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Bonpocbl AMarHoCTUKM,
npeaonepaunMoHHOro njlaHUPoBaHUs
U OPraHOYHOCSILLIMX onepaLui

NPy oNyxosisix NoYeK y aeteu

M.M. NaBnywwun® 2, O.I'. Axanagse®, H.C. 'payes®

II'BY3 HCO «I"ocynapcTBeHHas HoBocubupckas obracTHas KimHudeckas 6onbHuLa», Hosocubupck
20r60Y BO «HoBocnbupckuii rocynapcTBeHHbIN MEQULIMHCKUI yHUBepcuTeT», HoBocnbupck

SOIBY «HaumoHanbHbI¥ MeAUUMHCKNIA UCCIIEA0BATENbCKUI LIEHTP AETCKOM reMaTosiornm, OHKOIorm u
umMyHosnorvm uM. [imutpusa PorayeBa» MunagpaBa Poccun, Mocksa

Hedbpobnactoma (onyxonb BunbMca) siBnsietcs Haubonee pacnpocTpaHeHHsIM HOBOOBpa3oBaHueM
nMoyeKk B [IETCKOM Bo3pacTe, cocTasnssa o 90% Bcex cnyyaes onyxoneBbix 3aboneBaHui nMovek y
netei. CoBpPeMEHHbIN NMOAXO0A K JIeYEHUI0 3TUX HOBOODPa3oBaHWi ONMpaeTCst Ha 2 MexOyHapOoaHbIX
KnuHuueckux npotokona: SIOP (International Society of Pediatric Oncology) n COG (Children’s
Oncology Group), KoTopble OnpeesnAioT CTaHapTbl AUArHOCTUKM, NMPELONepPaLMOHHON MOArOTOBKM,
XMMWUOTEPaneBTUYECKOr0 1 OMepaTUBHOMO JIeYeHNs onyxosien novek y aeter. OgHako, HECMOTPS Ha
OMHaMUYHOe BHELPEHWE XMMWUOTEPaneBTUYECKMX NPenapaToB, 3HaUYMTESIbHbIA NPOrpecc B fyyeBoit
Tepanuu, XMpypruyeckne BMeLlaTenbCTBa COXPAHAIOT Poslb BEAYLLEro MeTofa B fleYeHUn COMMAHBIX
HoBOOBpa30oBaHWii NoYeK y feTel. BBuay XMpypruyeckvx puckoB peLmanBa Ha NPOTSKEHWUN AJIMTENbHOMO
BPEMEHM CTaHLapTHbIM OMnepaTWBHbIM NPUEMOM BbICTyNana paaukanbHas HedpakTomusa. OnHaKo
HaKOMEHHbIM OMbIT MOKa3as, YTo [aHHbIA NOAXOA Y OnpefesieHHON rpynnbl NaLMeHTOB NPUBOANUT
K XPOHWYECKOW MOYEYHOW HEAOCTATOYHOCTH, YTO CTUMYNMPYET PasBUTUE OPraHOCOXPaHSILLMUX
XUPYPruyeckux MeToamk. B naHHoM nybnukaumm npofLeMOHCTPUPOBaHbI COBPEMEHHOE NpeacTaBlieHune
06 onyxonsx noyek y Aeteit, NoAXoAbl K AUArHOCTMKE U NpefonepaLynoHHOMyY NiaHUPOBaHWIO, aHanms
CTpaTeruvii NeYeHUs, a TakKe PacCCMOTPEHbI POSb HECHPIKTOMMUM KaK KITIOUYEBOr0 METOLLA ONepaTUBHOIO
BMeLUaTeNnbCTBa U ee BAWSIHWE Ha KaueCcTBO XU3HW NaLMeHTOB.

