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Pe3rome

Hedpobmnactoma (HB) — wacro BcTpeuaromascs
3JI0KQYECTBEHHAs! OIlyXOJb JeTcKoro Bo3pacra. Hb
CYLIECTBYeT B BHJE CIOPaJNYECKUX, CEMEHHBIX U
ACCOIIMMPOBAHHBIX ¢ CUHIpoMamu ¢opm. YacTto peru-
ctpupyercs couetanue Hb ¢ BpoxaeHHbBIMU TOpOKaMu
passutus. [IpuBeneHo cobcTBeHHOE HalnonEeHHE Jie-
Bouku | roga 8 mMec., y KOTOpOii B mpolecce 00cieno-
BaHue ObUT BhIsiBIeH cuHIpoM WAGR B coueranuu c
HB. IIpuBenens! pe3ynsraTsl 00ciaejoBaHus peOCHKa 1
OIIMCAaHBbI OTaIlbl OI[HOMOMGHTHOﬁ orepanuu Ha OGCI/IX
MOYKaXx.

Knroueeuvie cnosa: onyxonu y oemeii, negppodracmoma,
eenemuka onyxonet, WAGR-cunopom, ouacnocmuka
Heghpobracmomvl, Xupypeuieckoe ieuenue

Abstract

Nephroblastoma (NB) is a malignant tumor that fre-
quently occurs in children. NB exists in sporadic, fa-
milial and associated forms. NB is often combined with
congenital abnormalities. The authors give their own
observation of WAGR syndrome concurrent with NB
at a girl who was 1 year and 8 months old. The ob-
servation results are presented and phases of one-stage
operation for both kidneys are described.

Key words: tumors in children, nephroblastoma, tumor
genetics, WAGR syndrome, diagnosis of nephroblasto-
ma, surgical treatment

Hedpobnactoma (omyxons Buimca) — wacto
BCTPEUYANOINASICS U OJ[HA U3 HanboJIee U3YUCHHBIX 3J10-
Ka4eCTBEHHAs OIyXO0JIb JICTCKOTO Bo3pacTa. Pe3ysbra-
ThI JICYCHHsI HEPPOOIACTOMBI TOUCTUHE BIICUATIISIOT.
Tak mpu 1-it u 2-i cragusax 3a00JIeBaHUS BBI3TOPAB-
JIUBAIOT MpakTH4ecku Bce aeT (98 m 95% coorseT-
CTBEHHO).

Yaie Bcero 3a0ojieBaHUE PETUCTPUPYETCS B BO3-
pacte ot 2 mo 5 net. Hb cymectByer B Buae criopa-
JUYECKUX, CEMEHHBIX M aCCOIMUPOBAHHBIX C CHHJIPO-
MaMu (OpM. BOJIBIIMHCTBO MAIMEHTOB C OMYXOJIbIO
HMEIOT HOPMAaJIbHBIN KapUOTHII, OJHAKO B PsJIC CIy-
4aeB eCTh CBA3h ¢ menenueit 11pl3, roe pacmonoxkex
ACCOIMUPOBAHHBIN ¢ omyxonbio TeH WT-1. WT-1 —
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TeH OITyXOJIEBOH CYNPECCHH, €ro MPOAYKT — pery-
naTop (axTopa TPAHCKPHUIIIUH, CBS3BIBAIOMIETOCS C
JHK. benox WT-1 sxcipeccHpyIOT TOYKH U TTOJIOBBIC
JKeJe3bl TuIofia. TpaHCTeHHBIE MBIIIN C OTCYTCTBHEM
obenx komuii Jokyca WT-1 mmeroT areHe3uto movex.
IIpu Hb oGHapykeHbI u Apyrue aHOMaJuu: MyTalus
rena WT-2, pacmoiaoXKeHHOTO B KOPOTKOM TIIeYEe XPOo-
Mocombl 11 nucrampnee nokyca reHa WT-1, moreps
TETEPO3UTOTHOCTH IMHHOTO TUIEYa XPOMOCOMBI 16.
Yacto couetanure Hb ¢ BpoxkaeHHBIMU IOPOKaMHU pa3-
BUTHA.

