CUJIOPOBA U. A.
KJINMHUKA U TUATHOCTUKA OITYXOJIN BUJIBMCA Y I[ETEI71
AHHoTauus. B craTthe U3J10)KeHBI COBPEMEHHbBIE NIPECTABICHUS O KJIMHUKE U TUArHOCTUKE
onmyxonu Bunbmca y gereit. B yacTHOCTH, peCcTaBiIeHbl pe3ybTaThl PETPOCIIEKTHBHOTO aHAM3a
19 wucropuii ©OOJIe3HH MAIMEHTOB, HAXOMUBINUXCSA Ha OOCIEIOBAHWUM W JICYEHHH IO IOBOIY
Heppodmacromsr B JIPKB 3a mepuox ¢ 2000 mo 2013 rr. /lana xapakTepuCTHUKa KIWHUKO-
na00paTOPHBIX MOKa3aTeIel Ha MOMEHT JIMarHOCTUPOBAHUS OMYXOJIH.
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SIDOROVAI A.
CLINICAL PRESENTATION AND DIAGNOSTICS
OF WILMS TUMOR IN CHILDREN
Abstract. The article considers the modern views of the clinic and diagnostics of Wilms
tumor in children. Particularly, the author presents the results of a retrospective analysis of 19
medical histories of the patients examined and treated from nefroblastoma in the children’s clinical
hospital of Mordovia Republic over the period of 2000 to 2013. The study focuses on the clinical
and laboratory findings at the moment of tumor diagnostication.
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Onyxonbs Bunbmca (HedpobiiacToma, SMOPHOHAIBHBIA PaK MOYKH, aJcHOCApKOMa IMOYKH,
sMOpuoHanbHass Hedpoma, CMEIIaHHas OMyXOJdb IOYKH) — 3JI0KAYECTBEHHOE AMOpPHOHAIBLHOE
HOBOOOpa3oOBaHWE TOYKH, 3aHMMAIOIIEEe BTOPOE MECTO Cped 3JI0KAYECTBEHHBIX OIyXOJeh
3a0pIOMIMHHOTO MpocTpancTBa [1; 2; 9], yacToTra MUArHOCTUPOBAHKS COCTABIISAET 7-8 ciiydaeB Ha |
000 000 nerckoro HaceneHus ot 1 jo 15 ymer, BO3HUKAaeT B cpeaHeM y nereit 3—4 met. Yacrtora
HeppoOIACTOMBI Y MadbUYMKOB M JCBOYEK MouTH He omimdaercs (coorBercrBenno 1:1,1).
JIBycTOpoHHEE MOpakeHHWEe ToueKk HaOmonaercs B 7% chydaeB, npuueM B 85% dTH omyxonu
CUHXPOHHBIE. Y JEBOYEK HECKOJIBKO Yallle, YeM Yy MaJIbUdKOB, HAOIIOAeTCS MHOTOOYaroBBIN
(57%) n nByCcTOpOHHUI OMyXx0JeBbIi mporecc (58,5%) [4; 5].

Jlo cux mop TOYHAsS TPUYMHA BO3HWKHOBEHUS JAHHOW OIYXOJH HEH3BECTHA.
Hedpobmacroma obOpasyeTcss B pe3yibTaTe MyTallMd B TEHETHMYECKOM ammapaTre KIeTOK. B
HeOoubIoM nporieHTe ciaydaes (1,5%) myraruu JJTHK nepenarotcst ot ponuteneit netsm (cemeinas
Hedpobmacroma). Ho garie Bcero CBsi3b MEX/Y HACIICACTBEHHOCTHIO U BOZHUKHOBEHHUEM OITYXOJIH
BuneMmca yctaHoBuTh He yaaerca. B kierkax HedpoOiacToMbl HIEHTU(GUIMPOBaHA JAETEIUS B

kopoTkoM Twuiede 11 xpomocombl (11pl3). Dror rem omyxomu (WT1) komupyer akrop



TPAHCKPUIILIUK, 4YTO SBJISIETCS Ba)XKHBIM B Pa3BUTHH HOPMAJbHOM IMOYEYHOW TKAHU W TOHAJ.
Crenuduyeckass MyTaluss 3TOro TeHa ompenensercss npubam3utenbHo y 10% OonbHBIX C
CIOpPAJMYECKd BO3HHKaroIen omyxosbio Bumbmca. Brtopoit ren (WT2) pacrionoxeHn B JOKyce
11pl15.5, BBI3bIBACT MOTEPIO OMYXOJIbIO CIENU(PHUIECKON TE€TEPO3UTOTHOCTH, YTO TPUBOJIUT K
oryxoJieBoi nporpeccuu [3; 7].