KnioueBble cnosa: getu, onyxosnm noyex, Heghpobriactoma, onyxosnb Bunbmca, HegbpsKTomMus
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Issues of diagnosis, preoperative planning and radical nephrectomy
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Nephroblastoma (Wilms tumor) is the most common kidney tumor in children, accounting for up to 90% of all pediatric renal
tumors. The current approach to the treatment of these tumors is based on two international treatment protocols: SIOP
(International Society of Pediatric Oncology) and COG (Children’s Oncology Group), which establish standards for diagnosis,
preoperative preparation, chemotherapy, and surgical treatment of kidney tumors in children. Despite the rapid introduction of
chemotherapeutic agents and significant advances in radiation therapy, surgical intervention remains the primary method for
treating solid renal neoplasms in pediatric patients. Due to the surgical risks related to recurrence, radical nephrectomy has long
been the standard surgical procedure. However, the accumulated clinical experience has shown that this approach may lead to
chronic kidney disease in a subset of patients, which has driven the development of organ-preserving surgical techniques. This
publication presents a contemporary overview of pediatric kidney tumors, including approaches to diagnosis and preoperative
planning, as well as an analysis of treatment strategies, and discusses the role of nephrectomy as a key surgical intervention.
Special attention is paid to minimizing surgical risks, optimizing treatment outcomes, and improving patients’ long-term quality
of life.
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edpobnacTtoma (onyxonb BunbMca) — onyxosb
noyek, Hauboree yacTo fMarHocTupyemas
B OETCKOM BO3pacTe, yacToTa ee BCTpeva-
emocTu pocturaet 0,7-1 cnyvant Ha 100 Teic. netew B
Bo3pacTe 00 14 neT, yTo cocTaBnseT okofno 7% Bcex
CONWAHbIX HOBOOBPa30BaHMWii, BCTPEYAIOLLIMXCSA B JAHHOW
Bo3pacTHoW rpynne. lopaBnsiowee 60MbLIMHCTBO
onyxonei Bunbmca (80%) omarHocTupyioT B Bo3pacTe
no 5 net, MeanaHa 3,5 roga. B cTpykType onyxonew

noyek y neten Hedppobnactoma 3aHumaeT 90%, mHble
ONyXOmnu MOYEK, BCTPEYaeMble B JETCKOM BO3pacTe:
Me3o0bnacTHas Hedpoma, NOYEYHO-KNETOUHBIA pak,
CBET/IOK/IETOYHAA CapKoMa MOYKM, 3/10Ka4yecTBEHHas
pabopoupHas onyxoflb MOYKKU, MeTaHedpOreHHas
apeHoMa [1-4]. Y 6% peteit BcTpeyaetcs bunate-
panbHoe nopaxenue, a 12% cnyvyaes xapakTepuayoTcs
MynbTU(OKANbHbIM MOPa)XeHWeM B Mpefenax 0gHoM
nouku [5-71.
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Pa3BuTtne BunaTtepanbHbix U MynbTUOKANbHbIX
dopM HedpobnacToMbl 3ayacTylo acCcoOLMMPOBAHO
C FeHeTUYECKUMU MyTaLMSMU, XapaKTepPU3YIoLLUMM
cuHapoMbl Bekeuta—BuaoeMaHa (HapylueHue perynsumm
TPaHCKPUMLMW TeHOB pPerynsumm pocta Ha XpoMocoMe
11p15), Oenunca—[Mpawa (Mytauusa rena WTI), Nn—
®paymeHn (MyTaumns reHa TP53), NMepnMaHa (MyTaums
reHa DIS3L2), Cotoca (MyTaums reHa NSD1), CumncoHa—
lonabu—bemensa (MyTauusa reHa GPC3), Helpodom-
BpomaTos 1-ro tuna (MyTauusa reHa NF1). YacToTa
BCTpeYaeMoCTV 0nyxonu BunbMca y nete ¢ CUHAPOMOM
bekButa—Bupemana coctasnsiet 4-10%, n3 HUX OKOMO
21% wmeloT bunaTtepanbHoe nopaskenue [8—11]. Mauu-
€HTaM C 3TUMU FreHETUYECKUMU CUHAPOMaMM HeobxoauMm
NMepuoaNYECKUIA YNbTPa3BYKOBON CKPWHWHI OpPraHoB
MOYEBbILENUTENbHONW CUCTEMbI, MOCKOJIbKY paHHee
BbISIBIEHWE OMYXONeBOro NMopaxeHus ynyJwiaeT obLyto
1 BeccobbITUHYIO BbIKMBAEMOCTb B 3TOW KOropTe nawu-
eHTOB. [pn 3TOM, yunTbIBas BbIPaXXEHHbIE PUCKN peLm-
ovBa 3aboneBaHus, pa3BUTUA METaxpOHHbIX OMyXonen,
aBTOpbl OTMeyvalT HeobXO0AMMOCTb OCTOPONKHOIO
MPUMEHEHMSI KaK XMMUOTEPANEBTUYECKON OMNUUM, TaK U
NOKanbHOM My4yeBon Tepanuu. [py NpoBeaeHUn nokanb-
HOIO XMPYPr1YECKOro KOHTPOSS NPELnoYTeHe OTAAeTCs
HechpoHcbeperaioLmMM METOAMKAM B LIeNISAX COXPaHEHNs
MaKCMMarbHOro KOfIMYEeCTBa HATUBHOM NOYEYHOW TKaHU
W OTOANeHus nocrepytolle BO3MOXHON TPaHCNIaH-
TauMu NOYKKU BBUOY OTHOCUTENIbHO Bonee BbICOKMX
PUCKOB NOBTOPHOW ManurHM3aumm noYeyHom napeHxmMbl
[12-15].

