3AKJITOYEHUE TMUCCEPTALIMOHHOI'O COBETA J1 002.230.01 HA BA3E
OEJIEPAJIBHOI'O I'OCY JAPCTBEHHOI'O BIO)KETHOI'O YUYPEXKJIEHMS
HAYKU MHCTUTYTA LIUTOJIOT M1 POCCUMCKOM AKAJIEMUU HAVK
1O IMCCEPTALIMY PBICEBA HUKHUTHI AJJEKCAHIPOBUYA HA
COUCKAHUWE YUYEHOM CTEITEHU KAHJIUJIATA HAVK

ATTeCTaLII/IOHHOG neno Ne

Pemenne nucceprannoHHoro coera ot 29 susaps 2016 Ne 203/382

O npucyxnennn PBICEBY HUKHUTE AJTEKCAHIPOBUYY (Poccus)
Y4Y€HOM CTelNeHH KaHauaTa OHOIOTHYECKUX HAyK

Huccepranus «MEXAHU3MbI HAPYIIEHUS PABOTHI
AKTOMMO3HMHOBOI'O MOTOPA B MBILIEYHOM BOJIOKHE
MYTALNUAMHU TPOITIOMHUO3UHA»

no cnenuaabHocTH 03.03.04. — «Knerounast OHOJIOTHS, UTOJIOTUS, TUCTOJIOTHS»

npuHsTa K 3amuTe 16.10.2015 r., mporokon Ne 200/379®
Huccepranuonnsmv cosetoM J1 002.230.01, cosnannblii Ha 6aze PenepanbHOro
rOCYapCTBEHHOTO OIOPKETHOTO yUPeXKAeHHUs HayKu MIHCTUTYT LIMTOJOTHH
Poccuiickoil akanemuu Hayk, aapec: Tuxopenkuil npocnekt, 1.4, CaHkT-
[TetepOypr 194064, Poccusl, yrBepxaéH npukazom MunoOpuayku PO Ne 105/ak
or 11.04.2012 r.

Couckarenn PoiceB Hukura Anexcanaposuy, 1988 rona poxaenus, B 2011
r. okOHYU)1 DaKynbTeT MeAUUUHCKOH pu3uku U Gnonmkenepun CaHKT-
[TeTepOyprekoro rocy 1apcTBEHHOTO MOTHTEXHHYECKOIO YHUBEPCHTETA 110
HanpasiieHuIo I Ipukiaanele MmareMatrka u Gusuka (crnenuanuzanus « PU3suKo-
XAMHYecKas OUONOrust 1 GMOTEXHONIOTUY ), C IPUCBOEHUEM cTeleHn Maructpa. C
04.10.2011 1o 03.10.2014 rr — o4nas acnupanTypa B MacTrTyTe 1tuTonornu PAH.
Jluccepranus BBIIIOJIHEHA B MOPSIIKE TPOXOXKAECHHS aCTMPaHTYPBL.

PaGoTaer B OenepaabHOM rocy1apCTBEHHOM OFOKETHOM YUPEIK IEHHH
Hayku MuctutyTt uuronoruu PAH ¢ 2007 roga B JlaGopaTopuu MONEKYISPHBIX
OCHOB KJIETOYHOH TOABUKHOCTH, I'I€ BBIIIOJIHSAJ UCCIIe0BaHus I OaKalaBpCKOi
U Marucrepckoi pador. B 2008 — nabopant-uccienosareinn. C 2009 mo 2014 —
cTapluui 1abopaHT-HccneoBaTens ¢ B/o. C 2014 mo HacTosIIee BpeMs —
MJTQIIIUA HAyYHBIA COTPYIHUK.

Hducceprauus BeinoaHeHa B JlabopaTopuu MOJIEKYJIIPHBIX OCHOB
KJICTOYHOM MOABMKHOCTH DenepanbHOT0 rocy1apCTBEHHOTO OIOKETHOTO
yupexaenus Hayku MactutyT nuronorun PAH.



HayuHblii pykoBoauTe b — 10KTOp GHOIOrHYeCKUX HayK, Tpodeccop,
BOPOBUKOB IOPUI CEPTEEBUY, 3aBenyromuii Jlaboparopueit
MOJICKYJISIPHBIX OCHOB KJIETOUYHOH NMOABMKHOCTH DeiepanbHOro
rOCyIapcTBEHHOTO OFOJKETHOTO YupeskieHus Hayku MHctutyT nuronorun PAH,
JIOKTOp OMOJIOrUHECKUX HayK (CIIeLHalbHOCTh KI€TOYHAs GHOONOTHSI,
LUTOJIOTUsl, TUCTOJIOTHS )

OduuuansHble OMIOHEHTSI:

1. KYJEBA HAJIEXKIA BJIAJAUMMUPOBHA, nokrop
Grosnoruueckux Hayk, mpodeccop Kadenpsl 6unoxumun denepanbHoro
rOCYIapCTBEHHOT0 00pa30BaTENLHOTO YUPEXKACHHS BHICIIETO 00pa30BaHHS
«Cankr-IletepOyprekuii rocy1apcTBEeHHBIN YHUBEPCHTETY, Cankr-IlerepOypr,
AOKTOpP OHOJIOrMYECKHX HAYK (CIeHHaIbHOCTh OMOXUMUS).

