A,qpeHOKOpTVIKaanaFI aAeéHoOMa Yy nauueHTa nepBoro roga >Xwu3HMWU.
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AnpeHokopTukanbsHble onyxonu y aeten (AKO) pasBuBatoTcs y aeten kpaiHe pegko, coctaBnss okono 0,2% OT BCeX CryyYaeB 3110Ka4yeCTBEeHHbIX HOBOOGpasoBaHuin ¢ B BospacTe 4,5 wMecAueB BbiMonHeHa nosTopHas Guoncus  o6pasosaHus,

BO3PaCTHLIMM Nukamu B nepuod ¢ 0 Ao 4 neT M NoApocTKOBOM BospacTe. B 50-80% cnyuaes AKO passuBaioTcs Ha hoHe cuHapoma Jly-Opaymenn unu apyroro OCNIOXHVBLUASCA PA3BUTVEM MOCTMYHKUMOHHOWM rematoMbl. B ceAsu C oTcyTCTBUEM

6 B 6 80% AKO . appekTa OT KOHCEPBATMBHOM Tepanuu, GbINio MPUHSTO peLUeHre O NanapoTOMUYECKOM
HacneacTBeHHoro 3aboneBaHus. ONbLUMHCTBE (OKOMO %) cnydaeB npeacTaBneHbl 310Ka4YeCTBEHHbIMU BapuaHTamy (agpeHOKOPTUKanbHbIA pak), B yOANeHMM HoBOOGPA30BaHMs. Ha MMCTOINIONMYECKOe UCCHE0BaHME BbINO HAMPABIEHO

OCTaBLUEICS YacTu CryyaeB AMarHoCTUpyeTcsl agpeHokopTukanbHas ageHoma (AKA), xapaktepusytolascs 4o6poKkayeCTBEHHbIM TEYEHNEM. obpasoBaHMe OKpYrnoit gopmbl 5x5,5CM AYEUCTON CTPYKTYPbl KUCTO3HO-COMUAHOMO
cTpoeHus. 3aknioveHue: anddepeHLpoBaHHas OnyxXonb HagnoyYeyHvka (HarnoMuHaeT
CTPYKTYpy naparaHrnuomel). 3aknoyeHve pedepeHc-ueHtpa HMULL OFOU  um.

Llenm N 3a'u‘al_|l/| IOmutpusi PorayeBa: agpeHokopTukanbHas ageHoma (1 kputepuin no wkane Weiss, 14,7

GannoB no Van Slooten, 0 kputepveB no wkane Weinike/AFIP). C y4yeTom
YCTAHOBINEHHOrO [AuarHo3a nauueHTka Obina NpPOKOHCYNbTUPOBAHA  MEAMLUHCKAM
reHeTukoM (no pesyrnbTatam oGCNeAoBaHuA repMmuHanbHas MyTauus TP53  He
BbIIBMEHa), [OETCKUM SHAOOKPUHOMOrOM  (3HAYUMMbIX W3MEHEHWA HE BbISIBMEHO).
MpopomkeHo AnMHaMuyeckoe HabriodeHWe neguaTpoM, AETCKUM OHKONIOroM, AEeTCKUM

M arepualibl 1 METOAbI SHAOKPUHOTIOTOM.

MaumeHTka 3 mMecsiueB. Mpu npoBeaeHUn NpodunakTMYeckoro ocmoTpa, Bknovawwero B ceds Y3 OBl BbisiBneHo 6eccumntomHoe ob6bemHoe oGpa3oBaHue B
npoekuun npaeoro Hagno4veynuka. Mo ganHbiM KT OBl B gaHHoO o6nactv Bu3yanusvpoBaHo 06beMHoe KUCTO3HO-CoNnMaHoe o6pa3oBaHmne HemnpaBuIibHON hopMbl C Bb|BO bl
YETKMMMW POBHBIMU KOHTYpamu pasmepamu Ao 58x66x72 mm (puc. 1). 3Ha4YMMOro noBbILLEHNS YPOBHS CbIBOPOTOYHLIX MapkepoB (NSE, JIAI, XY, A®I1) He BbISBMEHO, lul

OUEeHKa YpOBHA KaTexonlaMMHOB B MO4Ye He BbINoSfHAMNaCb NO TEeXHUYEeCKUM MnpUuvnHam. [aHHbIX 3a nopaxeHwe KOCTHOrNo Mo3ra He nojlydeHo. Mo paHHbIM

[emoHcTpaumsa anddepeHumnanbHOM aMarHocTuku mexay Hempobnactomon n AKO y naumeHTkn 3 mecsiueB 6e3 AaHHbIX 3a Hannuue HacrnegcTBeHHoro 3aboneBaHus.

cumHTUrpadum ¢ 123--MABI B 0611actv NpaBoi NOSOBUHBI GPIOLIHOM MOMOCTU OTMEYAETCsl OKPYIbIA YYacTOK MOHWKEHHOro Hakomnerusi POM (puc. 2). Ons AKO KpaiiHe penkui BapuaHT 0GLEeMHOro 06pa3oBaHNs HapnoHeyHuKa,
BepudumKaLuum onyxoneBoro npouecca 6bina BbINONHEHA TpenaHobuoncusi HoBooOpasoBaHWs, MOMyYeH MSArKOTKaHbI KOMMOHEHT W yCTOe COAEPKUMOE KUCTbI. Tpebyownin nposeaeHns AnddepeHUmansHon AUarHoCTVKK, B MepBYyio
3akntoyeHne MopdonorMYeckoro UCCrneqoBanHus: MaTepuan ManouHpopmaTtueeH, amnnudpukauus reHa MYCN, dellp36, dell1q23 B matepuane He obHapyxeHbl. B oyepedb C Hewpobnactomon. COrnacHo [aHHbIM WCCIea0BaTenbCKoN

nepuop nposefeHns obcnefoBaHNa COMaTUYECKUA CTATyC NaLMeHTKU yaoBneTsoputenbHbli. Mo gaHHbIM Y3 obbemHoe obpasoBaHme 6e3 TeHaeHuUn K pocTy,

M rpynnbl  EXPeRT  Haubonee WHMOPMATUBHLIMW  AMArHOCTUHECKAMMU
CbIBOPOTOYHbIN YPOBEHb MapkepoB 6e3 AnHaMUKK

uccrneaoBaHusiMM Y AeTed OO0 roga B 3TOM  cuUTyauum  sIBRSKOTCH
onpefeneHne ypoBHSA KaTexonamMuHOB B Moye U cuuHTurpadwus ¢ 123-I-
MWBI. PagvkarnbHoe Xvpypruyeckoe yhaneHue Oonyxonu onpepdensieT

5 ycnex npu riokanu3oBaHHbIX oopmax. Tem He meHee, pebeHky Tpebyetca
KOHCYNnbTaUMsA reHeTVka ANA OUEHKW [AanbHemWwuX PUCKOB, a TaKkke,
yuuTbiBas  rOPMOHNPOAYLMPYIOWMA  XapakTep  Onyxonu,  nokasaHa
KOHCYNbTaLMs 3HAOKPUHOMOra.
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Puc. 1. KT opzaarog 6prowHoli nosocmu npu nepeudHom obcredosaruu (A,B) Puc. 2. CyuHmuepacpusi ¢ 123-I-MUBI" (y4acmok HaKonneHusi 8
npasol Hoze- Mecmo 8gedeHuUe KOHMPAacmHo20 fpenapama)