B 12-15% cnyyaeB mpu omyxonu BumbMmca oTMedaercsi B3aUMOCBS3b C BPOXIECHHBIMHU
aHOMAJIHAMHU [2], cpean KOTOPhIX HauOOJIee YacToO BBISABISIFOTCS: aHUPHIKS (OTCYTCTBUE PadyKHOU
000104KH), TeMUTUIIEPTPOGUs (BPOXKICHHAS MATOJIOTHSI, P KOTOPOH MPOMCXOAUT YBEIHUCHUE
YyacTell Teja ¢ OMHOW CTOPOHBI), KPUITOPXU3M, THUIIOCIA/Ms, aHOMAIHH OMOPHO-IBUTATEIHLHOIO
ammapara (KOCOJIAllOCTh, YABOCHHE peOep, BPOXKICHHBIH BBIBUX Oezipa), MOYEBOW CHCTEMBI
(mokoBOOOpa3Hast MOYKa, MOJUKUCTO3 MOYEK).

Onyxons BumpMca MOXET BXOOUTh B COCTaB OAHOTO W3 peakux cunapomoB: WAGR-
CHHIPOM (XapakTepu3yeTcs HaiudueM HeppoOIacTOMbI, AaHUPUANH, AHOMAIUN CTPOCHHS
MOYEIIOJIOBOM CHUCTEMbl U YMCTBEHHOM OTCTaJOCTH); cuHApoM Jlenuc-Jpamn (peaxuit cuHapoMm,
BKIIIOYAOIUi  HedpobimacToMy, HEDPOTHUECKUN CHHIPOM, MYKCKOHM TceBaorepMadppoanusm);
cuapoMm bekButa-Bunemana (AMarHOCTUPYIOTCS aHOMAaJIWHM CTPOCHHS BHYTPEHHUX OPraHoB U
makporioccus) [1; 4; 6].

Kak npaBuno, HedpoOracroma 0OHApYyKMBAaETCs MAaTE€Phl0 BO BpeMs KyNaHUs («CHUMITOM
BaHHOI») WM TEAMaTPpOM BO BpeMs OOBIYHOIO JIMCIIAHCEPHOIO OCMOTpa y BHEIIHE
3nopoBoro pedenka. llampnupyemasi oOmyxoib MOXET OBITh OKpPYIJIOH, YIJIMHEHHOW WM
HEeNpaBUWIBHOM (hOpMBI, ¢ TIaJKON MM OYrpHCTOM MOBEPXHOCTBIO, MOJBMXKHOCTh €€ 3aBUCUT OT
BelMMuMHBL. [lpu OBICTPOM pocTe OMyXoib OIyCKAaeTcss B Ta3, MOJAHUMAET Kymoi Auadparmsl,
Kpail medeHu (MM CeJe3€HKH), HWKHUNH OTHeNl I'pyIHOW KIETKH pacHIMpsieTcs, KoXKa >KHBOTA
pacTIruBaercs, pe3ko paclIupseTcs COCYUCTasi CeTh B MOJKOXHOM KiieTdyaTke. PeOGeHok mpu 3TomM
MOJKET KaJloBaThCs Ha OO0JIb pPazIMYHOW HMHTEHCHMBHOCTH. HO OOBIYHO Jajke MpH HAIWYUU
NajlbIUPyeMON B  JKUBOTE ONMYXOJIH CyOBEKTHBHOE CaMOYyBCTBHE peOeHKa OcTaercs
ynoBieTBopuTenbHbIM. [Ipu nmpopactanuu HedpoOracToMbl yepe3 Kamncyiay WIM B JIOXaHKY, Ha
MO3JHUX CTAIUAX ONPENENAETCS TeMaTypus, SBJSAIOLIAsCS CaMbIM YacTbIM CHMIITOMOM 3TOTO
3aboneBaHus. llosiBIeHHe ramaTypuu 3aBUCUT TIJIABHBIM OOpa3oM OT OJU30CTU OIMYXOJIH C
JIOXaHKOM U CBSI3U C T€eMOJMHAMUYECKUMHU HApPYIICHUSIMHU B MOYKE, PU3NYECKUX U MEXaHUYECKUX
Bo3aeiicTBUil. MHOTIa 3TOT CHMIITOM OOHApy»XKUBAETCs MOCJE TPaBMbl KMBOTA WJIM MOSCHUYHON
obmactu. OmnyxojeBas WHTOKCHKALMS, MHKpPO- WJIM MAaKpOTeMaTypHs SBIISIOTCS MPUYUHON

BBIDOKCHHOW aHEMHH, a MOHOIIUTO3, THCTHOILMTO3, Y03UHOMWINSA, TUMEPOIUTO3, HeHTpoduiies,



yBenmnueHne COD  CBUAETEIBCTBYIOT O CTENEHHU TSXKECTH OIMYXOJIEBOrO Ipolecca U
BEPOSITHOCTH METAaCcTa3MPOBaHUs W pacrana onyxoiu [1; 4; 5].