HechbpobnacTomaTtos, unu nepcuctupyoLLias Hedppo-
reHHas bnactema, — gudpdpysHoe runepniacTMyeckoe
nepunobapHoe paspacTaHne HedPOreHHOM TKaHu,
SBNAETCSA OTLEeSNbHbIM COCTOSIHUEM, XapaKTepuay-
IOLLIMMCS COXPaHeHWeM o4varoB SMBpUOHanNbHONM MeTa-
HedporeHHOM TKaHM B MOYKe Yy Nnofa nospHee 36-1
Henenu BHYTpuyTpobHoro passutusa. HedppobnacTo-
MaTo3 TpebyeT npucTanbHoOro HabnioaeHUs, NOCKOMbKY
3TU oyaru MoryT bbITb NpeALlecTBEHHUKAMU OMyX0Ju
Bunbmca. OpHako BCTpeyaeMoCTb LJaHHOMO COCTOSHUA U
MCCREefoBaHNs MO ero BefeHWI0 OrpaHnUyeHbl, HECMOTPS
Ha 3TO CyLLeCTBYyeT cufibHaa [JoKa3aTefibHasa basa
3O PEKTUBHOCTU XMMUOTEPANEBTUYECKOIO NEYEHUS,
cnocobCcTBylOLLEr0 3HAYMMOMY YMEeHbLUEHWIO Heddpo-
FEHHOW TKaHW U CHWMKEHWIO PUCKOB Pa3BUTUS OMyXOmnu
BunbMmca. Xupypruueckuin Metopn neveHuns npu Hedppo-
BnacToMaTo3e MPUMEHAETCS Kak AOMOSHUTeNbHas
onuua npu He3dPEKTUBHOCTU NONIUXUMUOTEPANUM
WnKM MPOrpeccuu B BUAE MOSBIEHUA 04aroB, MOJO6HbIX
HedopobnacTome. lpn 3TOM opraHocoxpaHsiowme
onepaTuBHbIE BMELLATENbCTBA ABMAIOTCA NPeanoyTu-
TenbHbIMM [16-19].

B cBfi3n ¢ 3TMM nNpucTanbHOe BHUMaHWE K JaHHON
TeMe 0ByCNOBMEHO OTHOCUTENIBHO BLICOKOM pacnpo-
CTpPaHeHHOCTbI0 HedhpobnacTombl U, Kak cneacTaue,
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YacTbIM BbINOSIHEHWEM HEDPIKTOMMM, KOTOPas MO3BO-
nseT pobUTbCA YBEPEHHbIX OHKOSIOMMYECKUX pPesynb-
TaToB NeyeHust pebeHKa, Npu 3TOM 3HAUUTENbHO BIMSAS
Ha KauyeCTBO KW3HMW.

Llenb 0630pa — oLleHKa COBPEMEHHOIO MpeacTaB-
neHust 0b onyxonsax NoYeK y aeTert U pesynbTaTbl NpUMe-
HEHWA He(PP3IKTOMUM KaK OCHOBHOIO METOLA JIOKaNbHOI 0
KOHTpORA.

