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OT3bIB BEJIVIIEN OPT AHU3ALIA

Ha JHUCCEPTallMOHHYIO paboTy MuxaiinoBoit AsuHbl ['eHHambeBHBI Ha TeMy «MyTalOHHEIE
criektpel MTJIHK >KHBOTHBIX», IPEICTABIECHHYIO K 3aIlUTe B AuccepTanroHHOM coBeTe 24.1.088.01
(J1002.214.01) na 6a3e ®I'BYH «MuctutyT o61ieit renetrku umenn H. Y. BaBunosa» Poccuiickoit

aKaJeMHMH HayK Ha COMCKaHHE Y4EHOW CTEIEHU KaHauaTa OMOIOTHYECKHX HAYK 110 CICIHaTbHOCTH
1.5.7. 'eneruxa.

AKTyaJIBHOCTb HCCJICJ0BAHHUA

Huccepranmss ~ MuxaiinoBoit A. I. mocBsimeHa — WCCIENOBAHHMIO  MyTareHe3a
mutoxoHapuanbHord JIHK. Ckopoctes myramuit Mt/IHK yBenuuena mpumepno B 10 pas 1o
CPaBHEHHIO C SIEPHBIM TeHOMOM, M MHorue wmytamuu MTIHK accomumpoBanel kak ¢
HACJIEJICTBCHHBIMU 3a00JIEBaHUSAMK 4YENIOBEKa (B YACTHOCTH, OSHIEDAIOMHONATUAMH), TaK M C
M3MCHEHUSIMH, BOSHUKAIOLIMMHE IIPH CTAPEHUHM (B YaCTHOCTH, HEHpoAereHepanuei u capKomneHuei).
Onnaxo KiroueBble HaKTOphl (MyTareHsl), IPUBOISINKE K TAKOMY BBICOKOMY YPOBHIO MyTAIlHii, U HX
MyTaronHele moamucu B MT/IHK 10 cux mop ocrarorcsi HemsBeCTHHIMH. JIaHHOE HCCIIENOBAHUE,
HECOMHEHHO, aKTyaJbHO, MOCKOJbKY B paboTe clelaH MEepBBHI BaXKHBIM MIar K PEKOHCTPYKLUH
OCHOBHBIX MPUPOAHBIX MyTareHoB MT/IHK u uX MyTallOHHBIX TOAIIHCEH.



Hay4nasi HOBU3HA H KJII0YeBBI€ Pe3yJIbTATHI pa6oThI

B nannoii paGote BIEpBhIe OBLIH MCCIICIOBAHBI ACIIEKTHI MyTareHe3a mutoxoHapuansHoit JIHK Ha
OCHOBE DPEKOHCTPYWPOBAHHBIX MYTALIMOHHBIX CIIEKTPOB COTEH BHOB IIO3BOHOYHBIX JKMBOTHBIX.
AHanu3 naTTepHOB HEUTPANbHBEIX (CHHOHHMHUYHBIX) 3aMEH II0Ka3al, 9TO MYTal[MOHHBIE CHEKTPBI
MT/IHK paznuuarorcss y pasHbIX BHIOB JKHBOTHBIX M 3aBHCAT OT OCOOEHHOCTEH MX KHM3HEHHOTO
IUKIa (HalpUMEp, OT IPOAO/KHTENBHOCTH JKH3HH y MIIEKONHUTAIOMIMX H YPOBHS 6a3aibHOTO
merabosu3ma Ha MacimTabe Bcex XOpoBbIX). OGHApyKEHHbIE KOPPEIAIT CBUJIETEIBCTBYIOT O TOM,
4T0 BHyTpeHHHH MyTareHe3 MT/IHK, HecMoTps Ha €ro KOHCEPBATUBHOCTH, YyBCTBHTENEH K
M3MCHCHHUSIM YPOBHS META00IMYECKOH aKTHBHOCTH XXHBOTHBIX. DTH PE3yIbTAaThl ObLIH IPUMEHEHBI
K HCCJIEIOBAHMIO OITYXOJICBBIX TKAHEH YEIOBEKa, II€ TAKXKE BBIABJICHB! KOPPEIISIIHH MEXITY YPOBHEM
OKHCJHUTENBHOrO (GochHopunupoBaHns U MyTauroHHEIM criekTpoM MT/IHK. Mcmons3oBanue Takoro
pola NaHHBIX OTKPBIBACT HOBYIO 00NacTh, rie comarmdeckue myrauuu MTJIHK MoryTt ciyxuth
CCTCCTBCHHBIMH MAapKepaMH KIMHWYECKH 3HAYMMBIX XapaKTEPUCTHK (TAKUX KaK TUIIOKCHS)
pasivYHBIX TUNOB omyxoned. Takum oO6pasom, pabGora MuxaiimoBoit A. TI. BrepBble
IPOIEMOHCTPHPOBATIA, YTO BOJIFOLUOHHO HEHTpaIbHBI MyTanoHHbIH criekTp MT/IHK He apngercs
CIy4allHBIM IIYMOM (KaK CUMTaIOCh PaHee), a COAECPKUT HH(POPMATHBHBIE NAHHBIE, KOTOpBIC
II03BOJIIOT  BOCCTaHABNIMBATh KIFOYEBLIE OCOOEHHOCTH MeTaboNM3Ma Kak pa3IMYHBIX BHIOB
JKUBOTHBIX, TaK M TKAHEHN YelloBEKa.

