Hedpobmactroma (cunonuM: omyxonb BunmMmca) — 9acto BeTpevaromiascs U oaHa U3 Hanbo-
Jiee U3YYEHHBIX 3JI0Ka4eCTBEHHAs OIYXO0JIb JETCKOTro Bo3pacTa. Pe3ynbraTsl nedenus Hedpobdia-
CTOMBI TIOMCTHHE BHEYaTIAIOT. Tak npu 1 u 2 cranusx 3a001eBaHus BHI3OPABIMBAIOT MIPAKTHU-
yecku Bce 1eT (98 u 95% cooTBETCTBEHHO).

WNunorna Hedpobiactoma y neTeil coyetaeTcsi ¢ reHeTHYeCKUMU CUHIPOMaMH, KOTIJa Omy-
XOJIb TIOYKH SIBJIIETCSI COCTABISIONIEH CHHApPOMa. B kadecTBe mpuMepa MOKHO NPUBECTU CHH-
apom WAGR.

Cunapom nonyunn HazBanue WAGR or mepBbix OykB anriamiickux ciaoB Wilms tumor
(mepobiacroma), Aniridia (aaupuaus), Genitourinary anomalies (mopoku pa3BUTHs MOYEIIOJI0-
BOii cucteMsbl) 1 mental Retardation (ymcTBeHHast OTCTAIOCTB ).

VY passbix nanueHtoB WAGR cuHapoM MOKET NMpoTeKkaTb MHAMBUAYAJIbHO M HEKOTOPBIE
XapaKTepHBIE U1 CUHIAPOMA CUMIITOMBI MOTYT OTCYTCTBOBATh UJIU MPUCYTCTBOBATH JAPYTHE.

WAGR — cunnpom, 3to nmposineHue aenennu yacta 11 xpomocombl. OCHOBHOM KpuTepuit
nuarHoctuku WAGR cuHzpoma 310 10Ka3aTenbcTBo aenenuu B 11pl3.

Cunnpom WAGR siBnsiercss 10cTaTOYHO peAKUM 3a00JIEBaHUEM U BCTPEUYAETC JIUIIb B CIIO-
paaguueckux ciydasx ¢ yactoroit 1:500.000 HoBopoxxaenusix (Mapaxonos A.B. u ap., 2016). ¥
MAIMEHTOB OOBIYHO HET ceMelHOoM ucrtopun 3aboneBanusa. OIMHAKOBO MOPAXKAIOTCS KaK Mallb-
YUKH, TaK U ICBOYKH.

VY 70 % OGONBHBIX ¢ BPOKIACHHOW aHMPHUAWEH, UMEIOIUX XPOMOCOMHYIO neneruio 11pl3,
pa3BuBaeTcs onyxoyib Bumbmca. Onyxoiib MOXKET MOSIBUTHCS B MepBble 2-3 roaa >xu3Hu. [Ipu
cupome WAGR nedpobiactoma B 36% citydaeB siBIS€TCs IBYCTOPOHHEH.

Hapsiny ¢ aHupuaueit MOryT BCTpeYaThesl THITOIUIA3US 3pUTENIbHOTO HEPBa, KaTapakTa, MoJ-
BBIBHX XPYCTaJIMKa, TJIAyKOMa, HUCTarM, MTo3, aMOJIMONHS U Kocoriazue. Jlpyrue riaa3Hble aHo-
MaJIMM BKJIFOYAIOT MUKPOPTAIBMUIO, aHOMAIIMU TIEpEIHEro OTAeNa Ifla3a U AUCIUIA3UI0 CeTYaTKU
riasa.

VY neBoYeKk aHOMAJIMK Pa3BUTHS BHEIIHUX ITOJIOBBIX OPTaHOB BCTPEYAIOTCS PEIKO, OJHAKO
Cpeay aHOMAaJIMi BHYTPEHHHUX IMOJIOBBIX OPTraHOB MOYKHO OOHAPYKUTh TSHKEBUIHBIE TOHAIBI, TIO-
POKH pa3BUTHSI BIArajuIlla U MaTKH.

VYuuteiBas peakocts cunpoma WAGR kax b1l HOBBIH ciydail mpeacTaBisieT 6e3yCiIoBHbIN
HAYYHBIN ¥ MPaAKTHYECKUI MHTEPEC IS CIIEIIHAINCTOB OHKOJIOTOB, T€HETUKOB, XUPYPIOB, TIETH-
aTpOB.

Hesouxa M., 1 2. 8 mec 6 ansape 2017 2. nocmynuna ¢ HIIL] cneyuanuzuposaurot meouyuH-
ckou nomowu oemsam um. B. @. Boiino-Hceneyxozo /[3 2. Mockewr (HIIL]) no nosody onyxonu

obeux nouex.



