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Bokopoit ammorpoduaeckuii ckiiepos (BAC) — Hensmednmoe HeitpoierenepaTuBHoe 3a00J1€-
BaHUe C JiereHepaliieil BEpXHUX U HUYKHUX JIBUTATEILHBIX HefipoHoB, B 5-10% ciydaes HocsIee
HACJIeJICTBEHHbI XapakTep. [lokazano, uro myrantnas dopma beska FUS, B HopMe nmerorero
SJIEPHYIO JIOKAJIN3AIUIO U criocoOHocTh K cBa3biBanuio ¢ PHK u JITHK, npu nakorienun B 1u-
TOILJIA3ME B BUJIE arperaroB IMOBPEXKIACT MUTOXOHJIPUU, IIPUBO/IS K HAPYIICHUIO EJIOCTHOCTU
opraHe/lI U, Kak cjaejcTBue, cHumkeHuio cuaTe3a AT®. OpHako MeXaHU3MbI TAKUX HAPYIIe-
HUIT oCcTaloTCs Hem3BecTHBIMU. Vcxoms n3 yKasaHHBIX ocobenHocTeit matorenesa BAC, Becbma
AKTYaJIbHBIM sIBJIAETCS M3ydeHue paboThl 3jekTpoH-Tpancnopraoi nenu (DTIL) muroxonpwii
KJIETOK C 9KCIIpeccueil MyTanTHoit ¢popMmbl beka FUS.

B pamkax sKcrepuMeHTaJbHOIO UCCIeI0BaHUS B PADOTE UCIIOIb30BAIN [IEPBUIHBIE CMEITAH-
Hble HEHPOH-TJIHAJIBHBIE KYJIBTYPhI KOPbI TOJIOBHOTO MO3Ta, IOJIyYIeHHbIE U3 MBIITHHON MOJIE/N
BAC, skcnpeccupytommeit myTanTayio dopmy 6enka FUS[1-359](tg_ FUS[1-359]) u mbrmteit au-
koro tuna (WT) [2]. Panee namu Ob1I0 HOKA3aHO yBEJINYEHNE MUTOXOHPHAJIBLHOIO MeMOpaH-
soro norenrmana (AVm) u qucdynkinus [ kommnekca DTL] B narosornunsix kirerkax [1]. Tlo-
ckouibky I Komieke DT siBsieTcss OMHUM U3 OCHOBHBIX CafiTOB yTedku 3jieKTpoHoB n3 DT,
HaMU OBLIO TIPOBejieHO m3Mepenue ckopoctu npoaykinu APK ¢ momombio 308712 MitoTracker
Red CM-H2XRos. Bouto BeisiBieno, aro kimetkn mozgen BAC umesn MOBBIMIEHHYO CKOPOCTh
obpaszopanua ADK B marpukce muroxonapun — 170% ornocurensno kiaerok WT, HO npu uHrHI-
OUpOBaHUN KOMILIEKCA | POTEHOHOM ITPOUCXOJ/IMIIO CHUZKEHUE JJAHHOTO HapaMeTpa. JTO MOKET
rOBOPUTH O TOM, UTO HAKOIIeHne MyTaHTHOro Oeynka FUS wunjpyrupyer oOparTHbIil TPAHCIIOPT
971eKTpOoHOB Ha KoMiuteke | B DTl muToxoHIpuit, 9T0 KOCBEHHO MOJITBEPKIAETC U DOJIee BbI-
cokum ypoBHeM AWm u Beser, BeposiTHO, K moHmkeHHON mpoaykiun AT®. Takoit adpdexr
Bo3MoykeH npn uHrubmpoBarmu ATd-cuHTasbl, Hapyernax B pabore komiutekcos 11 n IV,
YTO MPEJICTOUT BBISICHUTH B JTAJbLHENINNX UCCIETOBAHUIX.

Pabora Boinosinena mnpu nogyiepzkke rpanta [Ipasurenscrsa Poccuiickoit @eeparun Ne 075-
15-2022-1095.
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