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Ha aBTOpedepar auccepranuu PriceBa HukuThl AslekcanapoBu4a Ha TeMy: “MexaHH3MBI
HapymeHus: paboTbl AKTOMHO3MHOBOT0 MOTOPA B MBIIIEYHOM BOJIOKHE MyTalHAMH
TPOMOMHO3HHA”, TPEJICTABIICHHON K 3aIlUTe HAa COMCKaHNEe YUEHOH CTENeHH KaHIu1aTa
OMOJIOTHYECKUX HAyK
(cmermmanibHOCTh 03.03.04 — KIeTouHast OMOIOTHS, IUTOJIOT U, TUCTOJIOTHSA)

MplieqyHoe COKpaleHue — TOHKHM, CIOXHBIM, XOPOILIO OTPETyJIHpPOBAaHHBIA IpOIECC, B
KOTOPOM Y4acTBYET IIMPOKUN apceHall KJIETOUHbIX OenkoB. OIHUM U3 KIIOUEBBIX UTPOKOB B IIPOIECCE
COKpAIIIEHUS SIBIISETCS aKTUH-CBS3BIBAIOIINYM OENOK TPOMOMUO3UH, PETYIUPYIOMUN B3aUMOJICHCTBIEC
aKTHHa M MHO3MHAa B IIPOCTPAaHCTBE M BpeMeHH. B mociennue TOABI HACHTH(MHUIIUPOBAHBI
MHOI'OYHMCIIEHHBIE MYTAallMM B TPOIIOMMO3HUHE, CBSI3aHHBIC C TSHKEIBIMH BPOXKICHHBIME MUOIATHIMU
CKCJIETHBIX, CEPACYHBIX M TIJAJKMX MBINI — TPOINOMHO3MHONATHAMU. B TO ke Bpewms,
QyHKIMOHANBHBIE MOCIEACTBHS ITUX MYTAllMil JalICKHd OT MOJHOTO HOHMMAaHMA. B CBA3M ¢ STHM,
nuccepranust H.A. PeiceBa, IOCBsIIEHHAs HCCIIEIOBAHUIO BIUSHUS TOYCYHBIX MyTalluil B o- U -
TPOIIOMHO3WHE Ha B3aUMOJEHCTBHE OCHOBHBIX COKpPaTUTENBHBIX OEJIKOB aKTHMHA W MMO3MHA,
MPEJICTAB/IACTCS YPE3BBIYATHO HHTEPECHON U aKTyaJIbHOH,

Pabora BbIIOJNIHEHA HA BBICOKOM METOIMYECKOM YPOBHE, C HCIIOIb30BAHUEM METOa
MOJIAPU3ALMOHHON  (QIyopUMeTpUH, Hambolee  aAeKBaTHOIO  IOCTABJICHHBIM  3ajadaM |
COOTBETCTBYIOIIErO0 COBPEMEHHOMY YPOBHIO HCCIICIOBAHUI B JaHHOM 00JIacTH.

ITonmygennsle H.A. PsbIceBbIM 3KCIEpHMEHTAIBHBIE JAHHBIE, HECOMHEHHO, SBIISIOTCS
HOBBIMH. ABTOPOM IIPOBEJIEH KOMIUIEKCHBIH aHANIM3 BIMSHUS IIHPOKOTO CIIEKTPA TOYECUHBIX MyTaIHil
B 0- ¥ -TPONOMHMO3MHE Ha aKTHH-MHO3MHOBOE B3aHMO/JICHCTBHE B IUKIe ruapoimsa AT®. Brepsrre
[I0Ka3aHO, YTO TOYCYHBIC MyTalld¥ TPOIIOMHMO3HMHA, CBSI3aHHBIE C MUOIATUSIMU YEIOBEKa, MPUBOIAT K
TOMY, YTO JABHXXCHHS TPOIIOMHMO3MHA Ha IIOBEPXHOCTH AaKTHHA CTAHOBATCS aHOMAILHLIMH H
M3MCHSAETCSA XapakTep KOH(QOPMAIMOHHBIX U3MEHEHUI MUO3WHA W aKTHHA B IUKIJE ruapoimsa ATO.
Tax, ycranosneno, uro mytanuu Glul80Gly u Aspl75Asn B 0-TPOTIOMHO3HHE CEPIEYHBIX MBIIIII,
CBS3aHHBIE C TUIEpPTpodHUecKOd KapauoMmuomnatueidl, u myramus Arg91Gly B B-Tpomommosune
CKEJICTHBIX MBI, CBSI3aHHAas ¢ JUCTAIbHBIM apTPOTPUIIO30M, IPUBOIST K CMEIIEHHUIO TPOIIOMUO3MHA
K ICHTPY aKTHMHOBOHM HUTH M aAKTHBHPYIOT 00Opa3oBaHME CHJIBHON (OpPMBI CBSI3BIBAHHS TOJOBKH
MHO3UHa ¢ F-akTMHOM, 4TO MOXET BBI3bIBaTh TMIIEPCOKPATUMOCTH MBIIIEUHOTO BOJOKHA. J{ms [3-
TPOIIOMHO3UHA CKEJIETHBIX MBIIII] II0Ka3aHo, 4yTo MyTtanus Glul39del, cBsa3anHast ¢ «K3M»-MUOIMIATHEH,
IPUBOAUT K CMEIIEHHIO TPOIIOMHO3MHA K LIEHTPY aKTUHOBOH HHUTH, B TO BpeMs KaK MyTallus
Glu41Lys, cBsi3aHHas ¢ HEMAJIMHOBOM MHoONaTHel, GUKCUPYET TPOIIOMUO3KMH B MOJIOKEHUH OIMXKE K
nepu(epru akTMHOBOM HUTH Ha BCEX CTaAMAX HUKIA ruapoiuza AT®. DTo MOXKET NPHBOINTE K
0CJIabJIeHHIO COKPATUTENILHON (YHKIMH MBIIICYHOrO BOJOKHA. OOHAPYKEHO TAKKe, YTO MyTalus

Glyl26Arg B 0-TpOIIOMHO3HHE CKENETHBIX W [-TPONOMHO3UHE IJIAJKHAX MBIIIL, BHI3BIBACT CMEICHUE
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TPONIOMUO3KWHA K Mepu(epuy aKTHHOBOM HHUTH B OONBIIMHCTBE cramuii ruaponmsa AT® wu
CYHIECTBCHHO YBEIMYMBAET KOOIEPATUBHOCTD BKIIFOYEHUSI MOHOMEPOB aKTHHA.

