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Heab padoTsl

CucTeMaTU3UpPOBAaTh COBPEMEHHBIC IMPEACTABICHUS O KIIOYCBBIX JTarax
OnocuHTe3a Oenka,

MEXaHU3MaX €ro IPOCTPAHCTBEHHON OpraHM3allid, pOJIA IIAllCPOHOB M
peryIsaun

TPaAHCIALMY Yepe3 BapradeIbHOCTh CKOPOCTH JJIOHTAIIHH.

BBenenue

buocunTes Oenka (TpaHCHsAUUsI) MpPEACTABISET CO00M (yHIaMEHTaIbHBIM
IIpo1ECC

peanu3alyy reHeTHYecKoi nH(opMaIu, B X0e KOTOPOTO MOCIEA0BATEIEHOCTh
nykieotunoB Marpuanoit PHK (MPHK) nexogupyercs B aMMHOKHCIIOTHY IO
MOCJIEA0BATEIBLHOCTD MOJIUNENTHIa. B KilaccHuecKoM MOHWMAaHUU TPaHCISALUS
BKJIIOYAET TPU CTAJAUU: WHUIIMALIMIO, JJIOHTAlMI0 W TepmuHanuio. OJHAKO
COBPEMEHHBIC UCCIIEIOBAHUSI TOKA3bIBAIOT , YTO OMOTEHE3 OeJIKa B KIETKE — ATO
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3HAYUTENIbHO Oo0Jiee CIOXKHBINA, MPOCTPAHCTBEHHO OPraHU30BaHHBIA U YKECTKO
peryaupyeMblil IpoLEecc, KOTOPBI HE MOKET

OBITH CBEJIEH TOJIBKO K ()OPMHUPOBAHUIO MENTHUIHBIX CBSI3€l HA pHOOCOME .
[IpocTpaHcTBEHHAs] OpraHU3aLMUs TPAHCIIALINH.

CormacHo JnaHHbBIM, 0000HIEHHBIM B 0030pe coTpyaHukoB MI'Y, B
3YKapUOTHYECKOMN

KJIIETKE TPAHCIALUMS HE SBISAETCA HCKIIOYHUTENBHO IUTOIIA3MATHYECKUM
coopiTieM. Hapsgy ¢ kiaccMYecKMMH TPEACTAaBICHUSIMH O  CHUHTE3€
CEKpPETOPHbIX M MeMOpaHHBIX OEJIKOB Ha pudOcoMax, acCOIMUPOBAHHBIX C
AHAOIUIA3MAaTHYECKUM peTuKyiaymoM (DP), a pacTBOopuMBIX OE€IKOB — Ha
CBOOOJHBIX MOJIMCOMAaX, YCTaHOBJeHA u30uparenbHas Tpancisiuus MPHK Ha
MUTOXOHJPHSX, BJEMEHTaX LHUTOCKelIeTa U B  CHEUAIU3UPOBAHHBIX
pubonykieonporenaubix (PHII) rpanymax. OTu pgaHHBIE YKa3bIBalOT Ha
CYILIECTBOBaHUE

«TPAHCIALMOHHBIX  (PaOpUK»—  KOMIIAPTMEHTOB,IJIE€  OCYIIECTBIISETCS
KOTPAaHCISIMUOHHOE CBOpAayMBaHUE M COOpKa MyJb THOEIKOBBIX KOMIUIEKCOB.
MuroxoHapualibHasi TPaHCIALMS: SHAOCUMOHOTHYECKOoe Hacheaue.OcoObli
MHTEPEC MPEJCTABISAET TPAHCIALNS B MUTOXOHIPUSIX — OpraHeIiax,
COXpaHUBIIMX COOCTBEHHBI TEHOM M ammapaT OuocuHTe3a Oelka OT
OakTepuanbHOro mnpenaka. Kak mokazaHo B 0030pax JIeBULIKOrO W COaBT
MUTOXOHJPHAIbHASL ~ TPAHCIALMS ~ CYIIECTBEHHO  OTIMYAEeTCs Kak  OT
MPOKAPUOTUYECKOM, TaKk H OT LMUTO30JbHOW  OJYKapUOTUYECKOU. Y
MJIEKOITUTAOIINX OHA XapaKTEPU3YETCs] BBICOKOM CTENEHBIO ClEelHaIN3alUu:
MUTOXOHJIpHaJIbHbIE pUOOCOMBI (MUTOPHOOCOMBI) UMEIOT MHOE COOTHOIIECHHE
oenka u pPHK, ynukansHbie ¢daktopel ununumauuu (mtlF2, mtlF3) wu
MmoaudumupoBanubie TPHK. Cuntes 13 cyObenuHHI] IbIXaTENIbHOM LIETH
HEIMOCPEJICTBEHHO B MAaTpPUKCE MUTOXOHIPHUN HEOOXOIuM i MOAJEpKaHUS
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OKHUCIUTENBHOTO (OoCPOPUTUPOBAHMS, a HAPYIIIEHHUE ITOTO Ipollecca JISKHUT B
OCHOBE MUTOXOHJIPUAIHHBIX 3a00JICBaHUI .