MeToponorus noucka MCTOYHNKOB

[Ons noprotoBku paHHoro ob3opa bbin mpoBeaeH
CUCTEMATMUYECKUIA MOUCK HayuyHOW NuTepaTypbl B
POCCUICKMX U MesKOAyHapoaHbix Basax faHHbIX Mo TeMa-
TUKe HeddpobnacToMbl M OMyXomnen Moyek y LeTew.
B xome moucka ucnonb3oBanuchb Criepylolime 3fek-
TpOHHble BubnunoTekn n Basbl pgaHHbIX: eLIBRARY.ru
(Poccuitckan HayuHas anekTpoHHas BubnuoTeka),
PubMed, Scopus, Web of Science, KubepllenuHka.
KnioyeBble cfioBa M CNOBOCOYETaHUA TEPMWMHOB ANA
nmoucka BkYanu: «Hedppobnactoma», «omnyxonb
Bunbmca», «onyxonu noyek y neten», «HehpaKTOMUs»,
“nephroblastoma”, “Wilms tumor”, “pediatric renal
tumors”, “nephrectomy”. Mepuon novcka 0xBaTbIBas
nybnukaumm ¢ 1985 no 2023 r., rmybuHa noncka 38 ner.
Bkniouanucb cTaTbu, onybrvMKoBaHHbIE HA PYCCKOM U
aHINIMNCKOM fA3bIKax, C QOCTYMHbIM MOMHbIM TEKCTOM.
Bbinv 0TObpaHbl Kak OpUrMHanbHbIE UCCRenoBaHus, Tak 1
cucTeMaTuyeckue 0b630opbl 1 MeTaaHanMsbl, MOCBALLEHHbIE
LMarHOCTUKE, NEYeHNIO U XMPYPruYECKOMY YNpaBneHuio
onyxoneu novek y fetei. OTbop UCTOYHMKOB NMPOU3BO-
OMICS Ha OCHOBE aHanv3a aHHOTaLMM U MOJSIHOMO TeKcTa
cTaTen, 0coboe BHUMaHWe yaensanock nybnmkaumsam, otpa-
AIOLLIWMM OTEYECTBEHHBIM OMbIT U MEXLYHAPOLHbIE NPOTO-
Konbl nevenns: SIOP (International Society of Pediatric
Oncology) 1 COG (Children’s Oncology Group). Jonos-
HUTESIbHO WUCMOMb30BaIMCb CMPaBOYHbIE MaTepuarbl U
HOpMaTUBHbIE OKYMeHTbI Poccuiickoro obLuecTsa AeTCKMX
OHKOJ10rOB W FremMaTosoroB.

NuarHocTuka u npeponepauuoHHoOe NylaHUpoBaHue

Y BonbLUMHCTBaA feTen onyxonb Bunbmca npotekaet
BeccMMNTOMHO, 3a4acTylo poOAMUTENSMU UM BpayoM
crnyvariHo obHapy»uBaeTcA nanbnupyemoe obpaso-
BaHue. [lo 20% peTten obpalialoTca ¢ kanobamu Ha
remMaTypuio, apTepuarnbHylo rTMNepTeH3unio, NMMXOPaaKy
u/vnu 6onesoit CMHAPOM B 30He mopaskeHus [20]. Ong
onpeneneHnsi NPOUCXOKAEHUS, cTeneHn n obbema
OMyXONEBOro NMOPaNKEHWUs MOYKM NPUMEHSIOT MeToLbl
HEWHBA3MBHOMN BU3yanu3aumm: yribTPa3ByKOBOE MCCre-
[0BaHWe C QOMMSIEPOBCKUM KapTUPOBaHWEM, MyNbTUCMIN-
pasibHYl0 KOMMbloTepHyto ToMorpadmio (MCKT) opraHos
BpIOLLHOM MONOCTU C BHYTPUBEHHBIM BOMIOCHBIM KOHTPa-
CTUPOBAHWEM, OPraHOB FPYAHON KMETKU U MarHUTHO-
pesoHaHcHylo ToMorpaduio (MPT) opraHos GpioLLHOif
nonocTtu. Bce 3Tm MeTomnbl BMecTe NO3BOMAIOT
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OOCTOBEPHO OLIEHWTb Kak pervoHapHoe, Tak M oTAa-
MeHHOe pacnpocTpaHeHWe OMyXonu B Npegonepaum-
OHHOM nepuope [21, 22].

