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AKTyaZIbHOCTb L€  WUCCHAe[0BaHHWS He  BbI3bIBAET COMHEHHUH. DBOKOBOW
aMuoTpoduYeCcKUl CKJIepo3s, BJiseTcs 3a60/ieBaHUEM HEPBHOM CUCTEMbI, KOTOpPOE OpaXkaeT
HEpPBHblE KJETKU B TOJIOBHOM WU CIMHHOM Mo3re. COCTOSIHME MallMeHTOB YXYAIIAeTCs C
TeyeHHUEM BpeMeHU. ToyHasi NpUYMHA 3a00JieBaHUSI [0 CHUX [Op HEU3BECTHAa, OJHAKo,
npuMepHo y 10% nroped ¢ 6OKOBBIM aMuOTpoduyeckuM ckjaepo3oM (BAC) MoxHO
ONnpeeJUTh TeHETUYECKYI0 MPUYUHY C OOJIBIIUM KOJWYECTBOM BOBJIEYEHHBIX reHOB. [Ipu
3TOM J,0CTAaTOYHO MHOTOYUC/I€HHblE HEJJaBHYE T€eHETUYECKUE OTKPBITUS NPEAI0JaralT, YTOo
Hacne cTBeHHble popMbl BAC 6oJiee pacnipocTpaHeHbl, YeEM CUUTANIOCh paHee.



B HacToslee BpeMsa He cyuiecTByeT 3pdeKTUBHOrO JiedeHUsl UJIU JiedeHHUs, KOTopoe
MOeT 00paTUTh BCNATH ylep6, BbiaBaHHbIA BAC. HakonsieHHble Hay4YHble laHHbIE, I0KA, He
N03BOJIAIOT U3JIeYMBATh 3TO CMepTeJIbHOe 3ab00/IeBaHUe.

BAC cuuTaeTc MyJbTUCUCTEMHBIM PACCTPOMCTBOM, KOTOPOE MOXKET COMPOBOXAATbCS
HEMOTOPHBIMU CUMIITOMaMH, TAKMMM KaK I[OBeJleHYeCKHe U KOTHHUTHBHblE HapylleHHUd, U
JlaXKe MPOABJIATBCA KaK IepeKpeCcTHbIM CUHAPOM C IPU3HaKaMU JT0OHO-BHCOYHOM JleMeHI MU
(JIB/1), o6Hapy:KeHO, YTO aHaTOMUYeCKUe U QYHKIHUOHAIbHbIe nopaxkeHHs npu BAC BbIxoasaT
3a paMKM IpeleHTPaJbHOM KOpPbl M KOPTUKOCIMHAJIbHBIX TPAaKTOB, MOTYT BKJ/OYaThb
MO30JIMCTO€e TeJlo, JOOHYI0, CEHCOPHYI0 M NMPEMOTOPHYIO KOpPY, TajJaMyC U JApyrue OTZeJibl
rosioBHoro Mmosra. I[losatomy Mopdosiornyeckue ucciae0BaHUSA CTPYKTYyp JIMMOHUYEeCKOH
CUCTEeMBbI Ha TPaHCTeHHBIX >KUBOTHBIX MO/ieJIsIX 3a00J1eBaHM S, HECOMHEHHO, aKTyaJ/IbHBbI.