Hapsiny ¢ MecTHONW CHMITOMAaTHKOW, y HMOJABJIAIOLIETO YHUCIa JAETe MMeeT MecTo obuas
CUMIITOMAaTHKa — OOLIMH OIyXOJIEBbI CHUMITOMOKOMIUIEKC, BKJINOYAOLMK B cebs ciaadocTs,
BAJIOCTb, aJMHAMMIO, CHUKEHHME alllleTUTa, MNOXYIAHWE M pPa3BUBAIOLIUIICS HE3aBUCHUMO OT
JIOKaJM3allil HOBOOOpA30BaHMWs, CHUHAPOM THIIOAWHAMHH, KOTOPBIA OXBaThIBAET HE TOJIBKO
SMOILMOHAIBHYIO C(epy, HO ¥ MBIIICYHYIO CHUCTEMY, YTPAuUBAIONIYI0 CHIY M JBHTaTEIbHYIO
AKTUBHOCTB, KaK 3a CUET CHW)KCHHMSI MBILICYHON MACChl, TaK U 3a cueT notepu kamus [1; 2; 5].

Jns nmarHoctukd HedpoOIacTOMBI CaMBIMH HEOOXOIUMBIMH SBISIOTCS YJIbTPa3ByKOBOE
UCCIIeIOBAaHNE OPIOIIHOW IMOJIOCTH W 3a0PIOIIMHHOTO MPOCTPAHCTBA W BHYTPUBEHHAS yporpadusi.
Vcnonb3ys 3TH METOJBI, OIyXO0Jib BuibMmca MOXKET ObITh AMAarHOCTHpoBaHA B 95% ciydaeB 10
oneparuBHOro BMemarensctsa [1; 8]. Y3 OpromiHoil monocTu U 3a0prOMIMHHOTO MPOCTPAHCTBA
SBIISICTCS TEPBBIM MCCIEOBAHUEM U JIOJDKHO BBIIIOJHATBCS BO BCEX ClydasX OOHApYXKeHHs
OILYXOJIM B J)KUBOTE Y J€Teil. DTOT JOBOJBHO IPOCTON M OBICTPBIA METO/ SBJISETCSI HEMHBA3UBHBIM
1 HeoOxoauM aiist AuddepeHnnanbHOM THarHOCTUKN KUCTHI U OITYXOJIM, IOMOTAeT B O0OHAPYKEHUH
HeOOoJIBLIIOr0 HOBOOOPA30BaHUs BO BTOPOW IOYKE, BBISBIISAET METACTa3bl B NI€UYEHH, 3a0PIOIIMHHBIX
muMdoysnax, He3aMEHUM B MEepUO HAOIIOAEHUs 3a MAlMEHTOM IOCHe 3aBEpLICHHs MPOTrpaMMBI
neuyenus [3; 9]. B mocnemHue roipl B JHATHOCTUKE OMYXOJH BHibMca MIMPOKO HCIOJB3YETCS
KOMITBIOTepHAst TOMOrpadust OproiHo# mosoctH [6; 8].

Jleuenue neteit ¢ HeppoOIACTOMOM 3aBUCUT OT CTAJMM 3a00JIE€BaHUS U MOP(OIOrHYECKOTO
crpoenust omyxounu [6; 10]. Hepobnactoma — oiHa U3 EPBBIX OMYXOJEH, B JICYEHHH KOTOPOW ObLI
NpUMEHEH KOoMIUIeKCHbI moaxof [6; 8; 10]. Xupypruueckuii MeToJ| JICUCHHUS 3aKJIIOYAETCS B
yIQJICHUH OITYXOJHM, YCTAHOBJICHHHM €€ THCTOJIOTHYECKOro BHJAA W CTaauu 3aboneBaHus [6].
JlydeBas Tepanus y 601bHBIX HE(PpoOIaCTOMOM MPUMEHSETCA B HEKOTOPBIX ClIydasX y HMallMeHTOB
Il u IV cragueil. Xumuorepamnus, Hcroib3yemas Hpu HedpoOiacTome, 3aBUCUT OT CTaIUH
3a00JIeBaHMsT W BKJIIOYACT TMPUMEHEHHE TaKWX XHMHOIPEIapaToB, Kak JaKTHHOMHIIMH,
BUHKPHUCTHUH, aapuamuiiut [8; 9].