Pebenox om 5 bepemennocmu npomexaguieti ¢ mokcukozom 6 1 mpumecmpe, 4 pooos. Po-
ounace Ha 36 Hedene gecom 2650,0 2, onunoii 48 cm.

bonvua ¢ 2016 2, koeoa npu naanosom Y3U uccredosanuu 6powHol norocmu Ovliu  6bi-
SleHbl HOB00OPA308aHUsA 8 NPABOU U Nleoll noukax. [Ipu obcredosanuu no mecmy dHcumenbcmea
(2. Kemeposo), nocie npouszsedeHHOU NYHKYUOHHOU Ouoncuu Obvlia OUAZHOCMUPOBAHA HePpoO-
aacmoma npasoi nouxku. Ilo mecmy dxcumenbemea 6 yCio8usax CmayuoHapa npoeoero 2 Kypca
npeoonepayuoHHOU XUMUOMEPAnUU No NPOZpamMme leyeHus He@poobaacmomvl, nocie 4e2o pebe-
HOK 20CNUMAIU3po6aH 0isl nevenus: 6 Haut [{enmp.

Cocmosnue npu nocmynieHuy OYeHUu8auio0Ch KaK Cpeonel maxicecmu, cyObeKmugHo Yyecm-
sosana cebs yoosiemeopumenvro. Co cmopomsbl 0peanos u cucmem ObiXauus, KposooopaujeHus,
nuwesapenus be3 ocobenHocmell.

IIposedeno komnnexcrHoe obcredosamie pebeHka.

IIpu xomnwvromepHoll aneuocpaguu 8 HUMCHeM NoIIce U YeHMPATbHOU YACIU POMUPOBAH-
HOU KHAPYJCU NPasoli NOYKU Onpeoesisiemcsi MHO20Y31080€ 00pa3o8anue ¢ HepoSHbIMU KOHN)-
pamu, npopacmarowee 8 JIOXAHKY, CIAOOUHMEHCUBHO U U3OUPAMeIbHO HAKANausaoujee KOH-
mpacmublil npenapam, pasmepamu 60x27x33mm. Jloxauka npasou nouxku pacwupernua. Ilpasas
nouxka cmeweHa enu3. Hudichuii nonoc nouku Haxooumcs Ha ypoeHe 2pebHs n008300UHOU KOC-
mu. Ilouka pomuposana na 1 800(puc. 1 6, 18). B nuoicnem nontoce 1e6oil nouKu, CyOKancyisapHo,
onpeoensiemcs 2Uno0eHCcHoe 00pa308aHue ¢ HEPOBHLIM KOHMYPOM, pazmepamu’,SMm 6 ouamem-
pe, He Haxkaniusaouee KOHCMpAacmusli npenapam. Bvloerumenvras ¢ynkyus obeux nouex co-
XpaneHa.

3axknwuenue: H08000Opa306aHUe NPABOl NOYKU (Heghpobaacmoma) ¢ npopacmanuem 8 Jjo-

xauky. Kumca neeoii nouxu (puc. 1 a, 6, 8).
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Puc. 1 «a». Koumnwvromepnas aumeuoepaghus. Omuemaugo onpeodensemcsi ONyxoiv npagoll
NOYKY, 3AHUMAIOWASL CPEOHUL U HUNCHULL OMOebl, NPopacmarwas 10Xauky opeana. Koumyp
ONYX0nU HepOBHbIll, 00BOJILHO YemKUll. B obnacmu napenxumvl HUMCHE20 NOTIOCA UMEemcsl KUC-
MO3HAsL ONYX0b 00 1 cm 6 duamempe (ommeueHo CmpenKol).

MosRalaTRUNERES < Pediatric §8ntre, Solntsevo
# cT

kVP:120

0
mAs: ' Vitrea®

Thk:3 mm Jl B wiL3sam
Asteion } Oblique
L4 ,q'

Puc. 1 «o». Komnviomepnas aneuocpaghus. Pexoncmpykyus. Onyxons npasoti nouku 3aHu-
Maem 6ce omoesbl NOYKU OM 8EPXHE20 00 HUICHe20 NON0C08. B nudicnem nontoce nesoii nouku

KUCMO3HOe H0B00OpA308anue (OMMeyeHo CIMpPeNKoU)
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Puc. 1«e». Ha komnvromepnoii aneuocpamme (3D pexoncmpykyust) onpeoensemcs HudICHUIl
HONIOC NPABoll NOYKU HA YPOBHe 2pedHs nodsezdowHou xocmu. Ilouxa pomuposana Ha 180°.
IIpasas noueunas eena (ommeueHo CmpenKo) 6nadaem 8 HUXCHIOW NOJYIO 8eHY 02UbAs epXHULL
HONIOC NOYKU NO NepeoHell NOBEPXHOCHIU.

Pebenox KOHCYTTbmupoeaH Od)maﬂbMOﬂOZOM. Buvisignena aHupuduﬂ, Kocoanasue cxodaujeecs no-

CMOsIHHOE dllbmellbHupyoujee, HUCnmdaem.