CTpykTypa H coaepkaHne padoThI

Huccepranuonnas pabota Muxaiinosoit A. I'. Hamucana mo cTaHzapTHOMY IJIAHY U COCTOUT
U3 BBEACHHS, 0030pa JMTEpaTyphl, MaTepHAIOB M METOIOB HCCJICIOBAHMS, PE3yIbTATOB M KX
00CYXICHUS, BBIBOJOB, CIHCKA COKPANICHHA M TEPMHUHOB U CIHMCKA LUTHPYEMOH JHUTEPATYDBL
Obmuit 06bem paboTsl cocTabmser 128 crpanun, 29 Tabmun u 40 pucyHkoB. CIHCOK LUTHPYEMOI
JUTEPATyPHI BKIIIOUAET B ce0s 123 nuTepaTypHBIX HCTOYHHKOB.

Bo BBeseHHH CcHOpMYTMpPOBAaHEI LeTh M 3ajaYd  HCCIIENOBAHMS, MPEICTABIICHBI
aKTyaJIbHOCTh, HOBH3HA TEMBI MCCICJIOBAHWS M IIPaKTHYecKas 3HAYMMOCTH paboThL Takike
chOpMyIHPOBAHBI MOJIOKEHHUS, BEIHOCHMBIE Ha 3aIUTY. Pe3y/IbTaThl Oy6IMKOBAHb B 3 CTaThsX, 3
U3 KOTOPBIX BXOIAT B CIHCOK peKoMeHoBaHHBIX BAK, u B 18 Te3ucax.

I'naBa O630p nuTepaTypsl BKIIOYaeT B cebs HHGOPMALHIO O CYILIECTBYIOIINX Mpobenax B
JIAHHOH 00/aCTH, a TaKKe PaccMaTpHBAIOTCS MOTCHLMATBHBIE MEXaHM3MbI MyTarcHesa BHYTpH
MHTOXOHIpHH. Tarke B JaHHOM pa3zieNne yIMOMMHAIOTCS PA3IHYHBIC BHJBI MUTOXOHJPHATBHBIX
COMaTHYECKUX MyTalluil B QOPMYIHUPYETCS THIIOTE3a OTHOCHTEIHHO ACCOIMAIMH METaOO0IHICCKIX
MapaMETPOB Pa3IMYHBIX BUIOB )KHBOTHBIX M MUTOXOHIPHAILHOIO MyTareHesa.

B rimaBe Marepuansl ¥ MeTOZbI IPHBOIMTCS IIMPOKMH JHANA30H METOJOB, OCBOCHHBIX
AUCCEPTAHTOM IIPH BBINOIHEHUH HCCIICIOBATENBCKON paboThl. Bee MeTOMBI OMMCcanbI B JOCTATOYHOM
CTEIEHH MOAPOOHO M OIyOIMKOBAHEIL.

I'maBa Pe?)yJ'H:-TaTBI HCCJICIOBAHUS 3aHUMAECT HAUOONBIIUNA OOBEM B ,HHCCGpTaHHOHHOﬁ

pabore M cocTouT u3 3 pasnenoB. Kaxmeri us Pa3JeNoOB COMEPKHUT COOCTBEHHO PpE3YJILTATHL,
00CYXIIeHHIE U KPATKOE 3aKIIOUYEHHE.

B rnase OOcyxneHue mnpuBeneH KpaTKuil aHATH3 Pe3yJIbTaToB, IOJIYYEHHBIX IIpH

HCCIICAOBAHHUH COMATHYECKHUX U T CPMUHAIIBHBIX MYTAllMOHHBIX CIEKTPOB MTI[HK JKUBOTHBIX H
YCJIOBCKA.



