OT3bIB
Ha aBTOpedepaT auccepTauum Bukropum BUKTOPOBHbI Hedépnosoit «BnuaHne aMMHOKMCNOTHbIX
3aMeH B KpUCTaNnNnHOBOM JOMEHE, KOpPENUpYOLLUX C pasBUTUEM nepudepuyecknx HesponaTui,
Ha CTPYKTYpY ¥ CBOMCTBa Manoro Gesnka TennoBoro Loka HSPB1», npeacTaBneHHoN Ha
couckaHue y4yeHow cTeneHun kaHauaara 6uonorMyecknx Hayk rno cneunanbHOCTU 03.01.04 -
Guoxumus.

3BeCTHO, YTO GEenkn TENsoBOro LLIOKa, ASCTBYS KaK BHYTPUKNETOYHbIE LLANepOoHb,
UrpaioT BaXHyIo posb B 6enok-6enkosbIX B3aWMOAEeNcTBuUSAX, CTabunusnpyrotT 4acTu4HO
cBEpHyTble 6enkun 1 NPensiTCTBYIOT HexenaTenbHo! arperauuu 6enkos. OTu cBoiicTBa 6enkos
TENNoBOro LIOKa HeoBX0ANMbI ANSt HOPMArbHOrO (YHKLMOHMPOBaHUS GUOMNOTNYECKUX CUCTEM, U
WX N3MEHEHUS1 MOTYT ObITb NPUYNHON BO3HUKHOBEHUSA naTonorui, B TOM 4ucne,
HellpoAeHepaTnBHbIX 3abonesaHni. Byayuu Genkamu ctpecca, 6ernku TEMMOBOro LLOKa ABMSIOTCA
4aCTbIO CUCTEMBI «BLICTPOrO pearnpoBaHus» KIeTkn Npu HebnaronpuATHLIX Bo3feicTeusx. Ewe
OZIHOWM YaCTbIO TAaKO! CUCTEMbI ABMSIETCA LIUTOCKENET, kak KOMMIEKC Hanbonee AUHaMUYHbIX
KNeTo4HbIX CTPYKTYp. Koraa peyb UAET O KneTkax HEpBHOW CMCTEMbI, 3TO, B NepByto o4epeab,
NPOMEXYTOYHbIE PUNTaMeHTbl LUToCkeneTa, HelipodunameHTbl. MoaTomMy paboTa B.B.
Hed&nosol, HanpaBneHHas Ha U3y4eHne MexaHu3mMoB BNNAHUA 6enKoB TENNOBOrO LLUOKa Ha
KOMMOHEHTbI HeiipodunameHToB, 6e3yCroBHO, akTyarnbHa 1 BaXHa Kak B TEOpPETUYECKOM NNaHe,
TaK U NPaKTUYECKW.

OcHoBHasi yacTb paboTbl B.B. Hech&aosoii nocesilLeHa N3y4eHuto (p13NKO-XMNYECKNX
CBOICTB MyTaHTHbIX (hopM Masnoro 6ernka TennoBoro Luoka HspB1 ¢ aMUHOKUCNOTHbIMI 3aMeHamu
G84R, L99M, R140G 1 K141Q, akcnpeccus KOTOpbIX KOppenmpyeT ¢ pa3BUTMEM HacneACTBEHHbIX
HelipoaereHepaTuBHbIX 3aboneBaHuii. B xoae BbINONHEHNA paboTbl Nony4eHbl roMoreHHble
npenapaTbl peKOMOUHaHTHOro Manoro Hernka TeNnoBoro Lwoka Yenoseka HspB1 u
BblLLIEYKa3aHHbIX BapuaHToB aToro Genka. NokasaHo, YTo To4e4HaA aMUHOKMCIOTHasa 3aMeHa
R140G, 3aTparvsaioLlas KOHCEpBaTUBHbIVA OCTaTOK Arg B B7-cknagke HspB1, conpoBoXaaeTcs
yMeHbLUEHNEM COBCTBEHHON TpuUNTOaHOBOI hnyopecUEHLMA, MOHWKEHUEM TepMOCTabunbHOCTH
W yBenuueHeM YyBCTBUTENbHOCTU HspB1 k npoTeonusay. OTa 3aMeHa NpuBOANT Takke K
3HauYMTENbHOMY YMEHbLLEHMIO LLanepoHONoA0GHON aKTUBHOCTY HspB1, uamepeHHo# in vitro no
CcnocoBHOCTY NpeAoTBpaLLaTh arperaumio 6enkos-cybcTpaToB, arperaLmio KoTopbIx BblI3bIBanNM
pasnNUYHBIMU XUMUHECKUMU NN U3NHECKUMM Bo3ageiicTBMAMM. [MokasaHo Takke, 4To 6ernok
HspB1 R140G o6pasyeT retepoonuromepbl ¢ ©Genkom AMKOro Tuna, YTo MOXET NPensATCTBOBATD
HopMarnbHOMY (pyHKLIMOHUPOBaHMIO HspB1 B KneTke.