2 BOPOTHHUKOB AJIEKCAH/IP BAYECJABOBMY, kanauaar
OMOJIOrHYecKUX HayK, BeyIHil Hay HbIH cOTPYAHUK JlaGopaTopuu
MOJIEKYIAPHON SHIOKPUHONOTMH MHCTHTYTa 3KCIIEpUMEHTAIBHON KapAMOIOTHHA
DeziepallbHOro rocyJapCTBEHHOTO GIOKETHOrO yupexaeHus «Poccuiickuii
KapAnOJIOrMYeCKUH HayYHO-IPOU3BOACTBEHHbIH KoMILekey M3 PD, Mocksa,
KaHaAuIaT OMOJOrHYeCKUX HayK (CIeLHUaIbHOCTh OHOXUMHUST).

— AAJIH MOJIOKUTEIbHbIE OT3bIBbI HA HCCEPTALHIO.

Beaymasi opranusanus:

DenepanbHOe roCy 1apcTBEHHOE GIOKETHOE YUpex/ieHue HayKu MHCTHTYT
ourosorun Mopst uM. A.B. KupmyHckoro JIanbHEeBOCTOUHOTO OTETeHHUS
Poccuiickoi akanemun Hayk B CBOEM IOJI0KHUTETLHOM 3aK/TIOYEHHH, (3aKIF0UYeH e
COCTaBJICHO INIaBHBIM HaY4HBIM COTPYIHUKOM JlabopaTopuu sMOpHOIOruu
DeniepalbHOro rocy 1apCTBEHHOTO GI0XKETHOTO yupeskieHHs HayKi MHCTHTYT
6ronoruu Mopst uM. A.B. JKupmyHckoro JamsHEBOCTOUHOrO OT/eIeHUS
Poccuiickoii akanemun HayK, TOKTOPOM GHOJIOTHYECKUX HAYK (CIELHATbHOCT
KJIeTOYHAs OUOJIOTHS, LIUTONOTUsl, THCTOJIOrKs ), JlpO310BBIM AHATOIHEM
JleoHHIOBHYEM U YTBEPHIEHO TUPEKTOpoM DellepanbHOro rocy1apcTBEHHOTO
OFO/KETHOTO yupekaeHus Hayku MHCTHTYT Guonorus Mops uM. A.B.
Kupmynckoro JlanbHeBocTouHOro oraenenus Poccuiickoil akaleMHH HAyK,
aKaZleMUKOM, AJIPHaHOBEIM AHJpeeM BrnanuMuposudem), ykaszana, uTo
JIUCCepTalOHHAs paboTa ABNIAETCS 3aKOHYEHHBIM M OPUTMHAIBHBIM
HCCJIEI0OBAHUEM, COOTBETCTBYIOIIMM yKa3aHHOW HAYYHOM CIIEL[MAIbHOCTH,
TIOJTyYCHHBIE PE3yIbTAThl JOCTOBEPHBI U MIPEACTABIISAIOT OOJBLIOK HHTEPEC IS
[IOHUMaHHs MEXaHU3MOB MTATOr€HEe3a MUOITATUH, CBA3aHHBIX ¢ MYTAllMsIMH [€HOB
TPOTIOMHO3HHA, a COMCKATeJIb 3aC/Iy)KUBAET IIPUCYKICHUS HCKOMOM CTENeHH, U

— J1aJ1a MOJIOKUTE/IbHBIH OT3bIB HA AUCCEPTALIHIO.



Couckarenn nmeet 19 ony6IHKOBaHHBIX paloT, B TOM YHCJI€E [0 TeMe
aucceprauuu 18 myGaukanui, U3 HUX 5 crateil onmyGIMKOBaHbI B
PELEH3UPYEMBIX HayUHbIX U3aHUSX, BXOASLIMX B PEKOMEHJOBaHHBIH IepeueHb
BAK.

