OT3hbIB
0 MarucTepckoit muccepranyy BuxauHoi Mapun BanieHTHHOBHEBL Ha TEMY
"M3ydeHne posld TPaHCKPUIIIMOHHEIX (hakTopos cemeiicTsa NF1 B popMupoBaHUU CTPYKTYPEI
XpOMAaTHHA PErYJIATOPHOM 00IaCTH reHa TPUNTOPaH IHOKCHTeHa3bl KPBICI METOJ0M
MMMYHOIPEIUIUTAIIAN "

Penensupyemas pabota mpejcTaBiIsteT coboil pyHIaMeHTaIbHOS HAyYHOS HCCIICI0BAHME B
06IIaCTH M3yYeHMs MEXaHW3MOB peryJLIIUH TpancKkpunmmu. lIpenmerom HcciaeoBaHUSA CTajM
TpaHCKPHUIIMOHHEIE (akTophl cemeiicTBa NF1, KoTophle, COIaCHO paccMaTpHBacMOW TIHMIIOTEse,
yYacTBYIOT B (OPMHPOBAHHM IIPEJYyCTAHOBIEHHOW CTPYKTYPBI ~XPOMAaTHHA, COCTOSHHSA
KOMIIETEHIIMM K TPAHCKPHUOIMH. B OTHOIIEHMHM IOPMOH-YyBCTBUTEJBHBIX I'€HOB, 3TO, BEPOATHO,
MOYKET MMeTh MECTO HEe3aHBCHMO OT T'OPMOHAJIFHOW CTHUMY LK. PaGora Oblna HalpaBiicHa Ha
M3ydeHHEe BO3MOMKHOCTH TKaHecHermduueckoro BauMonekcTsus Qaxropos cemeiictea NF1 ¢
perynsaTOpHOM 06JNACThI0 TeHa TPUUTO(GAHIAOKCHICHA3Bl, HYTO MOXET ObITh O0O0YCIOBICHO
Pa3JINYHBIM YPOBHEM DKCIIPECCUU I'€HA B Pa3HBIX TKAHAX.

Pa6oTa mocTpoeHa IO TPaJWIMOHHOMY IUIaHYy, BKIIOYaeT B ceOs pasuensl «Beenenuey,
«O630p nHTepaTyphl», «Marepuansl U MeToius», «Pesymbrarey, «OOCYKICHHE PE3yIbTaTOBY,
«BoiBopI», «CIHCOK nuTepaTyph». PaGora w3ioxKeH Ha 73 CTpaHUIaX, WIUIOCTpHpoBaHa 18
pucyHkamMu ¥ 7 TaGnumiiamu. B crmicke IHTepaTyphl comepuTcs 177 cCBUIOK Ha JHTEPATYypPHBIC
VICTOYHMKHA HA PYCCKOM M AHIJIMHACKOM S3bIKax, 3HAYUTENbHAA JOJNA M3 KOTOPBIX — DPabOThI
MOCJIETHUX 5 JIET.

B pasznene «Bpenenue» 0GOCHOBBIBACTCS aKTyalbHOCTh TEMbI PabOThHL, (OPMYIUPYHOTCS
Hellb W 3a7a4y WcciienoBanus. HadmHaas ¢ 5Toro paszeia U Ha IPOTSHKEHHU BCEIO TEKCTa paboThI
obparmaer Ha ce6s BHMMAHHE YETKOCTh W JIOTHYHOCTH H3JI0MKEHMS, YTO CYIIECTBEHHO O0Ieryact
[IOHIMaHHe MaTepHuaja JuTaTeiieM. B KkadecTBe 3aMeJaHHs MOXHO 0OpaTuTh BHUMaHUE Ha TO, YTO
BO MHOTHX CCBUIKax B TEKCTe paboOThI OTCYTCTBYIOT yKa3aHHs Ha HaJIMIHe COaBTOPOB («et aly, «u
JIp.») JUTS Iy OJIMKanpii, HAMCaHHBIX KOJUIEKTHBOM aBTOPOB.

B pasgen «O630p nuTepaTyphl» MNOJPOOHO pacCMaTpPUBAIOTCS COBPEMEHHBIC HAYYHBIC
IpeAcTaBIeHUs O PEMOJICITMPOBAHUY XPOMATHHA B IIPOIECCEe PEryJIUHN TPAHCKPUIIIUHM, a TaKKe
06 y4acTHM TpPAHCKPMIIUOHHBIX (DAKTOPOB B peasM3allidl TKAHECTIENM(PUISCKON SKCIPECCHH
renoB. Hemanoe BHHMaHHE, B YaCTHOCTH, YIEJIEHO TPAHCKPHUIIIIMOHHBIM ()aKTopaM CeMeWCTBa
NF1, B ToM umcie naHHBIM 06 ux cTpykrype, yuactuu B JIHK-OenxoBeIx m 6eoK-0€IKOBBIX
B3aUMOJCICTBUAX, AKTHBALINH WX UHI'MOUPOBAHUY SKCIIPECCHH I'CHOB.

