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Ha aBTOpedepar auccepTaunonHol pabots! Jlumuu KoHCTAHTHHOBHE Mypanosoit «BJILSIHUE
TOYEYHBIX MYTAITUIA nu HEKOTOPBIX ITOCTTPAHCIIAIIMOHHBIX
MOIN®UKALIMA HA CTPYKTYPY U CBOMCTBA MAJIBIX BEJIKOB TEITJIOBOT'O
HIOKA YEJIOBEKA», mnpencraBieHHOW Ha COMCKaHHe YYCHOH CTENEeHH KaHAWOara

XUMHYECKHUX HayK 1Mo cnenuanbHocTd 03.01.04 — 6moxumust.

AKTyalbHOCTB TEMBI IUCCEPTAI[HOHHOM paboter JI.K. MypaHOBO# HUKAaKHX COMHEHHIT He
BBI3BIBACT, IIOCKOJIBKY 3aTparuBaeT ()yHIaMEHTAJIbHBIE ACIIEKTHI (GYHKIHOHHPOBAaHUS MaBIX
GenkoB TemToBoro moka. OcoGoe 3HAYECHHE HMeeT H TOT ¢dakr, uto B pabore ObuTH
MCCIICIOBAHBI Majiple  OeNKM  TEIUIOBOrO WIOKA YeIOBEKA, CBA3AHHBIE C pa3BUTHEM psna
TIaTOJIOTUIECKUX COCTOSHMH - ¢ Gomesmsio Illapko-Mapu-Tyrca II Tuma u BPOXICHHOM
karapakroii. Kpome Toro Opuia mccriemnosana [TOCTTPAHCIIAIMOHHAS MOAU(HKAIMA OJHOTO U3
MAJIbIX O€JIKOB TETIOBOTO II0KA, BO3HUKAIOLIAS DK nuabere, a IMEHHO IIMKHpoBaHHe. Bee 310
CBH/ICTCJIBCTBYET W O BaXHOM (DYHIAMEHTAJILHOM 3HAYCHUHN paboTEl, H 0 BO3MOMHOCTH

NPUMEHEHHUS IOy IeHHOH HH(DOPMALIMN B MPHKIAAHBIX LIENIAX, 8 HMCHHO B Me/THITHHS.

Pa6ora JLK. Mypauosoit IpousBOIuT OUYeHs Xopouuee BiieyataeHue. Cpasy xorenoch Obl
OTMETHTB, HYTO NPHATHO M JIETKO YMTaTh aBTOpedepar, KOTOpBIH 4acTo OBIBAeT HamucaH
AOBOJTLHO - hopManbho. Jlanmuwii pedepar mammcan ¢ AYWOH H H4yBCTBYETCA, 4T0 pabora
MHTepecHa aBTOopy . Cnmcok omyGnukoBaHHBIX paGoT mnokasbiBaer, uro JLK. MypanoBa
TPYAHIACh BCE NPOUICAIINE TOABI OYCHh HHTEHCHBHO M, BEPOSTHO, C STUM CBSI3aHO HEOOBIYHOE
AL TUCCEPTAllMOHHBIX pabOT COOTHOIIEHHE TE3UCOB AOK/IAA0B M CTaTei. 5 XKYPHAQJIBHBIX CTATEH
M TONBKO 2 Te3uca MOKIamoB (Oa M TO Ha KoH(pepeHIMsAX B Mockse). PaGora oueHs
NpoAymMaHHas 4eTKas u Oonbmas. Beutk mosydeHBl pekoMOGHHAHTHBIE MYTaHTHBIE (OPMEI
Majioro Oenka TertoBoro moka HspB1, sxcmpeccus KOTOPEIX KOppenupyert ¢ 6one3nsio [lapko-
Mapu-Tyrca II tuna, m MyTaHTHBIE ¢dopmer HspBS, skcmpeccust KOTOPBIX KOpPPETUpYyeT ¢
BPOXIEHHOH KarapakTod, a taxxke HspB6, KOTOPBIH . MOABEPrajics TIMKHPOBAHHMIO.
MHorouncieHHble MyTaHThIE (GOPMBI HspB1 u HspB5 Gbum momseprayTs: BCECTOPOHHEMY
aHal3y C LeNbI0 YCTAHOBUTH BIHMAHHME JAaHHBIX MYTAlWi, CBS3aHHBIX C pa3BUTHEM
IIATOJIOTHYECKUX COCTOSHUA, Ha (QYHKIMOHHPOBAaHUE IAHHBIX OENKOB. BBHLIO JI0Ka3aHO, YTO
MYTalliH B UEHTPANbHOHN YacTH anb(a-KpucTanuHoBoro gomena HspB1 HapyIIaOT PABUIBHYIO
YIAaKOBKY MOHOMEpPOB B COCTaBE OJIMIOMEPOB H B OIpENENCHHBIX YCIOBHSX IPUBOJAT K
AHCCOUHMANMH OJMIOMEpOB (MyTaHTHbIE (opmbel R127W u S135F IPU HU3KOM KOHIEHTPAIMU