KoTtpancnsimmonaoe cBopaunBaHUE M POJTb MOJICKYJISIPHBIX IIAITEPOHOB.
@opMHUpOBaHUE HATUBHOM TPETUYHON CTPYKTYpbl O€JKa HAYMHAETCS €IlE B
mporiecce

CUHTE3a Ha pubocoMe. DTO KPUTHICCKUHN ITAIl, TOCKOJIbKY TOJIATICTITHTHAS TICTTh
BBIXOJIUT U3

pUOOCOMHOTO TYHHEJNs B KOH(pOpMalluM, CKIOHHOW K arperamuu. B o03ope
Fedorov,

Biochemistry (Mosc)) u B ctatbe u3 Annual Review of Biomedical Data Science
MMOKa3aHO, YTO HAYMHAIOIITUHCS ITOJTUTIENTH/I CPa3y K€ B3aMMOJICHCTBYET C CETHIO
pruOOCOM-acCOMUPOBAHHBIX  (akTopoB. KirodeByro poib 31ech Hrpaer
komriekc NAC

(Nascent polypeptide-Associated Complex), a Takke cuctema RAC/Hsp70. Ot
[IanePOHBI

HE MPOCTO TMACCHUBHO YACP)KUBAIOT 1IEMb OT arperaiuu, HO U, CBS3bIBAsCH C
pubocomoii B

00J1aCTH BBIXO/A MOJUTNIENTHAA, MOIYJIUPYIOT CKOPOCTh AJIOHTAITUH M CO3/Iaf0T
«TPOCTPAHCTBO I (DOJAMHTA», TPEeAoTBpamias oO0pa3oBaHWE TOKCHYHBIX
arperaTos .

['eneTndeckuii KO  BTOPOrO  ypOBHSA:  peryismus  (GOJNIUHTa  4epe3
CUHOHUMUYHBIC KOJIOHBI.

OmuuM u3 HamOoJIee 3HAYMMBIX OTKPBITHH IOCISAHUX JIET , 00OOIICHHBIX B
pabotre Komar,gBisieTcsi CymecTBOBaHHUE JTOTIOJHUTEIBLHOTO,KKPUIITHYECKOTOY
KOJIa BHyTPH IeHETHIECKOTO Koaa. OKa3amoch, 4TO BBIOOP CHHOHUMHUYHBIX
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KOZIOHOB (KOAMPYIOIIMX OJHY U Ty K€ aMUHOKHUCIIOTY , HO Pa3IMYaroIMXcs 110
gactote BcrpedaeMoctu TPHK) crpartermuecku neTepMUHUpPYET BpEMEHHbIE
naysbl B IIpoliecce

TpaHchsuuu. Paznas ckopocTh 30HTamu, o0ecrneunBaeMasi HepaBHOMEPHBIM
MCIIOJIb30BaHNEM KOJOHOB, HEOOXOAUMA I TOTO, YTOOBI OTAEIbHBIE TOMEHBI
MOJIMTIENTH/IA

yCHeBaJIl IOCIEN0BATENIbHO (KO-TPAHCIALIMOHHO) CBEPHYTHCSI B HATHUBHYIO
CTPYKTYpY /10 CUHTE3a CIEAYIOIUX Y4acTKoB. TakuM 00pa3oM, CHHOHUMUYHbIE
3aMEHBI, 1OJITO€ BPEMs CUMTABIIUECS «HEMBIMI, MOTYT KPUTUYECKH BIUATH Ha
KOHEYHYIO TPETUYHYIO CTPYKTYPY U

dyHKIMIO OerKa .

3akiroueHue

Takum 0Opa3om, coBpeMeHHasi OMOXUMUST paccMaTpuBaeT OMOCUHTE3 Oelika He
KaK

JUHEHHYIO0 TTOCJIeIOBATEIHLHOCTh PEAKIIHi, a KaK MHTErPUPOBAHHYIO,
MPOCTPAHCTBEHHO-BPEMEHHYIO CHCTeMy . Y CIeHIHBIH Ounorenes Oemka
oOecrieunBaeTcs

COTJIACOBAaHHOUW paboToi ammapara TpaHcasuuu, cuctem aapecanun MPHK,
CHEIM(PUYHBIX MHUTOXOHAPHUAIBHBIX MEXaHW3MOB, INAlIEPOHOB U  JaXKe
HEPaBHOMEPHON CKOPOCTH JIBUKEHUS

puOOCOMBI,  3aIPOrpPaMMHUPOBAHHOM  TOCJIENOBATEIbHOCTHIO  KOJOHOB.
[lonnmaHue STUX MEXaHU3MOB HMMEET KIIOUEBOE 3HAUCHHE JUIsl pa3pabOTKu
Tepanuu  OOJie3HEH  HAKOIUIEHUS  HEMpPaBWIBHO  CBEPHYTHIX  OEJIKOB
(mpoTenHoONaTHil) U MUTOXOHIPUAIBHBIX TUCHYHKIUH.
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