B 1978 1. rpynna wnccnenoBateneii Hamuia WHTEp-
CTHUIMAIFHYIO JIETICIIHI0O KOPOTKOTO TUIeYa XPOMOCOMBI
11 y nmereii ¢ BpoxnenHo anapunueii u Hb B couera-
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HUU C MOPOKaMH Pa3BUTHS MOYEITIONIOBON CHCTEMBI U
YMCTBEHHOU OTcTanocThio [1]. OnucanHbl CHHIPOM
nonmyuymn HazBaHue WAGR oT nepBbix OyKkB aHIIHi-
CKHUX CJIOB;

*  Wilms tumor (Hedpobiiactoma);

e Aniridia (aHupuIus);

e Genitourinary anomalies (TIOPOKM pa3BUTHSI

MOYETIONIOBOM CUCTEMBI);

* mental Retardation (yMCTBEHHasi OTCTaJIOCTh).

Cungpom WAGR (OMIM: 194072) sBasiercs no-
CTAaTOYHO PEIKUM 3a00JIeBaHMEM U BCTPEUACTCS JIMIIb
B CHIOpaIndYecKuX cirydasx ¢ yactoroit 1:500 000 HoBo-
POXIeHHBIX [2]. ¥ manueHToB 00BIYHO HET CEMEHHOM
uctopun 3aboneBanus. OAMHAKOBO MOPAKAIOTCS Kak
MaJBYUKH, TaK U JIEBOYKH.

Coueranne BpoxxaeHHOM anupuanu 1 Hb B cocra-
Be cunapoma WAGR o0ycioBneHo nenenusiMu pa3Hon
MPOTSHKEHHOCTH XpoMocoMHoro cermenra 11pl3, 3a-
XBaThIBAIOIIMMHU OTHOBPEMEHHO JIOKYChl aHUPUAUHHO-
ro rena PAX6 u rera-cympeccopa OmyXoJIeBOro pocra
WT-1 (nmpuuriHa pa3BuTHs HePPOOIACTOMBI).

VY 70% G0ABHBIX C BPOXKACHHON aHUPUINEH, IMETO-
X xpomocoMHuyto aenenuto 11p13, passuBaercsa Hb.
OnyxoJib MOXKET MOSIBUTHCS B IEPBBIE 2—3 ro/ia )KU3HH.
pu cungpome WAGR Hb B 36% ciyuaeB sBnsercs
JIByCTOPOHHEH.

Hapsiny ¢ anupuaueld MOryT BCTpEYarbCsl T'MIIO-
IIa3usl 3PUTENBHOTO HEpBa, KaTapakTa, I10JIBBIBUX
XpyCTaJIMKa, TJIayKoMa, HUCTArM, MTO3, aMOJHOIHS M
Kocorasue. Jlpyrue miasHble aHOMAJIUM BKJIIOYAIOT
MUKPOPTaIBMHIO, aHOMAJIHHU TIEPEHEr0 OT/eNa Iyas3a
Y AUCIUIA3UI0 CEeTYaTKH IJ1a3a.

AHOManMM pa3BUTUS MOYEIIONOBONH CHCTEMBI Y
MaJBYMKOB MOTYT BKJIIOYATh TMIIOCHAJNIO, KPUITOP-
XHM3M U THIOIUIa3UI0 MOIIOHKHU. B To ke Bpems y ne-
BOUEK aHOMAJIMW PA3BUTHS BHEIIHUX TIOJOBBIX Op-
raHOB BCTPEYAIOTCS PEAKO, OJHAKO Cpely aHOMaTUH
BHYTPEHHHUX IIOJOBBIX OPIaHOB MO)KHO OOHapyXHTb
TSOKEBHUIHBIE TOHA/IbI, TOPOKH Pa3BUTHS Biarajuila
MaTKku. HekoTopele 1eTH MOTYT UMETh Hapy>KHBIE I10-
JIOBBIE OpraHbl MPOMEKYTOYHOTO THIA. YBOCHHE MO-
YETOYHUKOB M TMOJAKOBOOOpa3Hasi MOYKa BCTPEUAIOTCSI
Kak y MaJIbdMKOB, TaK W y jaeBouek. O0a mona uMeroT
MOBBIILICHHBIH PUCK Pa3BUTHUS TOHAI00IACTOMBL.