B Pecniy6oiinke Mopmosus (PM) 3a neproz ¢ 2000 o 2013 roast B JIPKB Ha cTranmonapHoM
o0ClleZIOBaHNH U JICYCHUM BIIEPBBIC C TUArHOCTUPOBAHHOM OIyxojbio BumibMca Haxonunoch 19
nereii. MampunkoB Obuto — 11 (57,9%), neBouek — 8 (42,1%). Bospact nereit Ha MOMEHT
BBISIBJICHHSI OTYXOJM cocTaBwi oT 1 roma 10 mec. 1o 9 ner, B ropoge Capancke mpokuBaimu 10
(52,6%) nereit, B paiionax pecrnyonuku — 9 (47,4%). YV 4 mamuentoB (21,1% ciyuaeB) Bo3pact
MaMbl HA MOMEHT poxkaeHus pedeHka coctaBmi 6osee 30 net (40 ner, 31 rox, 32 rona, 43 rona.) y
1 (5,27%) — 18 ner. B 57,9% cnydaeB Oblia IHArHOCTHPOBaHA JICBOCTOPOHHSS HeppobiacToma,

36,8% — npaBocTopoHHss, 5,3% — IBYCTOPOHHSS.



[Ipu peTpOCIIEKTHBHOM aHAIN3€ UCTOPHIA OOJIE3HH YCTAHOBJICHO, YTO OCHOBHOE KOJIHYECTBO
ciyyaeB omyxoyid Bunbmca (73,7%) B PM ObuTO AMarHOCTHPOBAHO B BO3pacTe OT 2 10 4 jeT (puc.
1).

Puc. 1. Pacnpenenenue nereii ¢ HepoO1acToMOil B 3aBHCHMOCTH OT BO3pacTta
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Heob6xoaumo otMeTuTh, uTo B 94,7% ciiydaeB omyxouib Oblila OOHapyKeHa ciiydaiiHo (pwc.
2). Tlpuuem, Oosiee uem y monoBuHbl Aetedl (57,9% — 11 yemoBek) oOpa3oBaHHe B OPIONIHOMN
HOJIOCTH CAMOCTOSITENFHO OOHapyXuia Mama, y 5 (26,3%) — npu ctanmoHapHOM 00CIIEI0BAHHUH TI0
MOBOJIy APYTUX MATOJOTHYECKUX cocTosHUM (6omu B xkuBoTe — 2; OPBU — 1; amnepruueckas
peaKIyst o THITY KPAalTUBHUIIBI — 1; JUIHTELHO coXpaHstomuiics cyodedopunuret — 1), y 2 (10,5%)
neTet HedpobOIacToMa JUMArHOCTHpPOBAHA MPH TUTAHOBOM Y3M mouek Mo TOBOAY WH(MEKIHH
opranoB mouenonoBoi cucreMbl U 1 (5,3%) peOGeHOk ObLT HampaBieH Ha OOCIEIOBaHWUU H3-3a
MakporeMaTypHuH.

Puc. 2. YcnoBus auarnoctupoBanusi HEQpoOIaCTOMBI y 1eTei
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VY nonoBunsl geteit (52,5%) Ha MOMEHT THArHOCTUPOBAHMS OMYXOJHM oTMedanach I ctaaus
naTojiorudeckoro mpoiecca, 21,1% - 11, 21,1% - IV cragus u y 1 pebenka (5,3%) — V cranus.

[To pe3yabTaram KJIMHUYECKOrO aHaiu3a KpoBu B 42,1% (n = 8) ciryuaeB ObuTa BBISBICHA
anemust (B ToMm uucie y 31, 6% - jerkoii crenenu, 10,5 % - cpeaneit crenenn), y 15,8% (n = 3)
oTMevacs jgerkonutos, 21,1% (n = 4) — so3unoduius, 36,8% (n =7) — moHoIHTO3, 57,9% (n=11)
— noBhIIeHKEe noka3areneir COD,

[TaTonornyeckne n3MEeHEHHs B OOIIEM aHAIM3€ MOYM ObUIM BhIsABIIEHBI y 3 neteit (15,8%), B
TOM uucie B Buje reMarypun y 2 (10,5%) u 1 (5,3 %) — He3HaYUTENbHOI IPOTEUHYPHUH.

Taxum oOpazom, 3a mepuox ¢ 2000 mo 2013 roasr B PM onyxomns BunibMmca HECKOJIBKO Yariie
Obula JMAarHOCTHpOBaHa y Maiub4yukoB (57,9%) mno cpaBHenuto ¢ jaeBoukamu (42,1%),

IPEUMYIIECTBEHHO B Bo3pacte 2- 4 net (73,7%), kak npasuiio, cirydaitto (94,7% ciy4aes).
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