Haub6ounee 3HaunMbIe paﬁOTbl II0 TeMe JUCCePTALHH

1. Borovikov YS, Avrova SV, Rysev NA, Sirenko VV, Simonyan AO,
Chernev AA, Karpicheva OE, Piers A, Redwood CS. Aberrant movement of B-
tropomyosin associated with congenital myopathy causes defective response of
myosin heads and actin during the ATPase cycle. Arch Biochem Biophys. 2015;
577-578: 11-23. B pabore uccie10BaHO BIUSHAE aMUHOKHCIOTHBIX 3aMEH E41K,
R91G u nenenun E139del B 6era-Tponomuosune (TM), KOTOpbIe BBI3BIBAIOT
HaCJIeICTBEHHbIE MUOIATHH, Ha 10JI0kKeHue Tshkel TM u Ha opreHTaLnIo
MOHOMEPOB aKTHHA ¥ F'OJIOBOK MHO3MHA [IPU MOJICITUPOBAHUH Pa3IMYHbBIX
[IPOMEXYTOYHBIX CTaJui LKKIa TuApoan3a AT® B TeHEBBIX MBIIIEUHBIX
BOJIOKHaX 0€3 TPOIIOHMHA C MOMOIIIBIO MOJISIPU3ALMOHHON (hITyOpUMETPUH.
Iloxasano, 4to 3amena R91G cauraer tsoku TM K BHyTpeHHEMY JJOMEHY aKTHHA
TIPY MOZ@JIMPOBAHHUHU CHIIBHBIX ()OPM CBSA3BIBAHUS, @ IPH MOJAETMPOBAHUH CIAIOBIX
¢opm cBa3bIBanus — K BHemHemy. Jenenus E139del cmemmaer TM k BHYTPEHHEMY
JAOMEHY, B TO BpeMs Kak 3ameHa E41K nmpuBOIUT K CMEILEHUIO ero Tsxel K
BHEIIHEMY JoMeHy akTuHa. 3amenbl E41K u R91G moryT npuBoauTs k
00pa30BaHMUIO rOJOBKAMU MHO3MHA CUIBHBIX (POPM CBS3BIBAHUS C AKTHHOM IIPH
pacnonoxenuu Tsoked TM psagom ¢ BHeIHUM JoMeHoM aktuna. Jlenenus E139del
CHIDKAET KOJIMYECTBO IOJIOBOK MHO3KMHA, 00Pa3yIOIIUX CUIIBHYIO HhOpMy
CBA3BIBAHUS C aKTHHOM Ha BCEX CTAIUSAX MOJCIUPYEMBIX CTA[UAX LUK
rugponuza ATO.

2. Rysev NA, Nevzorov IA, Avrova SV, Karpicheva OE, Redwood CS,
Levitsky DI, Borovikov YS. Gly126Arg substitution causes anomalous behaviour
of a-skeletal and B-smooth tropomyosins during the ATPase cycle. Arch Biochem
Biophys. 2014; 543:57-66. B paGore uccienoBaiock BiusiHue 3amensl Gly126Arg
B allb(ha- U OeTa- TPOIOMHO3UHE Ha THOKOCTH MOJIEKYJIbl TPOTOMHO3KMHA B TOHKHX
HHUTAX MBILIEYHOTO BOJOKHA U Ha CIIOCOOHOCTh MYTAHTHOT'O TPOIIOMUO3MHA
OCYLUECTBIIATE PEryIALNI0 aKTUH-MUO3UHOBOTO B3aumoeictus B ATMa3zHom
nukie. IlokasaHo, 4To MyTalust CIBUraeT TPOIIOMHO3UH K LIEHTPY HUTH U
YCUINBAET (OPMUPOBAHHE CYLIECTBEHHBIX /ISl F€HEPALMK CHJIbI IOMEePEYHBIMHU
MOCTHKaMH CHJIbHOW (DOPMBI CBSA3bIBAHHS MHO3HHA C AKTHOM M YMEHBILIAET
IHOKOCTH TPOIIOMHO3UHOBEIX TSDKEH.

3. 10.C. boposukos, O.E. Kapruuesa, H.A. Prices, U.C. P>y,
AHoOMaJjIbHOE NTOBeJIeHke TporoMUuo3iHa B AT®aszHoM Lukie IIpU JUJIaTallMOHHOM
¥ THIepTpopHUecKoil kKapauomuonaTuu. Poceniickuit (Gu3HOoNOrnYecKui KypHa
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M. .M. CeuenoBa. 2013; 99(1): 73-80. B paboTe ncclieqoBaiochk BIUSHEE 3aMEH
Glul80Gly, Asp175Asn u Glu40Lys, Glu54Lys B cepe4HOM TPOIIOMHO3HHE
(TM), cBsi3anHble ¢ runeprpodudeckoit ((KM) u qunataunonsoit (JIKM)
KapJAMOMHUOIIATHSAMH, HAa PA0OTY COKPATUTENBHON CUCTEMBI MBIIIEYHOTO BOJIOKHA.
Iokaszano, 4to 3ameHsl, cBs3anHbIe ¢ [ KM, IpuBoIsT K cMemieHuto Tsokeit TM k
LEHTPY TOHKOH HUTH ¥ YBEJIMYMBAIOT aMIUIUTYIy BHIKEHHS H CPOACTBO 3TOTO
Oenka k akTuHy B AT®asHoM LuKIle. 3aMEeHB], CBSI3aHHBIE C JIKM, cMmeIaroT 31oT
0eJToK K meprdepry TOHKOH HUTH, YMEHBIIAIOT aMILIUTY Ay JBrkeHds TM u ero
CPOJICTBO K aKTHHY.