KOHchlbmauuﬂ 2eHemuKa: 0cobeHHocmu ¢eH0muna u xapakmepHvle noOpoKu paszeumus 2ias U nodex coom-

semcmeyiom WAGR-cunopomy.



24.01.2017 2. suinoaneno onepamusHoe BMewamenscmeo 6 obveme: 1anapomomus, oonomomenmuas 1) negp-
PIKMOMUSL CNPABA U 2) Pe3eKYUsi Ce2MEHMA HUIICHE20 NONI0CA Ne60U NOYKU.

(Bpuzaoda spaueii: npog. Lllapoes T. A., acc. Poxoee M.A., Casnaes K.@.; anecmesuonoz Hnnapuonos IO. B.)

Ipu pesusuu opeanos 6prOWIHON NOIOCHU NAMONOUU He 8bIABNEHO. JIeeas nouKka cmewjena eHu3, pasgepHyma

0 .

na 180°. Ommeuaemces nenonnoe yogoeHue NOUKU: BbIAGIAIOMCA 08e cocyoucmole Hoxcku. Onyxonv umeem y3noea-
moe cmpoenue, 3aHumMaenm npaKxmuiecKu 6ce omoesbl NOUKU Om 8epxXHe20 00 HUICHE20 NOJI0COS, CPEOHUL U HUMC-
HUll omoebl NOTHOCMbIO 3amelyenbl HOB00OPA306aHUeEM, UMEIOWEeM OOCMAMOYHO NAOMHKYIO Kancyry. Mouemounuk

6 obnacmu 60pom NOYKU pEe3KOo pacCuiupeH 3a cuem onyxoiu 6blx00}m;eﬁ U3 J1OXAHKU U pacnpocmpaﬂmou;edc;l no

MOYEMOYHUKY, 3AHUMAS e20 8epXHIol0 mpems (puc. 2).

-

Puc. 2. Oman onepayuu. Ilpasas nouxa évioenena u3z okpysscarowux mranei. Mouemounuk
83am Ha Oepacanky. Pesrkoe pacuwupenue mouemounuxa césa3aHo ¢ Onyxouvto, pacnpocmpaHsio-
weticsl u3 10XaHKU No MOYEeMOYHUKY HA NPOMSACEHUU €20 GEPXHel mpeniu.

Ilocne svioenenus u nepeesAsKu COC)/‘()O@ 60pOM NOYKU U MOYEMOYHUKA 6 obnacmu e2o éna-

OeHusi 8 MOUeB0ll NY3bIPb NPOU3BeOeHa HepoypemepIKmomus (puc. 3).

Puc. 3. Maxponpenapam, yoanennoii npasou nouku. Omuemauso 8u3yaiu3upyemcs onyxo-
J1e6blll MpOMO GHYMPU MOYEMOYHUKA.



Ilpu pesusuu negotl nouku 0O6HAPYHCEHO KUCMO3HOE HO800OPA308aHUe 8 0ONACTNU HUMCHE20
nomoca pazmepamu 0o 0,5 cm. Ilpouzeedena pezexkyus NOUKU ¢ KUCTO3HOU ONYXOJbIO 8 npede-
Jax 300posvix mraweti. Onepayus 6bINOJIHEHA ¢ UCNOIb30BAHUEM DJIEKMPO U AP2OHO-NAAZMEHHOU
xupypeuu. OcnodicHenuli 80 8pems onepayuu He OuLI0.

l'ucmonocuueckoe 3axnouenue: 6 npasoi nouke — Heghpobracmoma,; 6 Jegou nouke — Ka-
HANbYKEAs KUCma.

Teuenue nocireonepayuoHno2o nepuooa 6es ocobennocmell. /lesouxka evlnucana uz omoeine-
HUS 8 YOOBIeMBOPUMENbHOM COCMOSHUU C PEKOMEHOAYUAMU NPOOOINCEHUS XUMUOMEPANUU CO-

2JACHO NPOMOKOJY J1e4eHrusl Heqbpo@zacmwwbl no mecmy ascumeiliocmed.

Takum 00pa3oM: CBOEBPEMEHHOE BBISBICHUE HE(PPOOIACTOMBI UMEET PEIIAOIIEee 3HAUCHUE
B YCIIELUIHOM JICYEHUHU MaUeHTOB. [I03ToMy OG0sbHbBIE C BPOXKICHHON aHUpHIUEH HYXIAl0TCs B
JUHAMUYECKOM HaOJIIOJICHUM U ONPEJesIEHUHM I'eHeTUUECKOW MPUYMHBI BOSHUKHOBEHMS 3a00J1e-
BaHUS C IEJIbI0 paHHEeH nuddepeHnansHol quarHocTik ¢ cuaapoMoM WAGR u onenku puc-

Ka pa3BUTHUsA OIyXxoJid Bunbmca.