Genka). OmHAKO Te K& MyTaHTHBIE ¢opmel, a Takoke R136W, mpu BbICOKO# KOHILICHTpaITu{




Oelka CKIOHHBI K  accONMalMM M K (OPMHPOBAHHMIO OYeHb KPYIHEIX OJIHTOMEPOB. BBUIO
MOKa3aHO TaKkxke, 4YTo Myrtauuu B N-konuesom nomene HspBl (G34R, P39L, E41K)
NPENATCTBYIOT JIUCCOLMAIMHA OJIMIOMEPOB, BBI3bIBaeMON (HOCHOPUIMPOBAHUEM, M TAKHUM
00pa3oM HapyLIAIOT MEXaHU3MBI Peryisiiuy akTuBHOcTH HspB1. Toueynsle Myrtamum B N-
KoHIEeBOM JoMeHe HspBS npusoasat mubo x yBemmdenuro pasmepa onuromepa (P20S 1 RS6W),
mb0 K HEKOTOPOMY YyMEHBIICHHIO pasmepa ommromepa (R11H), a Tamke Bimsior Ha
cocobHocTs HspBS B3ammoneiictBoBath ¢ Genkamu-mapraepamu, HspB4 u HspB6. Basuo
OTMETUTB, YTO MMEHHO 3TH MyTanuu HspB5S xoppenupyior ¢ BpoxkieHHod kartapakroil. Ha
OCHOBAHUH MOJTY4YCHHBIX TAHHBIX aBTOPOM JIENIAETCS BIOJHE Pa3yMHBIM U BaXXHBIH BBIBOJ O TOM,
9TO KaK YBEIMYCHHE, TaK U YMEHBIIEHHE CTAOUIBHOCTH OJJMTOMEPOB MAJIBIX OEIKOB TEILIOBOTO
IIOKa COIPOBOXKIAETCS PAa3BHUTHEM PAa3lMYHBIX IIaTOJIOTHYECKHX IIPOIECCOB. BeposrHo, ms
3¢ (exTHBHOrO (QYHKIIMOHUPOBAHUS OJUTOMEPHBIE KOMILIEKCH HOJKHBI 00IaaTh J0CTATOYHOH
NabWILHOCTBIO M IPH 3TOM HE OBbITh HM CIMIOKOM IIPOYHBIMH, HH CIIHINKOM CKJIOHHBIMH K

AUCCOIIHAIINH.