4. Rysev NA, Karpicheva OE, Redwood CS, Borovikov YS. The effect of
the Asp175Asn and Glul80Gly TPM1 mutations on actin-myosin interaction
during the ATPase cycle. Biochim Biophys Acta. 2012; 1824(2):366-73. B paboTe
uccnenosanock BnusHue myranui Glul80Gly u Aspl175Asn B renax anbda-
Tponomuosuna (TM), cBA3aHHBIX ¢ runepTPOGUUECKON KapJUOMHONATHEH, Ha
aKTHH-MHO3MHOBOE B3aMMOJENCTBHE B LHKIIe ruapoiusa AT®. [TokasaHo, 4To
00e MyTaluK MPUBOJIAT K yBEJIHYEHHIO KOJUYECTBA FOJOBOK MUO3HHA,
00pa3syIoIUX CUIBHYIO DOPMY CBSA3BIBAHUS C AKTHHOM.

5. Borovikov YS, Rysev NA, Karpicheva OE, Redwood CS. Hypertrophic
cardiomyopathy-causing Asp175asn and Glu180gly Tpm! mutations shift
tropomyosin strands further towards the open position during the ATPase cycle.
Biochem Biophys Res Commun. 2011; 407(1):197-201. B pa6ote nccienosanoch
BrusHue MyTanuit Glul80Gly u Aspl75Asn B renax anbga-Tponomuosusa (TM)
Ha €T0 OPMEHTALMIO U TTOABHIKHOCTD Ha PAa3HBIX CTAAMAX [UKJa ruaponnza ATO.
ITokasano, 4To 06e MyTal[Hy CABUTAIOT TSKM TM B OTKPBITYIO [IO3HIHIO U
MEHSIOT CpoACcTBO TM K aKkThHYy.

Ha quccepranuio n aBTopedepar nocTynu/In 0T3bIBbI:

1. 3aBenyromeil kadenpoit Guodusuxu GI'EOY BIIO CIIGTY, JOKTOpa
Ononorudeckux Hayk no cnenuanbaoctd 03.01.02 — «Brodusukay, mpodeccopa
Kpyreuxoii 3on MpunapxoBHbl. OT3bIB 0JI0KUTETBHBIN, 6€3 KPUTHUECKUX
3aMEYaHuM.

2, W.o. 3aBenyromero JlabopaTopuu cTpyKTYpbl ¥ (GYHKIUH MBILIIEIHBIX
6enkos ®I'BYH MHcTHTyTa TEOpETHYECKOH U SKCIIEpUMEHTATBHOMN onodu3nku
PAH, nokropa 6ronoruueckyx Hayk 1o crenuaisnoctd 03.01.02 — «brodusnkay,
Buxasinuesa Usana MusientbeBH4a. OT3bIB [OJIOKUTENBHBIH, 6€3 KPUTHUECKUX
3aMe4YaHul.

.8 IIpodeccopa xadenper Groxumun GI'EOY BITO MI'Y uMm. M.B.
JIoMOHOCOBa, JOKTOpa OHONOrHYECKUX HAYK 110 crermansaocTe 03.01.04 —
«buoxumusy, I'yceBa Huxonas Bopucosuya. O3B [TOJIOKUTEIILHBIA, UMEIOTCS
BOITPOCHI.



