MosieKynfpHan reHeTuKa, KAeTouHasA
6ronorua n bruonHpopmaTrka

/IABOPATOPUA MOP®O/I0TUN U ®YHKLU MK KAETOYHbBIX CTPYKTYP

ViccnenoBaHme QyHKLMOHANbHOM ponu
BHYTPMALEPHOIO M1O3MHA

K Hacmoswjemy spemeHu nosyueHsl OaHHble, caudemesiscmsyrouiue 06 y4acmuu eHy-
mpusdepHoz0 dkmuHd U muo3uHa 1 (NM1) 8 pezysyuu 3Kcnpeccuu 2eHo8. YCMAHos/1eHd
UX €843b C XPOMAMUHPEMODYUPYIOUUM KOMNIEKCOM U MPAHCNOpmMupyembimMu 8 a0pe
PHM-yacmuyamu. [okasaHo, Ymo 0ba 6es1ka mpebyromcs 0419 MPAHCKpUNuuU € y4yacmu-
em PHK-nosumepasel I, npu smom akmuH 808/1e4eH 8 accoyuauuto PHK-nosiumepasei

¢ npomomopom z2eHa pubocomarnsHoli PHK (pPHK). M3g8ecmHo, umo akmuH Koonepamus-
HO C853bI8aeMCs C MUO3UHOM, U NOCAedytowue SKCnepumeHmbl 8bI88U/U Npucymcmeue
amux 6e/s1K08 8 cocmase NPepubOCOMHBIX 60S cybbeOUHUY, 8 S0pe U 86/1u3u adepHoll
060/104KU. IMO NO380/1U/10 NPedno10ucUMb, Ymo NM1 yuacmasyem 8 6uozeHese pPHK,

00HAKO YemKUX 00Kd3dme/1bcme 3mozo nosy4eHo He bbl/10.

LleAb HacTOAIIETO MCCACAOBAHNS, TPOBEACHHOTO COBMECTHO C TPYTINON LIBEA-
CKMX yueHbIX 13 KapoAMHCKOro MHCTUTYTA, — BBISICHUTD BO3MOXKHYIO POAb MUO3MHA
B cunrese pPHK, co3pesanny npepnboCoMHbIX CyObEAVHNLL M UX TPAHCIIOPTE U3 SIA-
PBILIKA K SIAEPHBIM [IOPaM AAsI TPAHCIIOPTA B LmTonAasmy. Ha kyabrype kaetok Hela
¥ PAaHHUX OOLIUTAX KCEHOIYCA C UCIIOAB30BAHNEM KOMIIAEKCA MOAEKYASIPHO-01OAO-
TMYECKNX M MMKPOCKOITMYECKNX METOAOB MOoKa3aHo, uTo NM1 BXoAuT B cocTas 16S
1 28S cyobeannny pPHK 1 He cBsi3an ¢ cunresom 5S nipe-PHK. Briepsbie ycranoBaeHo,
uro NM1aekapupyer akTHCOAepsKaliyie pUAAMEHTSI (), IPOHMU3BIBAIOLME BHY TPU-
AAEPHOE POCTPAHCTBO. PaHee MBI BIiepBbie TPOAEMOHCTPUPOBAAN TOCACAOBATEABHDIC
craanu TpaHcniopra MPHIT uepes sizepHbie OpbI 1 CBsI3b 3TUX PUAAMEHTOB € OaCKeT
CTPYKTYpaMu siAepHBIX IOp. Bpicokopaspeluaolas CKaHUPYIOLast IMMYHO-9ACKTPOH-
Hast MMKPOCKOIINsI T03BOAMAQ OOHAPYXUTD pucyTcTBre NMI Ha BepXylukax Oacker
CTPYKTYP HOPOBBIX KOMITAEKCOB (6).
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Kuceneea EneHa BaadumuposHa
KaHOUOAM bUO/102U4eCKUX HaYK,
8edyujuti Hay4Hbllt compyOHUK

IpoBeAeHHbIE MCCACAOBAHMSL BIEpBble YETKO IPOAEMOHCTPUPOBAAY B YCAOBUSIX  CgasbisaHme Ab k NM1 ¢ 6ackeT
in vivo,uto BHyTpUsAepHbIit MuosuH NM1cssaspizaeTcs B sapbiuike ¢ pPHK Tpanckpun-  crpyktypamu agepHbix nop

TAMU HA CTAAMM SAOHTALIMN U CONIPOBOXKARET Tpe-pPHIT cybbeArHULBI HA BCceM TTyTH
VIX TIEPEMEILIEHYSI BHYTPU AP OT MECTA CUHTE3a K SIAEPHBIM [IOPaM, Yepes KOTOpbie
9T YACTULIBI SKCIIOPTUPYIOTCS (B).

B 6yAyLLIeM MAQHUPYETCA TIPOAOAKUTD U3YYEHNE POAN BHYTPUSIACPHOI'O aKTVHA VI MU~ U,V'TOH/"EB Ma

031Ha B CUHTe3¢e, O1oreHe3e 1 TPAHCIopTe PYHKLIMOHAABHO 3HAUMMBIX BHY TPUSACPHBIX
AOMEHOB. DTU NCCACAOBAHVISI TO3BOASIT HOAYYUTb HOBBIE AQHHBIE O (PYHKLIMOHAABHOI
OpraHu3aLIMM 1 AMHAMIMKE QPXUTEKTYPbl MHTEPPAZHOTO SIAPA 9YKAPUOT.

IMnoTeTnyeckaa Moge b B3anMOoAeNCTBUA BHYTPU-
AAEPHOrO M1O3MHA (MeCTa ero /I0Ka/m3aLmm
B Aipe OKpaLLIeHbl B 3€/1eHbli LyBeT) ¢ pubo-
comHoi PHK, cybbeanHuamm pubocom
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