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Ha aBTopedepaT AMccepTALHH HA CONCKAHUE YUeHOIl CTeleHH 0KTopa
Ouosoruyeckux Hayk A.A. Ycerorosa «CTparternsi oucKa npenaparos 1JIsi JIe4eHus
HelpoJereHepaTUBHLIX 3200/ 1eBAHHIT HA 0OCHOBE TPAHCT€HHBIX KJIETOYHBIX H JKHBOTHBIX

MojeJied nporeHHonaTuin (cneunaabHocTh 14.03.03 — naTostorndeckas ¢puzmoiorus)

Huccepramus A.A. VcTioroBa TOCBSIIEHAa akKTyalbHOW mpo0jeMe — H3Y4EHHIO
MOJICKYJIIPHBIX MEXaHHU3MOB IIaTOr€He3a IMPOTEHHONATHH M TOUCKY HOBBIX MEPCIEKTHBHBIX
JICKapCTBEHHBIX CPEICTB Ul TEPalldd COOTBETCTBYIOINMX Marosioruél. HeliponereHepaTHBHBIE
3a00JIeBaHus, CBSI3aHHbIE C HApyIIEHUEM arperaiyy onpeeeHHbIX OeIKOB, TaKhe KaK 00JIe3Hb
ITapkuncona, Gone3np Anblreiimepa, 60KoBoO#H amMHOTpoduUecKoil CKIepo3 U Jp.. 0 CHX IOp
SBJISIFOTCS. HEW3JICYMMBIMH, YTO CYIIECTBEHHO IOBBIMACT (YHIAMEHTATbHYIO M MPUKIAIHYIO
3HAYUMOCTD IIPEICTABICHHBIX HCCIICOBAHHIA.

Hosusna nanno#i paboTel 3aKiIi04aeTcss B MPOAYMaHHOM H KOMILIEKCHOM MPUMEHEHHH
NOAXOA0B TPAHCIAUMOHHOM MeauuuHbl. Tak, aBTOpoM OBUIM cO34aHBl H  TOAPOOHO
OXapaKTepHU30BaHbl TPAHCTEHHBIE 1 VIitro W in Vivo MOJEIW TNPOTEHHONATHH, KOTOphIE B
JanbHERIIeM ObUIM MCIOIb30BAHBI AJIS1 CKPHHUHTA ITOTEHIUAIBHBIX JIEKAPCTBEHHBIX BEIIECTB C
HEWPOIIPOTEKTOPHBIMHM CBOMcTBaMH. HeobxoauMo OTMETHTh, uTO 3Ta paboTa BBIIOJIHEHA C
IIPMMEHEHHUEM CaMOI0 IIMPOKOI0 CHEKTpa COBPEMEHHBIX METOJIOB, aI€KBATHBIX IIOCTABIIEHHBIM
3anayam. Ocoboe BHUMaHHe obpainaeT Ha ceds noapoOHas U BceoObeMITIOIas XapakTepUCTUKA
paspaborannoi TpancrenHod Moaemn AFUS(1-359) 60xoBOro aMHOTPOGHIECKOro CKIEPO3a y
MBIIIEH, TI€ COYETAIOTCS IMOBENEHYECKHE, OMOXUMHYEecKue, MOpP(HOIOrHuecKue, KIETOYHBIE H
MOJIEKYJIIPHO-OMOIOTHYECKHUE METOIBI.

JlucceprannoHHyto paboTy A.A. YCTIOroBa MOKHO 0XapaKTepH30BaTh Kak MaciTabHOe
SKCIIEPUMEHTAIBHOE HCCIIEOBAaHUE, COCTOSAIIEE M3 B3aUMOCBSI3aHHBIX (YHIAMEHTAIBHBIX H
NPUKIaAHBIX pa3/enoB. OCHOBHbBIE MOJIOXKEHUS, BBIHOCHMBIE Ha 3alUTy, 00JIadal0T HOBHU3HOI,
XOpOIIO apryMEHTHPOBAHBI U OCHOBAHBI HA pe3yjbTaTaX, MOJTYYEHHBIX JTHYHO COMCKATEIEM HMIIH
IIPH €T0 HEMOCPEJACTBEHHOM Y4acTHH. B 4acTHOCTH, aBTOPOM HcCieI0OBaHHUS OBLIH H3y4eHbl Ha
KJIETOYHBIX MOJEJISX MyTaHTHBIE M30(OpPMBI CKIOHHBIX K arperanuu 6einkoB FUS u TDP-43.
IToryyennsle naHHBIe OBUIM MCIOJIB30BAHbI ISl CO3MAHUS JIBYX JIMHHM TPAHCTEHHBIX MBIIIEH C
SKCIpecCHell MyTaHTHOIO YyKopodeHHoro Oeinka FUS, Bocmpou3BOASIIMX BHTaTeIbHBIE H
KOTHUTUBHBIC HAPYIIEHHUs, XapaKTepHbIE Ul HelipoaereHepaTuBHbIX 3aboneBanuii. Kpome toro,
Oblia TOMydYeHa HOBas JIMHHMsS TPAaHCTEHHBIX MBIIIEHl C peryaupyeMoll SKchpeccued ambda-

CHHYKJICHHA, O3BJIAOMAas MOACIUPOBATh NAaTOJIOTHYECKHUE ITPOLECCHl MPHU CUHYKJIEHUHOIIaTUIX.