«...OCHOBHBIE 3aMe4aHusl KacaloTcs cremyroutero. 1. HecmoTpst Ha OTCYTCTBHE
COMHEHHH B JOCTOBEPHOCTH MOJY4EHHbIX PE3YJIbTATOB, 5 ObI II0OCTEPErcs eaTh
CTOJIb KaTerOprUYHbIe BRIBO/LI. Bo-nepBhIX, Besl paboTa Oblia BEITOIHEHA C
UCII0JIb30BAHUEM TOJIBKO OJTHOTO, XOTS U CBEPIIIEHO YHUKAIBHOIO MeTo/a. B
pabore OTCYTCTBYIOT NaHHbIE O BIMAHMH MYTaHTOB TPOIIOMHO3HHA HA ATPa3nyro
aKTUBHOCTH aKTOMMO3KMHA WM IAaHHBIE O IIPSIMOM B3aHMO/IEHCTBUM TPOIIOMHUO3HHA
C aKTHHOM ([aHHbIE YIbTPALeHTPU(YTUPOBAHHUS) UM JaHHbIE O B3aUMOIeHCTBHY
TPOTIIOMHO3HHA ¢ CyOdparMeHToM MHO3UHA. Bo-BTOpEIX, Bes pafoTa IpOBOANIACE
TIpH He (PU3KONOTHYECKH HU3KOM HOHHOM CHJle U B OTCYTCTBHE TPOIIOHHWHA,
0eJIKOBOro KOMILIEeKca, OKa3bIBAIOILEro CYIIeCTBEHHOE BIMSHUE Ha [epeMelleHne
TPOTIOMHO3MHA 110 HUTH aKTHHA. be3 5THX cBeneHui, Kak MHe KaXkeTcs,
HEBO3MOJXXHO JIeJIaTh CTOJIb KATErOPUYHBIE BEIBOIBI U TEM OOJIee
OKCTPAIIOJIMPOBATh X Ha Pa3JIMYHble (JOPMBI MEIIIEUHbIX MATOJMOTHIA. 2. MHe
Ka)XeTCsl, 4TO NIEPBBIM BBIBOJI HE OPUTHHANICH. 3aKIIOUeHHe O IepeMelleHIH
TPOIIOMHO3MHA IT0 HUTH aKTHHA U O POJIM 3TOTO MEePEeMeIEeHHs B PEryIsSuH
MBIINEYHOI'0 COKPAILEHHS yXKe JOCTaTOYHO AaBHO IPUHATO B JIUTepaType. 3. MHe
KaXXeTCs HE OY€Hb IOHATHBIM, oueMy myTanus Glul39del, npusoasmias k
CMCIIEHHUIO TPOIIOMHO3UHA K [IEHTPY aKTHHOBOW HUTH, IPUBOJIHT K
«BBIKIIFOUCHHIO» MOHOMEPOB aKTHHA, ECJIM B APYTUX CIy4asX TAKOe JKe
[IEPEMEIICHHIE TPONIOMHO3MHA COMPOBOKAAETCS «BKIIOYEHHEM» MOHOMEPOB
aKTHHA. 4. MHe KaXeTcsl, 4TO aBTOpY CTOUIO 6ojlee MOAPOGHO OGBICHHUTS, oyemy
1 3a4eM B pabote ucronbzobanich AMP-PNP u tem Gonee ATP-y-S (puc.2). B
OosbimHCTBe ciyyaeB ¢ dexr AMP-PNP Gbu1 aHaiornuen spdexty ATP, Tem He
MeHee, Ha puc.7b nobasnenune ATP u AMP-PNP BBI3BIBAIOT CHIBHO
paznudaromuecst 3pQexTrl. 5. MHe KaxeTcs He BIOJIHE ONPaBIaHHbIM BBIBOJL O
TOM, 4T0 MyTauus G126R ckeneTHOro TpOMOMHO3KMHA IPUBOIUT K yBETHYEHHEO
€ro JKECTKOCTH. JIaHHBIC TONISIPU3ALUOHHON MUKPO(ITYyOPUMETPHH HE TO3BOJISIOT
CYAUTD O KECTKOCTH U30JIMPOBAHHON MOJIEKYJIbl TPOIIOMHUO3HHA, & B JTyUlleM
CJTy4ae roBOPST O NOBEICHUH TPOIIOMUO3KMHA B COCTaBe aKTUHOBOIO (hMIaMEHTa
MOTI'yT OTpaXaTh BIMSIHUE MOHOMEPOB aKTHHA Ha CBOMCTBA TPOITIOMHO3UHA, a He
COOCTBEHHO CBOHCTBA MyTHPOBAHHOIO TPOIIOMHUO3HHAY.

4. Benyuiero nay4noro cotpyanuka JlaGopatopuu 6H0I0rHuecKoi
noasuxHOCTH PI'BYH HnetntyTa mmMyHo0rMU U Gusnonorun YpO, JIOKTOpa
Onomornyeckux Hayk 1o creuuaisHocts 03.03.01 — «Pusnonorusy, HUKHTHHOI
Japucel BasepbeBHbl. OT35IB I0JI0KUTENBHBIH, 663 KPUTHYECKUX 3aMEUaHHI,

o I'naBHOTrO Hay4HOro COTpynHMKa JlaGopaTopuu CTPYKTYpHOIT
6roxumun 6enxka PI'BYH «MucTutyTta 6Moxumun um. A.H. Baxay DeneparbHOTO
HCCIIeIOBATENBCKOrO LieHTpa «PyH1aMeHTalIbHbIe OCHOBBI OMOTeXHONOrHU» PAH,
naypeata I 'ocynapcreennoii mpemun CCCP, 3aciyeHHOT0 AesTens Hayku PO,
AOKTOpa XUMHUYECKUX HaykK o crneruanbHocT 02.00.15 — «KuHeTHka U kaTaius



(Mo xuMuYeckuM Haykam)», Kypranosa Bopuca MBanoBuua. OT351B
TI0JIO’KUTENBHBIH, 6€3 KPUTUIECKUX 3aMedaHmH.

B muckyccuu npuHUMay ydacTue:

1. Hokrop 6uonornyeckux Hayk C.1O. Xaitiuna, uien CoBera

2. Axanemuk, H.H. Hukonsckuii, wien Cosera

3 Jokrop dusnko-matemarndeckux Hayk A.JI. TUMKOBCKUH, uieH
CoBerta

4. IIpogeccop M.M. MoceButikuii, uien Cosera.

Bri0op oprunasbHbIX ONNOHEHTOB H BeAyllleil OpraHu3anuy
000CHOBBLIBAETCS BEICOKOH KBaNU(UKALKeH BEIOPAHHBIX CIIEIIMATUCTOB B
00JacTi OHOXUMHUHU U U3yUYEeHHsI MEXaHH3MOB aKTOMHO3MHOBOTO B3aUMO I CTBHUS
AJ1st OoJiee OOBEKTHBHOM OLIEHKH HNOJTy4YEeHHBIX Pe3yIbTaToB, IPEACTABIEHHBIX B
JUCCEPTaLUH.