HayyHaa HOBH3HaA pe3y/sbTaTOB He BbI3biBaeT COMHeHUH. [losiydeHbl KOJIMYeCTBEHHbIE
NOKa3aTeJd HelpoJereHepaTHBHBIX WU3MEHEHHUH B CTPYKTypax JUMOUYECKOW CHUCTEMBbI Yy
MblIlIe} € TUIepIKcnpeccren 6eJIKOB TemoBoro moka cemerictea HSP70 B dopme HSPA1A u
JKCIpeccuell MyTaHTHOro 4esjoBedyeckoro Oenka FUS ¢ TpaHcaokayguenn [1-359],
cBouictBeHHOUN A BAC. O6Hapy»eHO, 4TO OJJHOBpeMeHHOoe NpucyTcTBue 6eska HSPA1A
BMecTe ¢ MyTaHTHbIM OesnkoM FUS [1-359] B nuTomjiasMe KJIeTOK HEPBHOM TKaHU B
CTPYKTYpax JIMMOWYECKON CUCTEeMBI COMPOBOXK/JAETCS MEHbLIMMHU HelpoJereHepaTUBHbIMHU
M3MeHEeHHUAMH, YeM IIPU U30JIMPOBAHHOM 3Kcnpeccur MyTaHTHoro FUS.

[IpakTHyeckasds 3HAYMMOCTb pPe3yJIbTATOB BbICOKAas, TaK KaK IPOJAEMOHCTPHPOBAHBI
onpejieieHHble MaTOJIOTHYeCKHWe HW3MeHEeHUs B JIMMOWYECKON CHUCTeMe B TpPaHCTreHHOU
*kUBOTHOM Mojgenn BAC, a Takxe cJesaHO O0OOOCHOBaHHOE TMPEJINOJIOKEHUE, YTO
runepakcnpeccuss HSPA1A gBsisieTcs NOTeHLIMAIbHBIM CIOCOO0M 3aMeiIuTh pa3BuTre FUS-
BapuaHTa BAC. Pe3ysbTaThl pacliMpAOT NpPeACTaBJeHUs O BO3MOXHOCTAX JedeHUs BAC,
TepaneBTUYECKOr0 HCIOJIb30BaHUA OEJIKOB TENJIOBOr'O0 LIOKA M CTpaTerui BJHUSAHUA Ha UX
9KCIpPecCUIo.

CTaTbsl COOTBETCTBYeT NIpaBUJIaM 3TUKHU NPOBeJleHUs UCCIeOBaHUU U NyOJIUKALUU UX
pe3ysibTaToB. MaTepuasibl U METOABI UCCIEJOBAHUN COOTBETCTBYIOT IIOCTABJEHHOH LiesIH. 3a
nociefHee JecATugeTHe o06JiacTb u3ydyeHUsd BAC 3Ha4YuTe/bHO MNPOJBUHY/JACh BIEpes
6sarofapsA OBICTPOMY Mporpeccy B IOHMMaHUM TeHEeTUYeCKOHM apXUTEeKTYpbl U
naToPu3nOJOTUYECKMX MEXaHHW3MOB 3a00/ieBaHUSI 3a CYeT pa3pabOTKU HaJEXKHBbIX,
NPUTOAHBIX [JJI1 HCIOJIb30BaHUA JIOKJIMHUYECKHUX MOJIeJIbHbIX CUCTeM. /[IBOlHBbIe
TpaHCTeHHble MBIIIU B UCCIe0BAHUN — CBU/ETEJbCTBO CAaMOTO COBPEMEHHOI'0 U BBICOKOIO
YPOBHSI TEXHUKH NP BbINIOJIHEHUH UCCJIe;,OBAHUS.

3akJito4eHHe 060CHOBAHHO W He NMPOTHUBOPEYUT U3BECTHBIM NpejcTaBaeHusM o BAC u
aJleKBaTHBbIX JKUBOTHBIX MOJeJsAIX 3TOro 3aboJsieBaHUA. Mcnosb3oBaHMe Hay4yHOU
TEPMHHOJIOTUU U €e COOTBETCTBUE MPHUHSATON B paccMaTpMBaeMOW 006/1aCTH 3HAHUM He
BbI3bIBAIOT 3aMeYaHHUH.