Ha paspaborannbix in vivo moaensx FUS-nporenHonatiii GbUTH MOKa3aHbI POCT KCIPECCHH
(akTOpOB MMMYHHOTO OTBETa, a TaK)Ke M3MEHEeHHe MeTabon3Ma COUHIOIUINIOB B CIIMHHOM
MO3Te MBIIIEH, HO HE B CTPYKTypaX rOJOBHOTO Mo3ra. Takxke, 0/iHa U3 pa3pabOTaHHBLIX MOJEIei
AFUS(1-359) O6pu1a mcmonp3oBaHa U ONEHKH M OTOOpa MEPCHEKTHBHBIX [UIS Tepamuy
HEWPOJICreHEPATUBHBIX 3a00J€BAaHUN JIEKAPCTBEHHBIX BEIIECTB — [POU3BOJHBIX IaMMa-
KapOOJINHOB.

BbIBOABI JIOTMYHO CJEAYIOT M3 MaTepuaia, HW3JIO0KEHHOTO B JIHMCCEPTAlMH, U
COTBETCTBYIOT LIEJIM M 3a/1a4aM HccienoBaHus. [IpakTuueckas 3Ha4MMOCTh pabOTHI HE BBI3HIBAET
HUKaKHX COMHEHHUH, IIOCKOJIbKY Ha pa3pabOTaHHbIE MOJETH H MX MPUMEHEHHE ObUIM MOIyYEHbI
HOy-Xay ¥ poccuickuii U MexayHapoaubii PCT mateHT, a oToOpaHHBIE HEHPONPOTEKTOPHBIE
BEIIECTBA YK€ YCIEIIHO PO UIIH MPOXOAST CTAIUIO JOKIMHUYECKUAX MCCIIEI0BAHMIA.

Marepuanel, Bomeamme B COCTaB AUCCEPTALMH, OTPAXKEHBI B 46 HAYYHBIX IMyOIHKALMAX,
U3 KOTOPHIX 31 cTaThsl HamewaraHa B JKypHauax, pekoMmeHmoBaHHbIXx BAK P®, a 16 crareii
OnyONMKOBaHBl B BHICOKOPEHTHHIOBBIX MEXKIYHApOIHBIX JKypHatax | © 2 KBapTHIH.
Pesynbratel paGoTel OBUIH IIpeACTaBICHBI Ha JABYX JECATKAX KPYIHEHIIMX NpoQMIbHBIX
POCCHICKUX U MEXITYHAPOIHBIX KOH(DEPEHITHIX.

[IpuHuMnuanbHele 3aMevaHust K OQOPMIIEHHIO M TEKCTy aBropedepara OTCYTCTBYIOT.
Tem ne menee, xoremock OBl 3amaTh psII JUCKYCCHOHHBIX BOIPOCOB JJISi BO3MOKHOIO
obcyxnenus. Tak, 6pU10 GBI MHTEPECHO y3HATh MHEHHE aBTOpPA IO MOBOJY TOrO, HACKOJIBKO
paspaboTaHHbIE MOJIEIM MHAKTUBAMY alb(a-CHHYKJIEHHA IIPUTOIHBI Il TECTUPOBAHMS HOBBIX
METOI0OB  NPEBEHTHBHOM  TepalnMu HEWpOJEreHepaTHBHBIX 3a00JeBaHMWA Ha  paHHEH
(IOKITMHUYECKON) CTaJUM HX pa3BUTHS. Takxke, TOBOJIBHO HHTEPECHBIM SBISETCS MOKA3aHHOE
YBEJIMYEHHE YPOBHS COUHTOIMIUIOB B CIMHHOM MO3re MBIIIEH Ha TPaHCTEHHOH MoOenIn
AFUS(1-359). IloBblmeHne ypoBHS JIMIIHIOB MOXET ObITh CBS3aHO KaK C HapyIIEHHEM HX
MeTaboIu3Ma, TaK M ¢ pa3pylleHHeM KIETOYHBIX MeMOpaH B pe3yJibTare HeiipojereHepanuu. B
CBS3U C OITUM, XOTEJIOCh OBl OOCYIHTh, HACKOJIBKO pPE3yJIbTaThl, MOTy4YEHHBIE aBTOPOM,
MO3BOJIAIOT OLICHUTh COOTHOLIEHHE BKJIaJa 3TUX IBYX (hakTOpoB B HAOIII01aeMble H3MEHEHMS.

Kak yxe ObUIO OTMEUEHO, BCe BBIIEyKa3aHHBIE KOMMEHTAPHUH HOCAT HUCKIIOYHMTEIBHO
JUCKYCCHOHHBIM XapakTep M HHUCKOIBKO HE YMAISIOT BBICOKYIO 3HAYMMOCTH M KadeCTBO
BBIIIOJTHEHHOM Hay4HOM paboTel. Takum oOpaszom, aBTOpedepar auccepranuu A.A. YcTiorosa
«CTparerus nmomcka nmpenaparoB IS JICUSHUs] HEHpOiereHepaTHBHLIX 3a00JIeBaHUil HAa OCHOBE
TPAHCTCHHBIX KIETOYHBLIX M JXMBOTHBIX MOJENEH MPOTEHMHONATHN» YKa3bIBa€T HA €€ IOJIHOE
cootBeTcTBHE TpeboBaHMsM «llonokeHHST O TOpSAAKE MPHCYKIAEHUS YYEHBIX CTENeHeiy,
yrBepxaenHoro Ilocranosnennem IlpaBurensctea Poccuiickoit @enepanun ot 24.09.2013 rona

No 842, mpenpsBiseMbIM K JMCCEPTAlMsAM Ha COMCKaHME YYEHOW CTENEHH IOKTOpa




OMOJIOrHYeCcKHX HayK. a €€ aBTOp TOCTOMH NPHUCYKICHUA MCKOMOM CTEIEHHU MO CHeIUaIbHOCTH

14.03.03 — natonornyeckas GU3HOIOTHA.
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