JluccepranMoHHbIi COBeT OTMe4YaeT, YTO Ha OCHOBAHMU BBIIIOJHEHHBIX
COMCKATEJIEM HCCIICIOBAHHMIA:

paspaboraHa HOBas Hay4Has KOHLEIIMS MOJIEKYJISAPHBIX MEXaHH3MOB
PEerysuuyd TPOIIOMHO3MHOM pabOThl aKTOMHO3WHOBOH cucreMbl B AT®azHoM
10509

NpeasioKeHa OPUIMHAIIbHA Hay4YHasl TUIOTe3a, O0BACHSIONMAs MEXaHU3Mbl
MBILIEYHON JUCOYHKLMM NPH TOYEUHBIX MYTalMsAX B TeHaX TPONOMMO3MHA,
CBA3aHHBIX  C  JMIATALMOHHOM, TIHNEepTPOUYECKOW  KapAHOMHOIATHEMH,
HEMaJIMHOBOM MHOMATUEH, «K3II»-MHOIATHEH U AUCTATbHBIM apTPOIPHUIIO30M.

A0Ka3aHa B3aMMOCBS3b MEXJY IIOJIOKEHHEM M THUOKOCTBIO o- U [-
TPOIIOMHUO3MHA HA MOBEPXHOCTH AKTUHOBOW HUTU U CTPYKTYPHBIM COCTOSHHEM
AKTHHOBBIX MOHOMEPOB U T'OJIOBOK MHUO3WHA B AT®a3HOM IUKIIE;

BBe/l€HbI HOBBIC IIPEJCTABIIEHHS O POJIU O3ULIUYU TPOTIOMHUO3UHA B YCHIICHUH
U OCJIa0JIEHHH COKPAaTUTENbHOW (DYHKIIMH MBI [PU BPOXKIEHHBIX MHOMNATHIX
4eJIoBeKa.

Teopernyeckasi 3HAUHMOCTB HCCJIEOBAHUS 000CHOBAHA TEM, 4TO:

AOKA3aHbI II0JOKEHUS, PACLUIMPSIOLIME COBPEMEHHBIE TIPEJICTABICHUS O
MEXaHHM3Max PETyNSIUU TPOIIOMUO3UHOM aKTUH-MHUO3UHOBOTO B3aMMOICHCTBHUS;

NPpUMEHHTEJIbHO K MNpoljeMaTHKe [JHCCePTALMH pe3yJIbTATHBHO
MCMOJIb30BAH KOMIUIEKC COBPEMEHHBIX OHUOXHUMHUYECKHX, OMODU3NYECKUX U
OUTOJOTHYECKHX METOJOB, BKJIOYAIOLIMX BbIACICHUE OJUHOYHBIX MEIIICYHBIX
BOJIOKOH, IIOJy4Y€HHE TEHEBBIX MBIIIEYHbIX BOJOKOH, MOJyYeHHEe M OYHCTKA
MBILIEYHBIX OEJIKOB U3 MBILIL KPOJIUKA, 3JIEKTPOhOpeTHIECKOe paseeHue OelIKoB
B MOJTMAKPHUJIAMHIHOM T'eJie, U3MEPEHHUE MOJISIPU30BaHHON QIIyOpeCIeHIIHH 30HI0B,
CBSI3aHHBIX C O€JIKaMM B MBIIIEYHOM BOJIOKHE, a TAK)Ke METObI MATEMaTHYECKOTO
aHajln3a ¥ CTaTUCTUYECKON 00pabOTKM NaHHBIX;

H3JI0KEHbI HOBBIE OKCIIEpUMEHTalIbHblE (DAKThl O IMO3MLUHUH H THOKOCTH
TPOINIOMHUO3WHOBLIX TSDKEH HA AKTUHOBBIX HHTSX, MMO3HWLHAHM U IOABUKHOCTH



MOTOPHOIO TOMEHa MWO3WHA, aKTHHOBOI'O MOHOMepa W ero cybmomena | mpu
MOZCIUMPOBAHUM  NPOMEXYTOYHBIX  CTaAuii LMKJIa ruaposmza ATO B
PEKOHCTPYUPOBAHHBIX MBIIICYHBIX BOJIOKHAX, HE COAEPXKALIUX TPOIOHHH, B
OTCYTCTBHEC W B NPHCYTCTBUM aMHHOKUCJIOTHBIX 3aMEH B G- M [-HM30(opMax
TponomuosuHa  Glul80Gly, Aspl75Asn, GludlLys, Arg91Gly, Glul39del,
CBSI3aHHBIX C BPOXKJEHHBIMU MHOTIATHAMHY Y€JI0BEKa,