HecKkoJIbKO B CTOPOHE CTOUT M3YUCHHE BIMSHUSA IIAKMPOBAHUS MAJBIX OEIIKOB TEMIOBOTO
IIOKa Ha UX (YHKIHMOHMPOBAHHE, MIOCKOJIBKY OHO OBUIO MPOBEAEHO Ha ApyroM Genke HspB6. B
3TOM CJlyyae M3y4aJloCh HE BIMSHHE MyTalMid, CBA3aHHBIX C Pa3BUTHEM OIpEIEICHHBIX
NaToNOrUA, a Moxudukanuu 3TOro Oenka, KOTOpas MOXET NPOMCXOIUTh IIPH PasHbIX
HapymeHusix OOMEHa, CHOCOOCTBYIONIMX HAKOIUIEHHMIO METHIITIMOKCAS. [IOBBINIEHHE
KOHUCHTPAMH 3TOTO BBICOKOPEAKIHOHHOTO COEJMHEHHS MOXET NPOUCXOIMTH IO pa3HBIM
IPHYHHAM (BBICOKHE KOHIEHTPAIMM ITIOKO3bI, IPHBOSIINE K KACKaMy PEaKLHil [ITHKAPOBAHHS,
MHIAOMPOBAHWEM OIIPENCICHHBIX JTAllOB [JIMKOJNW3a M CBA3AHHBIX C HAM MeETabOIMIecKUX
MyTeH) W, BEPOSITHO, OKA3bIBAET BJIHMSHHE HA MHOTHE NPOLECCHL, B TOM WHCIE Te, B KOTOPBIX
YYacTBYIOT Majlble OCJIKH TEeIUIOBOTO IMOKa. ABTOPY YHAJIOCh HE TOJNBKO AETATBHO HM3YYHTH
ocoberHocTH Mommukarmu  HspB6  Bmiote 10 wueHTHQUKAIMH  MOIHGHIEPOBAHHBIX
OCTaTKOB, HO M  MOKa3aTb, 9Yr0 MOAM(HKANMA  METHIIIHOKCAJIEM, HHTHOHpYeT
pocoopummposarne  HspB6  monm  meiictBueM  cAMP-3aBucumoi IIPOTEUHKHUHA3HI.
CrenosarenbHo, riukupoBanue HspB6 MoXeT HapyIIaTh perymsmHio akTHBHOCTH 3TON0 MAJIOro
Oenka TeroBoro moka. B pesynprare MpOBENEHHOTO KPOMOTIHBOTO HCCIEIOBAHUS aBTOPY
yAanoch JOKasaTh, YTO KaK TOYEYHBIE MYTAallMM, TaK MW OMNpEIEJCHHbIE XHMUYECKUE

MOAM(HKAIMK MOTYT HapyllaTh HOPMAalbHOE (YHKIMOHMPOBAHHE MAJBIX GEJNKOB TEIMIOBOTO

IIoKa.

Takim 006pa3soM, MOXHO C YBEpEHHOCTBIO CKa3aTh, 4To Jlumuedl KOHCTAHTHHOBHOlM

MypaHoBoii Gblita IpoBeieHa 6oNbIas, HHTEPECHas U BaXKHasi paboTa, TIOCBSIICHHAS H3yYEHHIO
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(ynramMeHTanBEHBIX acmekToB (QYHKUHMOHMpPOBaHUS MaJBIX GENKOB TEIIOBOrO moka. Cremyer
TaIOKE OTMETHTD, YYHTHIBAS 3HAUCHHE HAPYIICHHS (GyHKIHOHHPOBaHMS 3THX GENKOB B pa3BUTHH
pajia NaToJIorui, auccepTanionHas pabora JIK. MypanoBo#i BakHa W ¢ NpHKIATHON TOUKH
3peHus. OCHOBHbIE pe3ynbTaThl paGOTHI H3IOXKEHH B aBTopedepare uCCepTALHH W
ONyOIMKOBAHEI B  PElEH3HPYEMbIX Hay4HBIX OKypHANaX, BXOINSNIMX B MEXIyHAPOIHBIE
pebepatuBHBIE 6a3bl NAHHBIX M CHCTEMBEI nuTHpoBanus Web of Science u Scopus (5
KYPHAIIBHBIX cTaTe). CleaHHbIe aBTOPOM BBIBOJBI MOJHOCTEIO COOTBETCTBYIOT IOJTy4EHHBIM

pe3ynbTaTam.

Agropedepar muccepraunu JLK. MypanoBoii oTBeuaer TpeOOBaHUSM, YCTAHOBIIEHHBIM
Mockosckum  rocynapcrBenusM yHuBepcureToM umenn M.B. JlomonocoBa k paGoram

0106HOTO poja.

Takum o6pasom, couckarens Jumus KoHcrantuHOBHA Mypanosa nocroiina HPHCYKICHHUS

YUCHOH CTENEHU KAaHIMAATA XUMHYECKUX Hayk 1o cnienuanbHocTH 03.01.04 — 6Hoxumus,

3aBeNlylomumit  OTAeNOM GHOXHUMHM HUBOTHOH KiIeTKH Hayuno-uccnenosarensckoro HHCTUTYTA
$u3uKO-XHMHYeCKOH GHOMOrMM uMeHH A. H. Benosepckoro Mockosckoro rOCYIapCTBEHHOTO

yHHBepcuTeTa MMeHH M.B. JlomoHoCOBa,

JOKTOp OHONOTHIECKUX HayK, npodeccop
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