OnHUMH U3 9acThIX CUMITOMOB cuHIapomMa WAGR
SIBIIIIOTCS 3a7IepKKa pOCTa U YMCTBEHHasi OTCTaIOCTb
pa3IMYHON CTENEHU TAKECTHU.

VYuureiBast penxocth cunapoma WAGR y nereit,
KKl HOBBIM Cilydaid NpEACTaBISIET Hay4HbId U
PaKTUYECKUNA NHTEPEC.
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Hesouka K., 1 2. 8 mec., nocmynuna 6 oukonozuye-
ckoe omoenenue HIIL] 6 nauane singaps 2017 2. Pebenok
om 5-ui bepemennocmu, npomexKasuiell ¢ MoKCUKO30M 8
1-m mpumecmpe, 4-x pooos. Poounace na 36-ii Heoene
gecom 2650,0 2, onunout 48 cm. Borvna ¢ 2016 2., koeoa
npu naanosom Y3H-uccnedosanuu 6prowHot nonocmu
ObLIU BbIAGIEHBI HOBOVOPA306AHUS 8 NPABOU U €601l
nouxax. Ilpu obcredosanuu no mecmy HCUmMerbCcmed
(2. Kemeposo) nocne npou3sedenHol NyHKYUOHHOU
ouoncuu 6vira ouacnocmuposana HE npaeoil nouxu.
Ilo mecmy srcumenvcmea 8 yCciosusx CmayuoHapa npo-
sedero 2 Kypca npedonepayuoHHol XUmMuomepanuu no
npoepamme nevenuss Hb, nocne yeeo 6 sngape 2017 2.
pebenox vl eocnumanusuposar 01s ievenus ¢ Ha-
VUHO-NPAKMUYECKUL YeHmp Cneyuanu3suposanton me-
ouyurnckou nomowu um. B. @. Boiino-Aceneyxoeo /{3
2. Mockevt (HIIL]).

Cocmosmue npu nOCMynieHuu OYeHUBALIO0Ch KaK
cpedHell mscecmu, CYObEKMUBHO YYy8CmMe08ana ceosl
vooeiemsopumenvro. Co CmopoHvl 0peanos u cucmem
OvIxauus, Kposoodpawenus, nuujesapenusi Oe3 0co-
bennocmeul. Ilposedeno KomniekcHoe obciedosamue
pedenxa. Ilpu KomnviomepHol aneuocpaguu 8 HudIC-
HeM Romoce U YEHMPATbHOU Y4ACmU POMUPOBAHHOL
KHAPYJICU NPABOU NOYKU ONPeOesiemcs MHO20Y31080€
HOB00OPA308aHUEe C HEPOBHBIMU KOHMYPAMU, NPOPaAc-
marowee  10XAHKY, C1ADOUHMEHCUBHO U UOUPAMENLHO
HaKanaugaioujee KOHMPACMHBIL npenapam, pazmepa-
mu 60%27%33 mm. Jloxanka npagoil nouxku pacuiupenda.
Ilpasas nouxa cmewena enus. Huoicnuil nomoc nouxu
HAX00Umcst Ha YposHe 2pebHsi NO08300UHOU KOCHIU.
Touka pomuposana na 180°. B nudcnem nonioce j1egot
NOYKU, CYOKANCYISPHO, ONPEOeslemcst 2UN00EeHCHoe 00-
Pa306aHue ¢ HEPOBHLIM KOHIYPOM, pazmepamu 7,5 Mm 8
ouamempe, He HAKANAUBAIOULee KOHCMPACMHbLIL npena-
pam. Beioerumenvuas ghynkyus obeux nouex coxpanena.

3aknouenue: HOB0OOpaAz06anUe NPABGOU  NOUKU
(neghpobracmoma?) ¢ npopacmarnuem 6 noxanxy. Ku-
cma nesoti noyku (puc. 1 a, o, 8).

Heppocyunmuepagus c”"Te-Texnemae om
12.01.2017 2: 1) na momenm ucciedoganus onpeoes-
IOMCsL GbIPAdICEHHbIE CYUHMUSpapuyecKue NpusHaKu
CHUDICEHUSI (PUTLINPAYUOHNHO-BBLOETUMENLHOU (PYHKYUL
npaeoli nouxu, 2) onpeoeisiemcs HeKomopoe CHUdICe-
HUe QuUIbMpPaAyUOHHO-6bI0ETUMENbHOU QYHKYUU T1e6Ol
nouku, 3) pasoerumenvras gyuxyus novex. (%) L\R
=82/18.