[ins BbISIBNEHWUsI B3auMoAencTauns benka HspB1 ¢ KOMMNOHEHTaMK HeNpodUNaMeHTOB
6bIN0 UccnefoBaHo BnusiHue HspB1 aukoro Tuna n ero MoaudmKaLmii Ha nonumepusaumio 6enka
nerkon uenu HenpodunamenTos (NFL). C aToi Lenbio ObISIM Ucrnonb3oBaHbl METOAbI
ceavMeHTaLum, dNEKTPOHHO| MUKPOCKONUM 1 onpeaeneHnst KNHETUKA nonumepusaumm
cnyopecueHTHO MeyeHoro NFL. MonyyeHHble pesynbTarThl NOKa3bIBaOT, YTO Manblil 6enok
Tennosoro woka HspB1 B3aumogeicTByeT ¢ 6eNIKoM Nerkon uenu HenpodgunamenTos NFL u

WHIMBMPYET NONIMMEPU3aLNIo HeAPOUNaMeHTOB, o6pasosaHHbIX NFL, npu aTom acbdekt



MyTaHTHbIX (hopM Genka conoctasum ¢ achchektTom 6enka aukoro Tuna. OTn pesynbTaThl
ype3BbIYaNHO UHTEPECHBI U HECOMHEHHO TpebyioT AanbHeiLUero pass1Tis — BO3MOXHO, C
NPUMEHEHNEM COBPEMEHHBIX MOAXOA0B KPMO-3IEKTPOHHOW MUKpOCKONUK.

B uenom, aucceptauus B.B. Hedénosoil oTnn4aeTcs YETKOCTbIO rnocTaBneHHOW 3agadv u
BbICOKUM YPOBHEM 3KCNEPUMEHTarnbHOW paboTsl, HanpaBneHHoi Ha ee peLleHue. MpuBnekaeT
BHUMaHWe penepTyap ucnonb3oBaHHbIX B.B. Hedénosoi metoaos, B KOTOPbI BXOAAT HE TONbKO
coBpeMeHHble MeTOAbI aHanusa 6enkoB (BKNoYas aHanus KpucTannuyeckon cTpykTypbl 6enka),
HO TaloKe nonyyYeHne pekoMOMHaHTHbIX 6ENKOB U ucnonb3oBaHWe MeToaa NEHTUBUPYCHON
TpaHCAYKUMM ANS NOSyHeHUs KNETOK, CTabUrbHO CMHTE3UPYIOLWUX pasHbie ¢opmbl 6enka HspB1.

Takum o6pa3som, pa6oTa B.B. Hed&nosoit sBNAETCS BbICOKONPOHECCUOHAMNBHBIM
nccnenoBaHUeM, KOTOPoe XapakTepuayeT aBTopa kak cneuuanucta B obnactu buoxumum,
BRageloLero LWMPOKUM apceHanoM noaxoAaoB U MeToaos. PesynbTartel paboTh ony6nunkoBaHbl B
MeXAyHapoaHbIX XypHanax, npuiem B.B. Hedpénosa senserca nepsbIM aBTopoM B 413 b
ony6nukoBaHHbIX cTaTeil. ABTopecdbepar AuccepTaLui XOpoLLO HanncaH, Nerko YNTaeTca i MOXeT
6bITb NONe3eH npu paspaboTke cTpaTerui NoAo6HbLIX UCCrieaoBaHNN.

Y MeHs ecTb 3aMeyaHne TEXHUYECKOro Xxapakrepa, OHO KacaeTcsi HazBaHusA Aucceprauun n
He HOCUT MPUHLMNMANLHOro xapakrepa. MHe kaxeTcs, YTo HasBaHue «BnusiHne aMMHOKUCIOTHBIX
3aMeH B KpUCTannMHOBOM AoMeHe Marnoro 6ernka Tennosoro Lwoka HSPB1, koppenupytowmx ¢
pa3BUTMEM NepucepUYecKUX HeBpoONaTuii, Ha CTPYKTYpY W CBOWCTBA 3TOr0 6enka» 6b1no 6bl
6onee NOHATHBLIM ANA YuTaTens.

3aknioyeHve. Pabota B.B. Hedénosoii BbinonHeHa Ha cCoBpeMEeHHOM Hay4HOM YPOBHE,
COAEPXUT NPUOPUTETHBIE Pe3yNbTaThl U COOTBETCTBYET TpeGoBaHMsAM, «MonoxeHna o nopsAke
NPUCYXAEHNA YYeHbIX CTeneHei», yTeepx/aeHHoro MoctaHoBnexneM lNpasutenscTaa P® ot
24.09.2013r. Ne 842, a aBTOp AuccepTaumu, Bukropus BuktoposHa Hedénosa, sacnyxusaeT
NPUCBOEHUSI YYEHOW CTENEHM KaHAnAaTa GUoNorMyYeckrx Hayk no cneumanbHOCTU 03.01.04 —

Buoxnmus
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