Hedpobnactoma uvalle Bcero mertacTtasupyeT
B Jlerkue, B T€YEHUE MHOMMX NeT peHTreHorpadmsa
OpraHoB rPyAHOM KNeTkM bbina OCHOBHBIM BU3yanunsu-
PYIOLLMM UCCMENOBaHNEM NS OnpefeneHns Metacrta-
TUYECKOro NMOpa)keHusl NErkuMx, OQHaKO B HacTosLLee
BpeMs 3TO uccieposaHue bbiio 3aMeHeHo Ha MCKT.
Mpu nepsuyHoM nposegeHun MCKT BbisBnanu 6onee
MEeJIKMe o4Yary MOPaskeHWs JNIerkux, 4To Co3aaBano Kak
OMarHoCTUYECKMEe, TaK U TepaneBTUYECKMe MPeLeneHTbI
[23-26].

Pacnpoctpanenue MPT opraHoB 6pioLLHOi nonocTu
KaK Haunydylwero MeToga Bu3yanusauuu onyxose-
BOr0 NMOpPaskeHWst NoYeK NOATONKHYNO K ero UCnonb3o-
BaHMIO Kak MHCTPYMEHTa AN TOYHOrO NPOrHO3VMPOBaHUs
rFMCTONOrMYeCcKoro Tuna HecppobnacTtomel ¢ pasBu-
TMeM anddy3nMoHHO-B3BELLEHHbIX M30DpaxeHnin — aTo
mMeTon MPT, KoTopbI NpefocTaBnaeT MHopMauumio o
Brnodumsnyeckmx CBOMCTBAX TKAHEW, TaKUX Kak MnoT-
HOCTb KNETOK, MUKPOCTPYKTYpPa U MUKPOLMPKYNALKA
[27-29]. OTcnesmBas MUKPOCKOMMUYECKYIO CKOPOCTb
onddy3un KUOKOCTM B TKaHSX, [aHHbIA PeXUM onpe-
fenseT [onycTuMblin KoadpdomumneHT andpcpyaum (ADC),
KOTOPbIN Nokasan 0bpaTHyI0 KOPPEeNALMIO C KIIETOYHO-
cTbio onyxonu [30, 31]. OTHocKTenbHO HeaBHO Bbino
nokasaHo, 4to bnactemHblvi TN HedppobnacTombl nMen
Bonee Hu3kuin nokasatenb ADC no cpaBHEHMIO C OMyX0-
NSIMU TPOMENKYTOYHOIO PUCKA: CTPOMarbHbIN, perpec-
CVBHbBIV M CMeLLaHHbI TUMbl HedhpobnacToMbl, OQHAKO
HEeT CyLLecTBeHHOMN pa3Huubl B ADC Meskny brnacTeMHbIM
TUNOM U NPOMEKYTOUHOW FPYNMOW pUCKa anuTenvanb-
Horo Tuna HedppobnacTombl [32]. Takas oueHka Ha
3Tane npesonepauyoHHON XMMUOTEPanu MOXET UMEeTb
Ba)XHOE 3HAYEHWE B NNaHWPOBaHUN CPOKOB MPOBEAEHMA
OpraHoCoXpaHsoLWux onepauuin, ocobeHHo npu buna-
TepasibHOM MOPasKEHUM NOYEK. YUMTbIBas NOSBMBLLYIOCS
BO3MOXHOCTb AU epeHUnpoBKU MATKUX TKaHen
BHYTPM MOYKM Ha MpeponepalnoHHOM 3Tane MHorue
aBTOPbI NPMAAIOT Ba)HOe 3HauyeHne nposefneHmio MPT
opraHoB BpPIOLLHOW MOMOCTU C BHYTPUBEHHBIM KOHTpa-
CTUPOBaHWEM A1 ONpefeneHns BO3MOKHOCTU NpuMe-
HeHusa HecppoHcBeperatoLmx TexHonoruit [33].

KpaeyronbHbIM B OTHOLLEHWW MIIaHUPOBaHUA onepa-
TMBHOIO BMeLLAaTeNbCTBa OCTaeTCsA BOMPOC npepone-
PaLMOHHOIO OMpefefeHnss BO3MOXKHOCTH BbIMOSTHEHNSA
«Be3onacHon» pesekumn noukn. CrnoXkHOCTU CBSI3aHbI
C BapuabenbHOCTbIO apTepuanbHOro KpPOBOCHABKeHMS
NMOYkK, KannubpoM 3Tmx cocynoB u HonbLUOK OnNyxo-
N1eBOMN MacCoOMn, KOTOpas B 3HAUYMTENbHOW CTeneHu
BbI3bIBAET KOMMpeccuio Bnusneskalumx aHaToMUYeCKnX
CTPYKTYP, YCNOXHSAS Mx gudpcpepeHumpoBky. NpuHMMas
BO BHWMaHuWe 60ONblUyld 4acTOTy BCTPeYaeMOCTH
OMyxoJfie/ MoyeKk y B3POCHbIX MaLMEHTOB, LeTCKue

