Onyxonb BunbMca

Onyxonb BunbMmca (HegppobnacTtoma). Hactota HedbpobnacTtombl cocTaBnsieT 7,8 cnyyaes Ha
1 MnH geTeit B Bo3pacTte oT 1 fo 14 net. Onyxonb peako bbiBaeT y aeTei 0o 6 mec u nocne 5
net. Hambonbuwyto 4actoTy HabnopaT B Bo3pacTe 2—3 roaa.

Onyxonb Bunbmca cywecTsyeT B BUAE CNOpaanyeckmnx, CeMenHbIX 1 acCoLUMNPOBAaHHBIX C
cvHOpoMamu (popM. BONbIWNHCTBO NALMEHTOB C OMYXO/bO MMEKOT HOPMasbHbIA KapnoTumn,
0[HaKo B pse cny4yaes eCcTb CBA3b C Aeneuven 11p13, roe pacnonioxXeH accoLmMmpoBaHHbIv C
onyxonbto reH WT-1. WT-1 — reH onyxonesoi cynpeccumn, ero NnpoaykT — perynsTtop
dpakTopa TpaHCcKpUnuumn

, cBasbiBatowerocs ¢ AHK. benok WT-1 akcnpeccupytoT no4Ykn 1 nonioBbie Xenesbl nnoaa.
TpaHcreHHble Mblwm ¢ 0TCYTCTBUEM 06emx konuii nokyca WT-1 nmetot areHeauio noyek. MNpu
onyxonun Bunbmca obHapyXeHbl 1 apyrue aHomanuu: mytaums reHa WT-2, pacnonoXxeHHoro B
KOPOTKOM nneye xpomocombl 11 auctanbHee nokyca reHa WT-1, noteps retepo3vroTHOCTM
ONIMHHOrO Nneva Xpomocombl 16. Hacto coyeTtaHmne onyxonu Bunbmca ¢ BPOXAEHHBIMA
nopokamun passuTus.

CI/IH,IJ,pOMbI, accouuvmnpoBaHHbie C onyxoJsbio BunbmMmca.

0 WAGR-cungpom (Wilms’ tumour, aniridia, genital anomalies, mental retardation) sknio4yaet
NauMeHTOB C aHNpUanen, aHoManusamMm NONOBbIX OPraHOB M YMCTBEHHOIM OTCTanocTbio. Pruck
pa3suTnsa onyxonu Bunbmca y takmx 6onbHbix coctaBnseT 33%. MNpu WAGR-cnHopome
BbISIB/leHa MyTaLMs ayTOCOMHO-OOMMHAHTHOro reHa ¢ nokanusauuein 11p13. lNpokcnmanbHee
ero, Takxe B pavioHe p13 pacnonoxeH red WT-1. Bo MHOrux cny4asx y naunmeHToB C
WAGR-c1MHAPOMOM eCcTb crnopaanyeckas oeneums reHeTU4eckoro matepuana B obnactu
11p13, Bkntovarowas oba nokyca.

0 Cungpom OdeHn—[pawa — gucreHesnsi NonoBbIX Xenéa (MyXcKown
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ncesnorepMacdopoanTram) 1 HegoponaTus, NPUBOAALWASA K MOYEYHON HeJOCTaTO4YHOCTU. Y
60nbWMHCTBA NALMEHTOB Pa3BMBAETCS ONyxonb Bunbmca. NeHeTuveckas aHoManms y aTux
naumMeHToB TakXxe nokanusosaHa B 11p13, oaHako oHa npencraeneHa He geneuven, a
HeraTuBHOW OOMUHAHTHOM MyTaumei reHa WT-1, 4yTo HapywaeT cnocobHocTb JHK k
CBSA3bIBAHMIO.

0 Cungopom BnoemaHHa—bBekyuta — yBennyeHue pa3amepoB BHYTPEHHUX OPraHoB
(BUCuepomMeranus), reMurnnepTpogus , KNCTbl MO3roBOro Cnos Haano4e4yHUKoB, aHOManbHO
6onblumne KNeTkn Kopbl HAAMOYEYHKOB M BLICOKUWIA pUCK pas3BuTusi onyxonn Bunbmca. Y atmx
naumeHToB nospexaéH nokyc 11p15.5 (ren WT-2), pacnonoxeHHbii guctanbHee nokyca reHa
WT-1. ®dyHkuusi reHa WT-2 HesicHa. Y 60/IbHbIX CO CMOPaAnyecKUMmM CnyyasiMm cuHapoma
BuoemaHHa—bekyunTa BbisBNeHa noteps MatepuHCKUX annenemn B co4eTaHnmn ¢ 0TLOBCKOWN
aucomuert B nokyce 11p15.5, 4to ykasbiBaeT Ha po/ib FTEHOMHOro UMMNPUHTMHIa B reHese
onyxonu. Kpome Toro, NoBbIWEHa YactoTa pa3BmTus renatobnactombl, paka Kopbl
HaAnoO4Ye4YHKOB, pabooMMOCapPKoOM, OMyxonel NoaXe Ny LOYHOW Xenesbl.
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2) OTmonorus n Ncxon Kapauommonatum
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