Pebenox xoucynomuposan ogpmanvmonocom. Buisig-
JIeHA AHUPUOUSL, KOCO2LA3Ue CX00sijeecst, NOCOsHHOe,
anvmepHupyroujee, HUCmazm.
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Puc. 1a. KomnbtoTepHas aHrvorpads. OT4eTnvBo onpenensercs
0nyXorb NPaBOW NOYKA, 3aHVMAKOLLAS CPEBHIIA U HKHUI OTae-

Tbl, POpacTaloLLas noxaHKy opraHa. KOHTyp omyxonu HepOBHBIN,
[I0BOMBHO YeTKuiA. B 06nacTit napeHxMmbl HUKHEro Nontca MMeeTes
KiucTo3Has onyxonb 40 1 ¢ B Anametpe

Mos Kal iR EHES
(]

."\gl eI

Puc. 16. KomnbtotepHad aHruorpacua. PexoHcTpykums. Onyxonb
NPaBO/ NOYKY 3aHUMAET BCE OTAENbI MOYKM OT BEPXHETO [0 HIKHETO
MoNHCOB. B HikHEM nontoce NEBoil MOYKN KMCTO3HOE HOBOOOPa3o-
BaHve

Kowncynemayusa eenemuxa: ocobennocmu geromu-
na u xapaxmepHule NOPOKU paA3UMuUs 21d3 U NOYeK co-
omeemcmeyrom WAGR-cunopomy.

24.01.2017 e. npoussedero xupypeuueckoe emeuid-
menbemeo 6 obveme: 1anapomomusi, 0OHOMOMEHMHAs
1) ueppsxmomus cnpasa u 2) pesekyus ceemeHma
HUDJICHe20 Nooca 1eotl NoYKu (bpueada spaueti. npog.
IHlapoes T. A., acc. Poxoes M. A., Casnaes K. @.; ane-
cmesuonoe Unnapuonos IO. B.).
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Puc. 18. Ha komnbtotepHoit aHrviorpamme (3D-PekoHCTpYKLMS)
OMPENENAETCS HUKHMIA MOMKOC NPABOW NOYKI Ha YPOBHE rpebHst
NOAB3AOLLHON KocTy. [oyka poTvposaHa Ha 180°. Mpasas noyeyHas
BEHa BNadaeT B HUKHIOK MOyt BEHY, Orvbast BEPXHII NOMKOC NOYKM
N0 NepezHei NOBEPXHOCTH

[Ipu pesusuu opearos GPIOWHOLU NOIOCU NAMOLO0-
euu He svisasiieHo. Jlesas nouka cmeujena 6Hu3, pasgep-
nyma na 180°. Ommeuaemcs nenonnoe yogoenue no-
KU. 8bIABIIOMCSL 08€ COCYOUCHble HOJICKU, 00UH 00Ul
Mmouemounux. Onyxons umeem y3108amoe CMpoOeHue,
3aHUMaem npaKmuyecku 6ce omoeibl NOYKU OM 6epxHe-
20 00 HUICHE20 NONIOCO8, CPEOHU U HUIICHULL OMOebl
HONIHOCMbIO 3aMeujeHbl HOBO0OPAZ0BAHUEM, UMEIOUUM
docmamouHo naommuyto xkancyny. Mouemounuk 6 oona-
Ccmu 60pom NOYKU Pe3KO pAcCulUpeH 3da cuem ONnyxXoiu,
8bIX00AW el U3 JIOXAHKU U PACNPOCMPAHAIOUelics. no
MOYEMOYHUKY, 3AHUMAS €20 8EPXHIOI0 mpemb (puc. 2).

[locne svidenenus u nepessasKu cocyoos 0pom nou-
KU U MOYEMOYHUKA 8 00Iacmu e20 8NA0eHUs 8 MOYeBOU
nyssipb npoussedena neppoypemepaxmomus (puc. 3).