PaCKpPbITBI 0COOCHHOCTH PabOThI AKTOMHO3HHOBON CHCTEMBI B IIPHCYTCTBUH
TOYE€YHBIX MYTallMd B TeHaX TPONOMHO3WHA, NPHUBOAIINX K OCIa0IeHHIO U
YCHJICHHUIO COKPATUTENbHON (DYHKIIMH MBILIILT;

H3yHeHO BIMSHHE AMHHOKUCIOTHOW 3amenbl Glyl26Arg B a- u f-
TPOIIOMHMO3HHE, BBISBIBAIOIIEH CTAOMIM3ALMIO CTPYKTYpPbl €ro LeHTPaIbHOH
00yacTv, Ha NO3UIMIO M THOKOCTh TPOIOMHO3MHA M Ha KOH(OPMAI[HOHHOE
COCTOsIHHE aKTHHOBBIX MOHOMEPOB B ATMa3zHoM LuKIe;

NpoBeAeHa  OLIGHKAa  XapakTepa U PAaCIOJNOXKEHHS  TOYEUHBIX
AMUHOKHCTIOTHBIX 3aME€H B TPOIIOMHUO3HMHE W UX BJIHSHUS HA COKPATUTETHHYIO
(DYHKIHIO MBIIILIBL.

3HayeHue IIOJIYYCHHBIX COHCKaTeJIeM PeE3yJbTaTOB HCCJICAOBAHUS A4
NPpaKTHKH NOATBEPKAAECTCH TEM, YTO:

pa3paboTaHbl H BHeIPEHbI B IPAKTHKY HAYYHOI0 HCCJIe0BAHHS
CIIOCOOBI TTOJTYYEHHUs MOJECIbHBIX MBIIIEYHBIX BOJOKOH, COJlep KaIUX MYTaHTHBIE
(bOpMBI peKOMOHHAHTHOTO TPOITOMHO3HHA,

Olpeae/IeHbl [IEPCIIEKTUBBI BO3MOYKHOTO IPAKTHYECKOTO IIPHUMEHEHHUS
Pe3yIbTaTOB UCCIIEIOBAaHUS [IPU pa3pabOTKe TECTOB ISl THATHOCTHKU
3a00J1eBaHMIi MBIIIL] YeJI0BeKa,

NpecTaB/eHbl HOBbIC JaHHbIE, I0KA3bIBAIOILIE BaXKHYIO POJIb TO3ULIUH
TPOIIOMHO3HHA U COTNIACOBAHHAIX KOH(OPMAILIHOHHBIX IEPECTPOCK
AKTOMHO3MHOBOM CHCTEMBI B PETY/IALMH MBIIICIHOTO COKPAIIEHHS; MaTepHaIbI
AUCCEPTALMU UCIIONB3YIOTCS B Kypce JeKUuuil «brnodusnka MblIIedHOro
COKpalleHUs», pa3pabOTaHHOM ISt Kadeapbl OUOPUIUKH GHOTOTHIECKOTO
taxynprera Cankt-ITeTepGyprekoro rocy 1apcTBEHHOTO YHHBEPCHTETA.

OlIeHKa AOCTOBEPHOCTH PE3yJbTATOB HCCJI€JOBAHUA BbISIBHJIA:

pe3y/bTaThl, IPE/ICTABIEHHLIE B IUCCEPTALIUH, TIOTyYEHB] METOOM
MOJIAPU3ALMOHHON MUKPO(DIIyOPUMETPHH, XapaKTEPU3YIOIIIMCS BBICOKOM
TOYHOCTBIO IAHHBIX ¥ BO3MOXXHOCTBIO BOCITPOU3BE/ICHUSI, BEIOOP MCIIONIB30BAHHBIX
METO/I0B 000CHOBAH CrieUU (UKo paGOTHI ¥ OCTABICHHBIMH B paGoTe 3a/1a4aMu,
AOCTOBEPHOCTh IKCIIEPUMEHTANIBHBIX PE3YIbTaTOB OLIEHEHA C TTOMOIIBIO
aZICKBaTHBIX METOAOB CTATUCTHYECKOH 00pabOTKH NaHHBIX;

TEOPH# O BaXXHOH POJIM MO3ULUK TPOIIOMHO3MHA HA AaKTHHOBBIX HUTAX U
COIIACOBAaHHBIX KOH(POPMALMOHHBIX NIePECTPOHKAX aKTUHA U MHO3UHA,



Npe/IoKeHHast B JUCCEPTALMOHHOMN paboTe, MOCTPOEHA Ha U3BECTHBIX U
IIPOBEPEHHBIX JTUTEPATYPHBIX JAHHBIX U COBPEMEHHBIX MIPEICTABIEHHUSIX O
MeXaHM3MaXx PEryJIALHUY MbIILIEYHOTO COKPAIECHHS U COIIacyeTcs ¢
OIyOJIMKOBaHHBIMHU SKCIIEPUMEHTAIBHBIMU JaHHBIMH I10 TEME JUCCEPTALIUH;

naes 633preTCﬂ Ha aHaJIn3€ COBPEMEHHBIX JIMTEPATYPHBIX NJaHHBIX, a
TAaKXXE Ha O606II.[€HI/II/I Y aHalIn3e COOCTBEHHOTO SKCIIEPUMEHTAJIbHOT'O MaTepuraa,

