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Llenv pabomwr: bokopoli amuorpoduueckuii ckiepod (BAC) — Tsbkenoe HEHWPOJETeHEPaTUBHOES
3a0oyieBaHre, TIPU KOTOPOM MPOUCXOAHUT HeoOpaThMas TMOels MOTOPHBIX HEHPOHOB, MPHUBOISIIAS K
MIPOTPECCUPYIOMIEMY TMapajndy W HEeMHHyeMOW cMmepTu mnaruenta. Dokyc MociIemHUX HCCIeIOBaHUN
HanpabiieH Ha u3yueHue PHK-cesaswpiBaromux OenkoB, Takux kak FUS u TDP43, myTtanuu B KOTOpPBIX
MIPUBOMAT K arperanuu OenkoB, a Takxke HapymeHnuio PHK-metaboamsma. [Ipu sToM HescHO, Kakoit u3
JTAHHBIX MEXaHM3MOB UTPAET MEPBUYHYIO POIJIb B Pa3BUTHH MATOJIOTHYECKOTO mporecca. /st oTBera Ha
3TOT BOMpPOC, MBI TPOBEIM CPAaBHUTENBHBIM aHATU3 O3KCIPECCHHM T€HOB B JHWHAMHUKE pa3BUTHUS
MPOTEUHONATUH Y TpaHCTeHHOH MbiuHOM Moaenu FUS(1-359).

Memoowi: IuddepeHIHaIbHyI0 SKCIPECCHIO U ATbTEPHATHBHBIN CIUTAWCHHT aHAM3UPOBAIH ITPH ITOMOIITH
cexBenupoBanus MPHK Tkanei crimHHOro mosra ¢ momomieio cekBeHaropa Illumina NextSeq 500, c
mocienyromieii OnonHbopMaTHuecKoii 00padbOTKON JaHHBIX. Arperanuio 0€IKOB BBISBISUIA C ITOMOIIBIO
METOJla UMMYHOTHUCTOXMMHUH, BU3YaJTU3UPOBAIN METOJOM KOH(OKaTHLHOW MHUKPOCKOIHH, HapyIICHUE
JIBUTATEIHHON aKTUBHOCTH aHAJIW3WPOBAIM C WCIOJIB30BAHHEM CHCTEMBI peructpanuu moxonku Noldus
Catwalk XT.

Pezynomamer: PanHue nposBiaeHus MPOTEMHONATHH, IETEKTHPYEMbIEe B €TMHUYHBIX HEWHPOHAX y MBIIIEH B
Bo3pacte 90 mHEH, MPOTEKAIOT OECCHMIITOMHO W COMPOBOXIAIOTCS M3MEHEHUSMH B alTbTEPHATUBHOM
CIUTaliCHHTe, 3aKIII0YaBIIMMUCS TPEXK/Ie BCEro B yAepKaHUM WHTPOHOB B TPAHCKPUIITaX MOTOHEHPOHOB
cnuHHOrO Mosra. OHAaKO yke 4epe3 Mecsl] NPOTEMHONaTvs JaBMHOOOpA3HO HapacTana, MPUBOIS K
MacCIITa0HBIM MU3MEHEHUSM B TPAHCKPHUIITOMHOM Tpoduiie KIETOK CIIMHHOTO MO3ra. /laHHBIE N3MEHEHUs
BEIPQXAIOTCSI B AaKTUBAIIMH IPOBOCHAIMTENFHOTO (EHOTHUIA MUKPOTIMH W HapylieHue (QyHKIUU
AIETHIIXOJIMHOBBIX CHHAIICOB B MOTOHEHpPOHAX.

Bv16006bi: 13MeHeHs TPaHCKPUIITOMHOT'O ITPpodHIIs B TKAHIX ciiHHOro Mo3ra rpu FUS-onocpenoBannoi
MPOTEMHONATHH, HAYMHAIOIINECS Ha MPECUMIITOMATUYECKONW CTAIUK M MPHOOPETAOT JTABHHOOOPa3HBIH
Xapakrep yke uepe3 1 Mmecsil, 4TO MPUBOAUT K MAacCCHBHOW TMOETN MOTOHEHPOHOB CIIMHHOI'O MO3Tra U
cMepTH Mbleid. JlanpHelne MccaeJoBaHusl CHCTEM KIETOYHOW ajanTallid, Halpumep, yOMKBUTHH-
MPOTEACOMHOM CHCTEMBI TIO3BOJIST PACHIMPUThH Hammm npezctaBieHuss 0 BAC ¥ W3y4nuTh BO3MOXXHOCTH
TapreTHOW Tepanuy 3TOro 3a00JIeBaHUs.

bnacooaprocmu: Pabora mopnepxkana rpantom llpesupenta PO MK-3316.2019.4 u rpantom POOU
Ne 20-34-90028.
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