JIns pelneHMs IIOCTAaBJICHHBIX 3alad aBTOP MCIOJb30Bajl IIMPOKUN CIIEKTP MOJIEKYJIAPHO-
OHMOJOTHYECKUX MeTOHNoB. IIOCKOJIBKY MaTepHajloM HMCCIENOBAaHHS  CIIYXXHI  XPOMAaTHH,
[OJIy4eHHBIH METOJOM HMMMYyHOIPELHIINTAUY, BaXHOE MECTO B paboTe 3aHMMaeT Tpymma
HEOOXOMUMBIX JUIS DTOrO METONOB, BKIIIOYAs METOMABI BhIeneHUs suep, ¢opmuposanus JIHK-

OEeNKOBBIX CIIHBOK TIpH 00paboTke (GOpManbAerHIoM, 9JKCTPaKIMU U YJIBTPa3BYKOBOM



¢parmentaniun JIHK ¥ cOoOCTBEHHO HMMMYHOOCA@KIECHHS C WHCIIOIB30BAHHEM MOHOKJIOHAIBHBIX
agtuten k NF1. Taxwke B paboTre HCHONB3YIOTCS ompeneieHue KoHmneuTpamuun JIHK
GbiIyopuMeTpUYeCKUM MeToIoM, djiekTpodopes THK B arapo3Hom reje, a OCHOBHBIE Pe3yIIbTaThI
ImonydeHsl npu nomomu Meroxa III[P B peampHOM BpemeHu. Bce wHCIonb30BaHHBEIE METOJIBI
OIHMCaHBI B TEKCTE PabOTHI JOCTATOYHO MOAPOOHO.

B xoze BbIONHEHUS pabOThI aBTOP YIASTHII 00JIBIIIOe BHUMAaHUE ONTHUMU3aIu metona IT1 P
B peajJbHOM BPEMEHH, YTO II03BOJIMJIO BIIOCHEACTBUM IIOMYYUTH NPHUHIIAIIHATIGHO BayKHBIN
pesyibsTar. IlokasaHo, 4TO MOJydeHHBIE METOJOM UMMYHOIPEIUIETAINK (PparMeHThl XpOMAaTHUHA,
cnenpuuyecky cBs3bIBatomue QaxTopsl cemeiictBa NF1, BKIIIOYAOT Yy4YacTKH pPeryIsSTOPHOMR
obnmactu TpUOTOPAHIUOKCUTEHA3BI, IIPHYEM B MaTepHalie M3 KJIETOK IEeYEeHH, IJe JaHHBIA I'eH
TPaHCKPHUIIIIMOHHO aKTUBEH, UX COAEp KaHHWE JTOCTOBEPHO BHINIE IO CPABHEHHUIO C MaTEPHAIOM M3
KJIETOK IIOY€EK, TI€ T€H PenpeccupoBad. TakuM oOpa3oM, MOJyYeHHBIC PEe3yIbTaThl COTJIACYIOTCS C
rurnore3oi o6 ydactuum ¢axkropoB cemeiictBa NF1 B ¢dopmupoBaHH W mHOJACpKaHHU 0C000i
CTPYKTYphl XpOMAaTHHA pEryJSITOPHBIX o0JacTed TIeHOB, 3aJCHCTBOBAHHBIX B pealH3aluu
TKaHEeCIEIUPUUIECKUX TTPOTPAMM.

Ilo xoxy o3HakomiIeHUs ¢ pabOTOH BOSHUKIIHM CJIEIYIOIIHE BOIIPOCHI:

1) Cyna no pesynsratam I[P, 6enox NF-1 B3amMopmelicTByeT HE TOJBKO C PEryiIsSTOPHOMN
00JIacTpIO T'eHa TPUNTO(AHTUOKCHTEHA3bl, HO U C pedepeHCHOM MMOCIe[0BaTEIbHOCTEIO TeHa f3-
aKTHHa, C KOTOpOH, Bpojae OblI, B3aMMOJCHCTBOBaTh HE NOJKEH. UeM MOXXHO OOBICHUTHL TaKue
pe3ynbTaThl?

2) Bropoli Bompoc cBs3aH C IEPCHEKTUBOH IPOIOJDKEHHS HcciieqoBanuii. IToCKONBKY
paccMaTpuBaeMasl aBTOPOM THIIOTe3a IpejrosaraeT cBsa3piBaHue ¢axTopoB NF1 HesaBucuMO OT
TOPMOHAILHOM CTUMYJIALIMU, HE HMEET JIM CMBICI HCCIEN0BAaTh TAKXKe MaTepua, MOJyJYeHHBIH
IIOCJIE TaKOH CTUMYJISAITIHN?

ITIo pesynpraTam pabOoThl aBTOp JenaeT 3 BHIBOJA. BBIBOJIBI KOPPEKTHHI U JIOTMYECKHU

BBITCKAIOT U3 IIOJIYYCHHBIX PE3YJIIBTATOB.

IlomBoxst WTOr, MOXKHO OTMETHTh, YTO MAarucrepckas aucceprarus Buxauuoii M.B.

IIPOU3BOJIUT IOJI0XKATEIIEHOE BIIEYATIICHUE U, HECOMHEHHO, 3aCJy>KUBAET OIICHKHU "OTJIHYHO" .
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