BrBoas! COOTBETCTBYIOT IIOCTABJICHHBIM 3aJiauyaM.
3amMeuaHus U BOIIPOCHI

1. Heo6xomumo OTMETHTH HE3HAYHTENbHBIE CTUJIMUCTHYECKME HOIPENIHOCTH M ONCYaTKH B
texcte. Hampumep, B rimaBe OOcyxzaeHHe B npemtoxeHud «VICHONb3ys 3BOJIOMMOHHBIN
IOAXOA, MBI OBUIO PEKOHCTPYHPOBaHO Gobimoe KomudectBo Myramuii MTIHK y coten
BUJIOB IIO3BOHOYHBIX.» HMEETCS HApyLIEHHE COTJIACOBAHHS, MECTOMMEHHE MBI BBIMVISIUT
mimHEM. B npyrom mpemnoxennu B riaBe O630p suTeparypbl « JNEKTPOHHBIA yTE€UKH B
MHTOXOHIPUATIbHOW JBIXATENbHOM LENM INPUBOAUTH NPUBOAUTE K 0OPa30BAHMIO AKTHBHBIX
opm kucnopona (ADK)» Taxke NMPHCYICIBYeT HapylIeHHe corjacoBaHHs. Kpome Toro,
BBI3BIBACT BOIIPOC IPABUIIBHOCTD YIOTPEOJEHH TEPMUHA «BpPEMs T€HEPAIUH MOKOJIEHH,
KOTOPBIl BO3MOXHO SIBISETCA HE COBCEM TOYHBIM IEPEBOJOM AHTIMICKOrO TepMHHA
«generation time», He HMMEIOIEr0 IOCTOBEPHOIO aHAJIOra B PYCCKOM f3bIKe. B Tekcre
TPEThEH IJIABBI PE3YJbTATOB BCTPEYAIOTCS HEKOTOPHIE TEPMHHOJIOTMYECKHE HETOYHOCTH H
CTHUIMCTHYECKHE MOrpelHocTi. Hanpumep, ucnosb3oBanne TepMuHa "paku” BMecTo Gojee
KOPPEKTHOTO "0ITyX0Ju" Ui "3J0Ka4eCTBEHHbIE HOBOOOpa30BaHus".

2. 3aMeyaHWe IO MNPENCTABIEHHIO JAHHEIX: Busyamusaius AaHHBIX Ha pucyHKe 3.39 He
ONTHMANbHA I JEMOHCTPAlUM 3asBJICHHBIX pa3nuuuii B yacrote A>I" Myramuil mexmy
HOPMOKCHYECKAMH M THIOKCHYECKHMH oOpasnaMu. BMecTO HCMOJB3yeMBIX CTOJIOUYATHIX
AuarpaMM, KOTOPBIE HE OTCOPTHPOBAaHBI M IPEACTABIIOT OTHOMICHWE A>[ MyTamuii K
OCTaJbHBIM JUISL KaXmoro obpasna, Obuto OBl Gosiee MH(GOPMATHBHO HCIONB30BATH
THCTOrpaMMBI HJIM TPaQUKH pPacHpeNeNeHHs BEPOSTHOCTEM. DTO MO3BOJNHIO OBI JIydIle
OICHMTH pacnpenesicHue 4actoT A>I" myranuii B obemx rpymmax. Kpome Toro, mis
HaIJIHOW JEMOHCTPAlMM PasHHIBI MEXIy TPYNIaMH MOHO OBLUIO ObI HCIIOJB30BATEH
rpaduk 'apnsepa-AnbT™MaHa, KOTOPBIi OJHOBPEMEHHO MJLTIOCTPEPYET KaK BBIGOPKY, TaK W
pasmep s0bekTa, MIM CKPUIIMYHEIE IMArpaMMBI, KOTOPHIE YCIENIHO IIPUMEHSIIHCH B
NpeABIAYUX riaBax paboThl. Takoe mpeicTaBlieHHE JAHHBIX MO3BONIIO Obl YHTATENIO
bosee TOYHO OLEHHTH CTATHCTHYECKYIO 3HAYAMOCTb M BEIMYMHY HAGIIONAEMBIX pasIHunil
MEXIy HOPMOKCHYECKAMH U THIIOKCUIECKUME 00pa3iiaMy.

3. 3aMeyaHwe MO METOMONOTHH: ABTOp JENAET BHIBOJ O TOM, UTO OIYXOJH CTAHOBSTCSA Gojee
THIIOKCUYHBIMA 110 Mepe IporpeccupoBanus. OJHAKO, HECMOTpS Ha IIPHBEJCHHBIC
JUTEPaTypPHBIE CCBUIKH, 3TOT BOIPOC OCTAETCSl JUCKYCCHOHHBIM B HAYYHOM COOOIIECTBE.
Bruto 65l Lignecoobpasno Gomee KPUTHIHO PACCMOTPETh TAHHOE YTBEPIKACHUE H, BO3MOKHO,
IIPOBECTH IOMOJHUTENBHEIC aHAU3Bl I €r0 MOATBEPKICHHS B paMKaxX MCCIELyeMOi
MOJIEIIH.

