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Ha aBTOpedepaT AuccepTalMOHHOH paborel [pyst Anexcanapa EBrenneBnua Ha
teMy «/neHTHduKaLUs W = HEMHBA3WBHAd  IHACHOCTHKA Mdne}cynﬂpﬂo~
reHeTHYeCKUX abeppauuii npu nepudepuueckux 3MOPUOHATBHBIX HEHPOreHHBIX
OIyXOJIsSIX y JETEH», NpeJCTaBICHHON HAa COMCKaHHMe Y4&HOM CTemeHH HOKTOpa
MEIMIHUHCKHX HayK M0 crenuanbHocTsaM 3.1.6. — OHKomorus, jgydyeBas Tepamus;

3.3.8. — Kiinnuueckast mabopaTopHasi IMATHOCTHKA

Heiipobnacroma (HB) — 3nokadecTBeHHass OmMyXoyib, MPOUCXOAAINAS M3
HE3pENbIX IPEIIIECTBEHHUKOB HEHPOHOB CHUMIIATUYECKOW HEPBHOM CHCTEMBI M
MO3rOBOTO BeIIeCTBAa HAJIIOYEYHUKOB, SBISETCS Haubojee pacrpocTpaHEHHOM
COJTMIHOW OIyXOJIBK0 SKCTpaKpaHHANBHOM JoKaiu3auuu y nerteid. s neé
XapaKTEePHO TIeTEePOreHHOE KIMHUYECKOE [IOBEIEeHUE TIPU OOIIEM CXOJCTBE
MOP(hOIOTHYECKHX XapaKTePHCTHK OIyXoid.  brarompustaeie ¢opmer  Hb
BBISIBJIIIOTCSL MPEUMYIIECTBEHHO Ha IIEPBOM TOJy JKH3HM M CKIOHHBI K
nuddepeHUMpOBKe UM perpeccy CIOHTaHHO, MM TIPH  MHUHHAMAJIBHOM
TEparleBTHYECKOM  BO3JeHcTBHH.  HeOnaronpusaTHele  (GoOpMBI,  HampoTus,
XapaKTePU3yIOTCs BBICOKOH YaCTOTOM CIly4aeB pelUIUBa H IPOrPECCHH Oy XOIH, a
TaK)X€ HEYAOBICTBOPHTEIbHBIMH II0KA3aTESIMH JOJITOCPOYHOM BBDKHBAEMOCTH
NalMEeHTOB. YYUThIBAs OTCYTCTBUE NPUHIMIMAIBHBIX Pa3ivYkil B MOPDONOrHH
OnaronpusTHEIX M arpeccuBHbIX HB Ha mepsoe MecTo BBIXOIAT MOJIEKYJIIPHO-
PEHETHYECKUE XapaKTePUCTHKH, OMNpPEIE/AIONIHe KaHLUEPOreHe3 H KIMHHYECKOe
redenre Hb. B coBpemeHHbIe CXeMbI CTpaTH(UKALMY NALUEHTOB HA TPYIITBI PUCKA
BK/IFOYCHBI TaKkHe OUONOrWYecKHe NpU3HaKW, Kak amruidduxanus reHa MYCN,
penemuud lp wu 1lq. B numreparype mnpuBomstcs yOenuTenbHBle JaHHELE,
CBHJIETEJIECTBYIOIINE O POJIM MOJIEKYJISIPHBIX MEXaHH3MOB IMOMNEPXKAHUS IITUHEI
TEJIOMEPHBIX ITOBTOPOB B (OPMHUPOBAaHHM 3JI0KadecTBeHHOro ¢enotuna HB.
OnHaxo ykasaHHble GMONOrHYecKHe MapKEépbl HE MOTYT OOBSACHHTbH BCE CIIyYau
arpeCCUBHOIO MOBEACHHUS OIYXOJIH U HY>KAIOTCS B PACHIMPEHUH C IIPOCTIEKTUBHOM

KJIMHUYECKOM BalTUaluei.



B mucceprauvonHoM wuccinegoBanuu A.E. Jlpys npuBOIATCS NaHHBIE O
BJIMSIHUHM 3KCIIPECCUOHHBIX, TEeHOMHBIX U 3IHUTeHeTHYeCKUX abeppaluii Ha MPOTHO3
y 6onpnbix ¢ HB. Taxke aHanu3upyroTcs MOJIEKy ISIpHbIE MEXaHU3MBI CO3PEBaHUs
HEHpPOTEHHBIX ONyXoJel mepupepuuecKod H IEHTPAIbHOW JIOKAIM3alliH,
IIPUBOJATCA ~ yOeaMTenbHblE  JOKA3aTeNbCTBA  YHHUBEPCAIBHOCTH  JaHHBIX
MexanusmoB.  [IpuBomsTcs  pe3ynbTaThl  MCIHOJb30BaHHS  MOJIEKYJISIPHO-
HarnpaBlieHHOM Tepanmuu uHrubutopamu ALK Ha OCHOBaHHMH  [IaHHBIX
BBICOKOIIPOM3BOIUTEILHOIO CeKBEeHHpoBaHus onyxoneBoi JJHK B npocnekTHBHOM
Koropre nmnanueHToB. [lokaszaHo, dYTo OHH 007aHaOT  [OTEHIMAILHOM
5(Q(GEKTUBHOCTBIO, B TOM 4YMCNE Ui TepalHud peUIuBOB 3ab0ieBaHus Y
OpEeJICYeHHBIX TAlHEeHTOB, M YIPaBIsSeMbIM MpOQHUIEM TOKCHYHOCTH IIPH
COYETaHHH C XMMUOTeparel epBOH JTMHUM UK TIPOTHBOPEIUIHBHEIX CXEM.