[Ipu pesusuu 7n1e6oii NOUKU OOHAPYHCEHO KUCHO3-
HOoe H08000pasosauue 8 0OIACMU HUICHEe20 NON0Ca
pasmepamu 0o 0,8 cm. [Ipouszsedena pesekyus nouxu ¢
KUCMO3HOU ONYXOIbl0 8 NPedenax UOUMbBIX 300POBbIX
mKaneu. Onepayust 8bINOIHEHA C UCNONb308AHUEM MO-
oynonou cmanyuu ERBE VIO 300D (komnanusi ERBE
elektromedizin, GmbH), I'epmanus): npumensnace 6o-
00CMPYIHASL OUCCEKYUSL, INEKMPO- U AP2OHONIA3MEH-
Has xupypeus. OclodxicHeHull 80 8peMs U nocie Xupyp-
2U1eCcKo20 BMeuamenbcmed He ObLlo.

[ ucmonoeuueckoe 3axirouenue: 8 npagou noyke —
Heghpobacmoma; 6 J1eBoll Nouke — KAHAIbYesds
Kucma.
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Puc. 2. 3ran onepatyui. MpaBast noyka BbAENEHa 13 OKPYXaloLLKX
TkaHen. Mo4EToHIK B3ST Ha epxarnky. Peskoe paclumpenme moye-
TO4HIKa CBSA3AHO C OMYXOMbl0, pACcMPOCTPaHSHOLLENCS 13 NOXaHKM Mo

MOYETOYHIKY Ha MPOTSHKEHIN €0 BEPXHEV TPETH

Teuenue nocneonepayuonno2o nepuoda 6e3 ocooem-
Hocmell. Jlegouxa gvinucana uz omoenenus 8 y0osiem-
B60PUMETHLHOM COCMOSHUU C PEKOMEHOAYUAMU NPOOO.-
JHCEHUSL XUMUOMEPANUU CO2NACHO NPOMOKOLY e4eHUs.
HPE no mecmy sxcumenvcmea.

Taxum obpazom:

* cBOeBpeMeHHoe BblsiBilecHHe HbB nMeer pemato-

1I€€ 3HAYEHUE B YCIIELIHOM JIEYEHUH MALIUEHTOB;

e 0OJIBHBIC C BPOXKICHHON aHUPUIUCH HYXKIAt0TCS

B JIMHAMUYECKOM HAOIIOJICHUHM M ONPEICICHUN
TCHETUYECKOM MPUYMHBI BO3HUKHOBEHHUsS 3a00-

Jluteparypa

Puc. 3. Makponpenapar ynanexHoit npasoii nodku. OTYETINBO Bu3y-
anu1anpyeTcs oMyXoneBbI TPOMD BHYTPY MOYETOYHMKA

JICBaHUS C LEJbI0 paHHel anddepeHnaIbHON
nuarHocTuku ¢ curapomoM WAGR u onenku
pucka passurus Hb;

sieueHue 0onbHBIX HB J0/mKHO TpOBOIUTHCS B
MHOTONPOMUIBHBIX JIETCKUX MEIUIUHCKUX Y-
PEXKIECHUSIX, UMEIOIINX B CBOEM COCTaBE CIICIIHU-
AJIMCTOB JICTCKUX OHKOJIOTOB, XHPYpPrOB, I'CHE-
THUKOB, O()TajIbMOJIOrOB, HEBPOJIOTOB, JIYYEBBIX
JIMaTHOCTOB, CIOCOOHBIX IPOU3BECTH HEOOXO-
JIMMOE KOMIUICKCHOE 00ciieioBaHre peOcHKa |
Ha3HAYUTH aJ€KBATHOE JICUCHUE.

1. Riccardi V. M. et al. Chromosomal imbalance in the aniridia — Wilms’ tumor association: 11p interstitial deletion.

Pediatrics 61:604, 1978.

2. Mapaxonos A. B., Bacunvesa T. A., Xnebnuxosa O. B. u op. Muxpozeneryun jgokyca rera WT-1 pe3ko MoBBIIIIAIOT PUCK
pa3BHUTHS OIyXoJid BriibMca y nanmeHToB ¢ BpOXK/ICHHOM aHnpuaAnei // Ycerexu MOJIeKy IsIpHOH OHKOJIOTHH. Marepuaisl

11 Bcepoccuiickoit konpepentun, 2016 — 4, Tom 3, ¢. 122-123.
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