HCIOJIb30BAHO CPABHCHNUE aBTOPCKUX JAaHHBIX U JAaHHBIX, IMOJIYYE€HHBIX
paHee 110 paCCManHBaeMOfI TCMATHKCE,

YCTAHOBJIEHO, YTO aBTOPCKUE PE3YJIbTATHI COIIACYHOTCH C pe3yiabTaTaMu,
IpEeACTaBIICHHBIMHY B HE3aBUCUMBIX UCTOYHHUKAX 10 JAHHOU TEMATHUKE, B TEX
ClIy4dasXx, KOrjaa Tako€ CpaBHCHHE ObBLTO O6OCHOB&HHBIM;

HCNOJIb30BaHbl COBPEMEHHBIE DKCIIEPUMEHTANIBHBIE MTOJIXO/IbI (M3MEpEHHUE
MOJIIPU30BaHHOM (QIIyopecleHIHH, HIeKTPOPOPETHUECKOE pas ieieH e GeIKOB,
MOJTy4Y€HHE MOJIEIbHBIX MBIILIEYHBIX BOJIOKOH) U aIeKBATHLIE METO/IbI
CTaTHCTHYECKON 00paboTku pe3ysbraToB (Microsoft Excel, Sigma Plot).

JIMYHBIH BKJIAJ COHCKATEJIsl COCTOMT B:

HETIOCPEICTBEHHOM YYaCTHH B [UIAHUPOBAHUH U NPOBEIEHUH
OKCMEPUMEHTOB, MTOJYYeHHUH, 00paboTKe, aHaTH3e U HHTEPIIPETALUH
DKCHEPUMEHTABHBIX JaHHBIX, IIOJTYYEHHBIX C IIOMOIIBIO COBPEMEHHEIX
MOJIEKYJISIPHO-0MOIOrMYECKUX METOJ0B. ABTOP MIPUHHUMAIT HEMTOCPEACTBEHHOE
y4JacTHe B anpoOalyy pe3ylbTaTOB UCCIIE0BaHUN Ha OTEUECTBEHHBIX U
3apy0OeXHBIX HayYHbIX KOH(QEPEeHIIUAX, B IOAMOTOBKE ¥ HAIIUCAHUU cTaTel
TE3UCOB 110 TEME JUCCEePTaIlUH.

Huccepranus H.A. PeiceBa «MexaHW3Mbl Hapy1eHUsS] pabOThI
aKTOMHO3MHOBOTO MOTOPA B MBILIEYHOM BOJIOKHE MYTAallUSIMHA TPOITOMHO3HHA)
MOCBSIICHA U3YYEHHUIO MOJIEKYJIIPHBIX MEXaHU3MOB HapyIICHUS PabOTHI
AKTOMHO3MHOBOTO MOTOpa TOYE€YHBIMHA MYTAllMsIMHU B I'eHaX TPOIIOMHUO3KHA U
SIBJISIETCS. OPUTHHAJIBHBIM, 3aKOHYEHHBIM (B paMKaXx [MOCTaBJIEHHBIX 3a1a4)
Hay4HO-KBalIH(DUKALMOHHBIM HCCIIeIOBAaHHEM B 00J1aCTH KIETOYHOM OHUOJI0INY,
MOJIHOCTBIO OTBEYAIOIIUM TPEOOBAHUSIM, MIPEIbSABISIEMbBIM K KaHIUIATCKAM
aucceprauusaM (1. 9 «IlonoxeHus: o MpUCYKICHUH YYEHEBIX CTENEHEN),
YTBEPXKJIEHHOT 0 noctaHoBjIeHreM I IpaButenscTBa Poccuiickoit @eneparun Ne842
oT 24 cenTa0ps 2013 rona) mo cneransaocty 03.03.04 — Knerounast 6uosorus,
LIUTOJIOTUSL, TUCTOJIOTHS.

Ha 3acenanuu 29 suBaps 2016 r. [luccepTallHOHHBINA COBET MIPUHSLI
pewmenue npucynute PbICEBY Hukure AjlekcaHAPOBUYY YUEHYIO CTEIIEHE
KaHIuAaTa OMONOrMYeCKUX HayK MO crennanbHocTy «KierouHas 6uonorus,
nurosorus, rucrosorusy (03.03.04).




I1pu mposeneHru TalfHOTO roylocoBanus J{uccepTalMoHHBIN COBET B

KosimdecTBe 19 4eoBeK, U3 HUX 11 Mo CrennaibHOCTH pacCMaTpUBaeMOi
JMUCCePTAaIlMH, YYaCTBYIOIIUX B 3aCE€JaHUM, U3 24 4eI0BeK, BXOIAIINX B COCTAB
Cogera, - [IPOI'OJIOCOBAJIM: 3A 19, ITPOTUB HET, HenelicTBHTEBHBIX
6routeteneit HET.
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