XUPYPrv NPOBOAAT MCCEeLOBaHWA MO afantaumu onbiTa
pes3eKkuMin MoYyeK BO B3POC/ON npakTtuke. B 2023 r.
S. Mittal u coaBT. onybnvkoBanu CBOW OMbIT LLUMPOKO
NPMMEHMMOWN BO B3POCSION MPaKTUKE LUKabl CHOX-
HocTu pesekumn novek R.E.N.A.L. (Radius — pasmep,
Exophytic/endophytic — 3k30UTHbIA/3HLOUTHBbIN
xapaktep pocTta, Nearness the collecting system
or sinus — bnn3ocTb K cobupaTenbHoOW cucTemMe UM
cuHycy, Anterior/posterior — nepegHsisa/3anHas noka-
nu3aums, Location relative to the polar lines — pacno-
NOXeHWe OTHOCUTENbHO NIMHUM Mosnioca), KoTopas
npeanonaraeTt npesonepaumoHHylo aHaTtoMo-Mopdho-
MOrMYECKYIO OLEHKY onyxonu B bannax, yem Bonblue
HabupaeTtca bannos, TeM TexHUYeCKn Bonee croxHas
nnaHvpyeTcs onepauwsi. B pesynbtate Bonbluee konu-
yecTBo Bannos accouunpoBaHo ¢ 66bWMM 06BEMOM
MHTpaonepaLmMoHHON KpoBonoTepn 1 bonee onNUTENbHbIM
NMepwoaoM rocnuTanmn3aLmm, OGHaKo aBTopamMmn He obHa-
pyeHa ybeanTenbHas CBA3b C HaNMYMEM OCIIOKHEHUN.
B cuTyaumsx noBbILLEHHON XMPYPrUYecKon arpeccuu,
NPy LNUTENbHbIX OMNEepaTUBHbIX BMeLLaTeNnbCTBaXx,
KOrfa 3aTarvBaeTcsa nocneonepaunoHHbIi Nepuoa, B
TOM YMCIe NPOUCXOANT M3MeHeHne obLlero TalMuHra
NeYeHns MauMeHTa, OTAANEHWE aablIOBAHTHOW XUMUOTE-
panuu B 3HAYUTENbBHOWM CTENEHU BMSIET HA pesynbTaThl
neuvenus [34].

CoBpeMeHHble KOMMbIOTEPHbIE TEXHOMOMMU He
obownn CTOPOHOM BOMPOCHI NPefonepaLnoHHOro
nnaHupoBaHusa. MHorne aBTOpPbl NPUMEHAIOT TEXHO-
noruvio KoMnbloTepHoro 3D-mMopoenupoBaHUA Ha
OCHOBaHWK npegonepaunoHHbix MCKT- n MPT-u3o06bpa-
KEHW, KoTopble NO3BOMAIT CHOPMUPOBATL KOMMbIO-
TEPHYI0O MOJeflb OpraHa, COAep:Kallylo COCYAUCTble
apTepuanbHoe U BeHO3HOe pycna, cobupaTtenbHyio
CMCTEMY MOYKM N BO3MOXHOCTb TEXHNYECKMN <MOACBE-
TUTb» 0MNyxofb. [aHHble MOAENM NO3BOMSAIOT MPOBO-
OVTb MHOMECTBEHHbIE BUPTYasibHble PE3EKLUM MOYKY,
[aBas BO3MOMHOCTb HaWTU Hawumyuyllylo MMOCKOCTb
pe3eKkuumn, KoTopas No3BOSIMT COXPaHUTb afeKBaTHbIN
adppepeHTHbI KPOBOTOK, MakCMMarnbHOe KONM4YecTBO
NapeHX1Mbl MOYKM, BbINOMHWUTL Hanbonee BesonacHoe
BMELLATENIbCTBO. 3TV TEXHOMOMMM AOSIKHbI MOMOYb
XUPYPram YMeHbLUWNTb KONTMYECTBO MHTPAOMNEePaLMOHHbIX
OCIOXKHEHWUN U NPOhNNaKTMPOBaTb KaKk fOKasbHbIM
peumnamB, Tak U pasBUTUE TAXKENOW OCTPON MOYEYHON
HEeAOCTaTOYHOCTM B PaHHEM NOCreonepaLuoHHOM
nepuoge [35-38].