HMuccepramusa H.A. PoiceBa nMeeT He TONBKO TEOPETHYECKOE, HO U OOJIBIIOE MPAKTHYECKOE
3HA4YEeHHEe JJII KJIeTO4YHOM Ouosoruu, Ouodusumkw, OHOXMMHHU, (U3HOJOTHH U  MEIUIHHEL
[Toryyennsle aBTOPOM HOBBI€ JaHHBIE O BIHMSHHM TOYEYHBIX MYTallifi B TPOIOMHO3HHE Ha
B3aMMO/JICWCTBHE COKPATUTEIIBHBIX O€JIKOB BHOCAT CYIIIECTBEHHBII BKJIA/l B BBISICHEHHE MOJIEKY/ISIPHBIX
MEXaHHU3MOB  MBIIIEYHOTO COKPAlIECHHs, CIOCOOCTBYIOT IIOHHMAHHIO MOJICKYJISIPHBIX OCHOB
naToreHe3a TsOKEIBIX HACJIEACTBEHHBIX MHONATHUH CKENETHBIX, CEPACYHBIX W TIJIAJKHX MBI
4eJI0BeKa, a TaKKe paclIMpsIoT Hay4yHyro 0a3y Ui JUarHOCTHKH W TEpalldd  JTHX
TPOTIOMHO3UHONATHH. Pe3ynbTaThl paboThl HCIIOIB3YIOTCS MIPH YTEHHH KypcoB JieKiui “Brodusuka”
1 “brodusnueckre MexaHU3MBI MBIIIEYHOTO COKpAIeHUs” JUIs CTYAEHTOB Kadeapsl OHOGH3UKU 1
Oronoruyeckoro paxynasrera CaHkT-IIeTepOypreKoro rocy1apcTBEHHOTO YHUBEPCHTETA.

Be1BosibI chopMyTHPOBAaHEI aBBTOPOM 4ETKO U 000CHOBaHHO. OCHOBHEIE PE3YILTAaThl M BEIBOIBI
AMCCEPTAUH OTPaXKEHBI B 5 CTATHAX B BEIYIINX OTEUECTBEHHBIX H CAMBIX IPECTIKHBIX 3apy0eKHBIX
U3JIaHHSIX.

B nenom, nuccepranus H.A. PbiceBa, BHIIONHEHHAS HA BBICOKOM HAYYHOM H METOIHYECKOM
YPOBHE, 3aCIy’KMBAcT BBICOKOW OIIEHKH, B XOJ€ €€ BBIIOJHEHHS MOJyYeHbl Ba)KHBIE HOBbIE TaHHBIE
10 aKTyaJdbHOH MpobiieMe KIEeTOYHOM OGHOTOTHH, OMO(GU3MKH ¥ MEIUIMHEL SIBISSICH 3aKOHYECHHBIM
HCCJICZI0BAHHEM, PadOTa [IPU 9TOM PAacKPhIBAET GOTIBIINE IEPCIEKTHBbI ISl AAIbHEHIIET0 Pa3sBUTHSL

3akar04enne: N0 aKTYalbHOCTH TeMbl, 00BEMY BBINONHEHHON SKCIEPHMEHTANLHON paGoThl,
METOMIECKOMY MACTePCTBY, JAOCTOBEPHOCTH M OOOCHOBAHHOCTH CIEJaHHBIX BBIBOJOB, a TAKXKeE
HOBH3HE, TEOPETHYCCKON W MPAKTUYECKOH 3HAYUMOCTH pe3yibraroB, auccepranus H.A. PpiceBa
“MexaHu3Mbl HapymieHHsi pPaGoTbl AKTOMHO3MHOBOI0 MOTOPA B MbIIMIEYHOM BOJIOKHE
MYyTAUMsIMH TPONOMHO3HHA" MOJHOCTBIO COOTBETCTBYeT TpeGoBaHHsM «IlosoxkeHus o mopsike
IPUCYXXJICHUA YYCHBIX CTENCHEH», yTBepxaeHHoro Ilocranosienunem IlpaBurensctBa Poccmiickoit
Oenepanun ot 24.09.2013 1. Ne842, npenbsBIsSeMbIM K UCCEPTAIUAM HA COMCKAHUE YUEHOM CTENeHH
KaHauJata OHOJIOrHYecKnX Hayk, a e€ aBrop, H.A. PbiceB, 3aciy’XuBaeT MPHCYXICHHS HCKOMOIL
CTCIICHH KaHjJujaara OMOJOTMYECKUX HayK o crmermanbHocTd 03.03.04 — kiaeTouHas Owosorws,

HUTOJIOTHSA, THCTOJOTUA.

3aB. kadeapoii onopuzuku

Ouooruveckoro gaxky/jabrera
Canxr-IlerepOyprekoro rocy1apcrBeHHOro yHUBEPCHTETA
npodeccop, A0KTOp GHOTOrHIeCKHUX HAYK
no cnennajbuoctd 03.01.02 — «bnoduznkay
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