4. AHanusupys NoNydYeHHbIe KOPPEISIHMH TeMIa MyTamuii A>T ¢ mapameTpaMu XHU3HEHHOTO
KA (IPOJOIDKHUTENBHOCTD JKH3HH MICKOIUTAIOIIUX, TEMIIEPATYPA CPEIBl OOUTAHHS pBIO),
aBTOP HCIIONB3YCT BHIDAKEHUSA «MYTareH, aCCOMUPOBAHHBIN CO CTApEHHEM) WM «MYTareH,
aCCONMMPOBAHHEIN C YPOBHEM 6asaibHOro MeTabonu3mMay. XOTS KOPpPENSIHOHHBIA aHAIu3
HE II03BOJIACT TOYHO BBIABHTE XUMHYECKYIO IPUPOJY TAKOIO MyTareHa, ObUIO OBl HHTEPECHO
Y3HaTb MHEHHE aBTOPa O BO3MOXXHOM XHMHYECKOM MEXaHHU3ME, KOTOPHIH MOTEHIHATHHO
INPUBOAUT KO BCEM HAOIIONACMBIM aCCOIHAIIHSM.

5. Pabora morma Obl comepxarb GONBINE CAMOKPUTHKA W AJIbTEPHATUBHBIX CIICHAPHUEB,
OOBACHSIOMWMX HalJrOaeMble siBIeHus. HampuMep, yrBepxias, 4ro Koppemsinust A>T ¢
TIPOIO/KUTEIBHOCTRIO JKU3HHM  MJICKOIUTAIONIMX OOYCIIOBICHA HEKOTOPBIM MyTaTeHOM,
aCCOLMHPOBAHHBIM CO CTAPCHUEM, HEJIb3s 3a0bIBATD, YTO MHOXKECTBO JIPYTHX XapaKTEPHCTHK



CpaBHUBA€MbIX J>XHBOTHBIX TaKX€ CBA3aHO C IPOAOJDKUTECIBHOCTBIO JKU3HU — HAIIpUMED,
Mmacca Teia, B(i)(I)GKTI/IBHaﬂ YHUCJIICHHOCTD ITOITYJISIIIUHN, SKOJIOTHYECCKUE CTPATCTHUU. Moxer nu
aBTOpP OBITH YBEPEH, YTO HMEHHO MPOJIODKUTEIBHOCTD KHU3HU U, COOTBETCTBEHHO, MyTarcH,
ACCOITMUPOBAHHBIA CO CTApEHHEM, SBISIOTCS KIFOUEBBIMH MEXaHU3MaMH, OOBSICHSIIOIMMU
Ha0JIFOIaeMBIe PE3YJIbTATHI?

3akouenue

PaGora BbImOJHEHa Ha BBICOKOM ypOBHE, HAIMCaHA XOPOIIUM  SI3BIKOM, IPEKPACHO
WUIIOCTpUpOBaHa. MIMeromuecss OTHENbHBIE ONEYaTKM M CTUJIMCTUYECKHE TIOTPEIIHOCTH HE
CHIDKAIOT YpPOBEHb OHCCEPTAlMOHHOW paboTel. ABTOpedepar MONHOCTHIO COOTBETCTBYET
collepXKaHUIO mauccepTanuu. JluccepranwonHas paboTta mpencrtaBiser coboil  3aBepIIEHHOE
CaMOCTOSITEIBHOE HCCIECJOBAaHHE, COJACPKaHUE AUCCEPTAIMK IOJHOCTBIO COOTBETCTBYET I.II. 9-14
«[TomoxeHuss 0 NOpsAKE MPUCYKICHUS YUYEHBIX CTENeHel», yTBepxa¢HHOro IloctaHoBieHHEM
ITpasurensctBa Poccuiickoit @enepanuu Ne 842 ot 24.09.2013 ¢ uaMeHeHUIMH, MTPEIBIBISIEMBIMHA K
JVCCEepTalysIM, IPEACTABICHHBIM Ha COMCKAHUE CTENEHH KaHauaata OMOJOrMYecKux Hayk. ABTOp
pabotsl, MuxaiinoBa A. I'., 3acimyXuBaeT NpPUCY)KICHHS HCKOMOW CTEIIEHW KaHIHWIaTa
OMONOTUYECKUX HAYK 110 CHENHANTBHOCTH 1.5.7 — reHeTrka OMOJIOTUYECKON OTPACTH HAYKH.

O13bIB 00CYXIEH Ha 3acefaHnu otaesia buomarepuanoB u OHOHAHOTEXHOJIOTHIA
ITpotokon No 7 ot 27.09.2024 r. IlpucyrcrBoBaiu — 18 corp., "3a"
BO3JIEPKABIINXCS HET.
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