[TOMMMO aHaTOMWUYECKOW OLEHKM OMyXOsieBoWn
Macchbl, KpaiHe BasHOW st napeHxuMmocbeperaioLero
OMepaTUBHOIO feyeHus ABNSeTCS (PyHKUMOHasbHas
OLleHKa MOPaXXeHHOro opraHa, MOCKOJIbKY MCXOAHO
HU3Kasa (unbTpaunoHHas (YHKLUA MOYKM BBUAY
KOMMPECCMMN MapeHXMMbl OMYyXONEeBOW MacCoN MOXeT
BbITb ye cHuskeHa. HedopoHcbeperaiowee onepa-
TUBHOE BMELLATESIbCTBO, BbINMOSTHEHHOE B TaKOM Cryyae,
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MOXXET TOJbKO YCYrybuTb 3TOT NPOLECC M He MO3BONUTb
LOOCTUYb FMaBHbIX NPeEMMyLLECTB napeHxuMocbepera-
IOLLIMX TEXHONOMMI. [1N9 KOMMNEKCHON OLEHKM OyHKLMK
MOYKM CTaHAAPTHOro BMOXMMMYECKOro nokasartens
SHOOrEeHHOr0 KpeaTMHMHA 3a4yacTylo HepocTaTouHo. B
nocrnefHee BpeMsl B PYTUHHYIO MPaKTUKY NOBCEMECTHO
BXOAMT MpoBefeHne HedpocUMHTUrpadmmn, No3BonA-
IoLLiel OLLeHWTb BKITa[ KaskAoW NOYKK B 06LLyI0 hyHKUMIO.
[aHHas TEXHOMOrMsA NO3BOMISIET HE TOMNbKO OMNpeenmTLCS
Ha NpefonepaLMoHHOM 3Tane ¢ HeobxoaMMOCTbIO NpoBe-
OEHWS PE3eKUMU MOYKWU, HO U NO3BONAET OLEHUBATb
hyHKUMIO OCTaTKa NOYeYHON NapEHXUMbI B OTAANEHHOM
nepuoge, YTo JO/IKHO NOMOYb BbipaboTaTb Hambonee
3 hEKTUBHbIE anrOpUTMbl MPUMEHEHUS NapEeHXUMO-
cbeperaioLmx onepauvi. [1eACTBYIOLLMM MPOTOKOSIOM
SIOP RTSG Umbrella 2016 npumeHeHne HedbpoCUMH-
TUrpadum pernamMeHTMpoBaHO B CIly4yasix CUHAPO-
MarbHoW HedopobnacToMmbl, bunatepanbHOro NopaxeHns
onyxonbio Bunemca, bunatepansHoro Hecppobnactoma-
T03a [39-41].

CoBpeMeHHble cTpaTeruu fevyeHus onyxonen
noyeK y neteu

CoBpEMEHHbIN TEXHOMOMMYECKUA U TepaneBTuYe-
CKU NPOpPbLIB B JETCKON OHKOMOrMM NO3BONWI AOCTUM-
HYTb BMeYyaTnaloLero pesynbTaTa NeyeHns aeTen c
onyxofblo BunbMca — nokasaTenb obLiel BbixuBa-
emocTun bonee 85%. B 3HauMTenbHOM cTeneHu Takou
ycnex obycnosneH pabotoi 2 MHOronpodumbHbIX
KoornepaTuBHbIX feyebHo-UccnenoBaTesnibCKux rpymnn:
SIOP n COG (paHee NWTSG — National Wilms Tumor
Study Group), KoTopbIMK pa3paboTaHbl 2 NPOTOKOMa
neyeHus onyxonen noyek y getei [42]. 31 neuebHo-
OMarHOCTMYECKUE MPOTOKOSIbl MMEIOT HEeKoTopble
pas3nuuua B NOAXOAE feyeHusi, ogHako obe rpynnbl
MPOBENMU Psifl XOPOLUIO pa3paboTaHHbIX KIMHUYECKUX U
Bronornyecknx CCNeaoBaHui, KOTopble MPeAoCTaBMIIM
BonbLuon 06bemM HayuyHO-0BOCHOBAHHbBIX 3HaHWIA, YTOBI
MOMOYb YCTaHOBWUTb ONTUMaSIbHbIE METOAbI ANarHOCTUKM
W neyeHus Ans aetel ¢ HedppobnacTomoit [43—-46].

