieHuto auddepeHnnpoBku
KapAMOMHUOLIUTOB, PA3BUTHIO PECTPUKTUBHON KapAHMOMHONATUU U aPUTMOTCHHBIX HapyLICHUH.

B ®OIBY «HMHUIL wum. B.A. AnmazoBa» OblT 0O0CIENIOBaH MAIMEHT C PECTPUKTUBHOM
KapIMOMHUOIATHEH W JHUCTANTBHON MHUOMaTHEeH Ha (GoHe mucceHc-myTau A1186V B rene FLNC B
10 nomene. IlomydeHHbIC OT MAIMEHTA M 3I0POBBIX JIOHOPOB KJIETOYHBIE JTUHUHM WHAYIIUPOBAHHBIX
IUTFOPHUITOTEHTHBIX CTBOJIOBBIX KJIETOK denoBeka Aud(depeHInpoBatnuch B KapauoMuonuTel (KM-
ullCK) na nmpotsokennu 45 nHeil. Bbun vccneoBaHbl KaabIIMEeBbIE TPAH3UCHTHI, WHIyIIUPOBaHHBIC
ANEKTPOCTUMYIISIIIHEH, C HCIIOTB30BAHNEM KaBIIMHA-UyBCTBUTEIBHOTO (TyopeCcIieHTHOTO 30H1a Fura-
2AM Ha ycranoBke lonOptix (IonOptix, USA) u meno-onocpenoBaHHbIA BXO HA OHE XUMUYECKOM
crumymsitun taricurapruaoM. st KM-ullCK ¢ mytammeit FLNC A1186V xapaktepHO YMEHBIIICHHE
aMIUIUTY[bl Ha 32% U yBeIMUYEHHUE AIUTEIbHOCTH KalbLIUEBOIO TpaH3ueHTa Ha 21% 1o cpaBHEHUIO
¢ KM-ullCK 310poBBIX IOHOPOB. BBIIO 00HApYKEHO YMEHBIICHHE CKOPOCTH BHICBOOOKICHHUS
n BoccraHoBieHus Kaiblus Ha 40% mno cpaBHenuto ¢ KM-ullCK 3m0poBbix goHopoB. [lemno-
OIOCPEOBAaHHBIN BXOJ Kalblus Obul cHWKEH Ha 34%. IlonydyeHHble 1aHHBIE CBUIETEILCTBYIOT O
IpyOBbIX HAPYIICHHUSIX KaJIBIIMEBOI0 TOMEOCTa3a y KapAuoMuonuToB ¢ MmyTtareir FLNC, uto, BeposiTHO,
CBSI3aHO C HapyIIECHHOH A (hepeHINPOBKOI.

Dunancuposanue: Viccnenosanue noaaepxano rpantom PH® Ne 25-15-00552.
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