BanuJHOCT M HOBHU3HA BBIOPAHHBIX JIMTEPATYPHBIX HWCTOYHMKOB HE BbI3bIBAIOT
Bo3paxkeHUU. MoxxHO yyecTb muHopManuto Mead, R.J., Shan, N., Reiser, H.]. et al. Amyotrophic
lateral sclerosis: a neurodegenerative disorder poised for successful therapeutic translation.
Nat Rev Drug Discov 22, 185-212 (2023). https://doi.org/10.1038/s41573-022-00612-2.
Iles10CTHOCTb ¥ HEIPOTUBOPEYMBOCTb TEKCTA PAOOTHI, CTHUJIb U3JI0’KEHUS U YPOBEHb PYCCKOTO
s3bIKa — 6e3 3aMeYaHUH.
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AKTyaJIbHOCTb WCCJIe[JOBAaHUS U HayyHasd HOBMU3HA €ro pe3yJbTAaTOB He BbLI3bIBAET
COMHEHMUH.

PaboTa npoBeZieHa B COOTBETCTBUM C MPaBUJIaMU 3TUKU NIPOBeJleHUs UCCTIe0BaHUHN U
ny6JMKaLUu UX pe3yJbTaToB. MaTepuasibl U MeTOAbl COOTBETCTBYIOT IOCTAaBJIEHHOM LieJsIH.
3akJIl04ueHre JOCTaTOYHO 060CHOBAHO.

3aMevaHus (MoXeaHUs ):

1. B craTbe, NIpyu CpaBHEHUHU OTJIMYUH MeXAYy rpynnaMu B pyOpHKe «pe3yJsbTaThbl
UCCIe/JOBaHUA», aBTOPAaMU MCIHOJb3yeTCd TEPMUHBI: «ObLJIO MeHbIle», «OOoJIbIIe,
«CHIDKAJIOCh», «YBEJWYMBAJIOCh» 6e3 yKa3aHUs YHCJIOBbIX 3HAYEHUH (MM YTOYHEHHUS «BO
CKOJIBKO pa3»), 4YTO B CBOIO OYepe/ib YAYyULIUT BOCIPUSATHE U TIOHUMaHUe MaTepHaJa.

2. He coBceM noHsATHa HEOOXOAUMOCTb BKJIIOUEHUS B PYOPUKU CTATbU «aKTyaJbHOCTh

UCC/ieJOBAaHUSI» U «MaTeprasibl U METOAbl» PUCYHKOB (CxeM), He 00J1aZjal0liuX HOBU3HOM,
OPUTMHAJIbHOCTBIO U HAIVIAZAHOCTBIO MaTepuasa. B yacTHocTy, puc 1, oTpakarolui MexaHu3M
B3aMMOJENCTBUA, He 00/1alaeT HOBU3HOM, OpPUrMHAJbHOCTbIO, He  COAEPXKUT
MHPOPMAIIMOHHON COCTaBJIAKINEH, A TOJBKO «3aHUMaeT MeCTO B CTaThbe» U 00J1aJlaeT
byHKUMEN «TpUyKpallIMBaHUs paboTbl». PeKOMEH/10BaHO yJa/IUTh U3 TEKCTA CTAThH.
Puc 2. - Kak npaBusio, cxemaThuuHoe (rpaduyeckoe) oTobOpakeHUe Av3aliHa UCCeJ0BaHUSA
SIBJISIETCS HEOOXOAMMbIM B HAYYHOM JI0KJIaZle UJIK TEKCTe JUCCEPTALlMOHHOr0 UCCIeJ0BaHMUSL.
B faHHOM ciy4yae - 3TO Hay4yHas CTaTbsl U JeMOHCTPUpPYyeMbld rpadudecKkuid MaTepuas
SIBJIIeTCS JIMIIHUM (y4UThIBasA HaJlMyMe Bcel MHPOPMaLMU B TEKCTe PYOPUKU «MaTepraJbl U
MEeTO/bI») U U3OBITOYHBIM. PeKOMeHAyeTCs yAalUTh JAaHHbIM PUCYHOK M3 TEKCTa HAy4YHOU
CTaThbM.