BaXHBIM ¢ MPaKTH4YeCKOW TOYKM 3pEHMsl SBISETCS pa3fiell JUCCepTalluH,
MIOCBSILIEHHBIH YCTaHOBJIEHUIO TeHOTHI-(PEeHOTHITHYECKHX KOppemnsiuui
MOJIeKyJISIpHBIX MapkepoB Hb ¢ xapakTepucTukamyu oImyXoiy, MOIy4aeMbIMU Py
nposefeHun KonuyecTBeHHo MPT. B nenom, uccnenoBaHue coOTBETCTBYET
COBPEMECHHOM TEHIEHLMH K MCIOJIB30BAaHHIO HEMHBA3MBHBIX TEXHOJIOTMH, B TOM
YUCIIe, Ul U3YYeHUs] OMOJIOTMYECKUX XapaKTePUCTHK OIMyXoJd. BhIIo MmokasaHo,
4TO  u3MepsieMblid  koadunmenr auddysuun (MK]I) sBisercs BakHOM
KOJIM4ECTBEHHOH XapaKTePUCTHKOM, 03BOINSIONIEN HEHHBA3UBHO POTHO3UPOBATH
THCTOJIOTHYECKUN THII ONYXOJIM M HaJauuue ammiudukainuu reaa MYCN. [anublii
pe3ysibTar OCOOEHHO BaXeH NI KOPPEKTHOM [MWATHOCTMKM IIPOTHOCTHYECKH
HeO/aronpusTHOX  HONynspHOW  (GopMBI  TaHMIMOHeHpoGmacTOMbl  IIpH
HEBO3MOMKHOCTH PE3eKIHH BCEro MaccuBa omyxonu. Ormedeno, 9ro cpegu MYCN-
nHeratuBHbIX Hb, K]l coxpaHsier cBOé mporHoctHyeckoe 3HAYEHHE W BMECTE C
T€HOMHBIM THUIIOM OIYXOJIM BBICTyIaeT B KadecTBe HE3aBHCUMOro (akTopa
NpOrHo3a.

ABTOpoM ory6uKoBaHO 36 Hay4HBIX paboT 110 TeMe AUCCEepTalMH, B TOM
yrcsie 18 craTel B MeIMIIMHCKUX XypHaaX, pekoMeH1oBaHHbIX BAK. Pe3ynsTaTsl,

IIOJTY4CHHBIE TIIpH BbLINOJHEHHH [OUCCEPTALlHOHHOI'O HCCIIENOBaHMS, HAaIILIA



OTpa’K€HUWE B HALMOHAIBHBIX KIMHUYECKHX PEKOMEHIAIMAX IS JIeYeHHUs
nauuentToB ¢ Hb, a rake B yueOHoM mocobuu «Helipo6mactoma y nereit u
TIOZPOCTKOB:  SIHUAEMHUONIOTHS, KIMHUYECKas IpPe3eHTalus U JUAarHOCTHKa.
ABTopedepaT HamUcaH JOTUYHO M IOCIIEA0BATENbHO. BEIBOIBI U [paKTUYECKHe
PeKOMEHJalMK  OOOCHOBAHBI M HAXOAT IIOATBEP)KIEHHE B  pe3ysbTaTax
HCCIIe[0BaHus. 3aMevyaHuii K aBTopedepary Her.

Taxum obpasom, aBTopedepar nucceprauuu JIpys Anexcanapa Esrensesnua
«Mnentupuxaums W HeWHBAa3MBHAS JIHATHOCTHKA MOJIEKYJIIPHO-T€HETHYECKHUX
abeppauuii npu nepuQepudecKux >MOPHOHAIBHBIX HEHPOreHHBIX OIYXOJSX Y
AeTei», NONHOCTEIO cooTBeTcTByeT 1. 9, 10, 11, 12, 13, 14 «ITonoxeHus o [opsiJIKe
NPUCYXXACHUSI  yYEHBIX  CTENEHEH»,  yTBEPKAEHHOMY  HOCTAHOBJIEHHEM
npaBuTenbcTBa PO ot 24.09.2013 Noe842 (co BcemMM W3MEHEHHSMH U
JIoNoIHeHNsIMHK), a cam aBTop [py# A.E. 3acmyxusaer NPUCYKIACHUS HCKOMOI
CTETICHH JOKTOpa MEAMLMHCKHUX HayK IO CIEeLUATIBHOCTIM 3.1.6. — Omnkosorus,

Iy4eBas Tepanus; 3.3.8. — Knunndeckas naGopaTopHas IHarHocTHka.
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