Mpotokonbl SIOP n COG pasnuualotca B cTpa-
TErMYEeCKOM MOAXOAEe K MepBOHAYarbHOMY NEYEeHMIo
onyxonu. lNpoTtokon SIOP pekoMeHpyeT npoBefeHue
HeoafLbloOBaHTHOW XMMMOTepanuu, NocnepyioLLee Xmpyp-
rmyeckoe BMelLaTenbcTBO C 0bszaTenbHou Buoncuen
nMMdaTUUYEeCKNX Y3MoB U AanbHelllee BbINOMHEHNE
af’blOBaAHTHOM XMMMOTEPaNUU M/WnK Nly4eBoin Tepanuu.
CTagMpoBaHuWe ¥ OLEHKY pUCKa B BOMBLUMHCTBE CyyaeB
npoBoasAT nocne onepauumu. MNpotokon COG npenycMma-
TpMBaeT MHWLUMANbHOE OMepaTMBHOE BMELLATENbCTBO
npu pesektabenbHon onyxonu, npu atom IV ctaguma
BonesHun (MeTacTasbl B IErkMX Kak Hanboree yacTtble) He
ABMSETCS NPOTUBOMNOKA3aHWEM K MHWLMANbHOMY onepa-
TUBHOMY BMellaTenbCcTBy. B ganbHelweM nposoamTcs
anbloBaHTHasA XUMUOTepanus u/unu nydyesas Tepanus,
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ecnu 310 Heobxogumo. OkoHYaTeNbHOE fOKanbHoe
CTavMpoBaHMe U OLEeHKa pacnpoCTpaHEeHNUs onyxone-
BOro npouecca B LEenoM NpoBOAsATCA Nocne onepaumu,
HO ChaKTOpbI, UCMNONb3yeMble AN ONpeaesieHns CTaguu,
pasnuunbl [47]. B ctatbe R.C. Shamberger u coasr.
PacCcMOTPEHbI XMPYpruyeckue akTopsl, ABnsioLLMECS
MPeanocbifikaMu AN pa3BUTHSA NOKabHOrO peuunanBsa
cornacHo uccnepgosanuio NWTS-4 [48]. B paHHOM
nccnenoBaHuM bblo MOKa3aHo, YTO NOKarbHbIA peLmnamB
yBeENnuUuUMBancs, ecnn Bbin MHTpPaonepaLMoHHbIA pa3pbiB
Onyxomnu, He3aBUCUMO OT pa3MepoB obpasoBaHus, K
€Ccnv npoBofMfacb MHTpaonepaunoHHas Buoncus c
nocnenywoLlen HedppakToMmnen. OCHOBbLIBAsICh Ha 3TUX
pesynbTaTax, nocfnepgHve uccneposanuna COG ctpatu-
domumpoBany Bce paspbiebl (HE3aBUCKUMO OT pasMepa
onyxonu) u niobyio MHTpaonepaLnoHHYio Buoncuio
kputepuem lll ctagumn. B pesynbtate 11 3 400 nauu-
eHTOB bbinu cTpaTudhmuumposaHsel u3 Il B Il cTtaguio
bonesHu [49]. B pamkax uccrnenosaHusa SIOP Takke
n3yyanu BnusHMe BUONCUMM Ha NOKasbHbIM peunavs. B
HacTosiLee BpeMs cornacHo npotokony SIOP nauuneHTsl,
nepeHecLuve TofcTouronbHylo buoncuio, He cTpatu-
dhuumpoBanuck Kak nauvenTsl lll ctagum 3aboneBanus
M TONMbKO HOsKeBasi Buoncus, BbINOMHEHHas NiobbiM
[ocTynoM, ycyrybnser ctaguio 3abonesanus [50].
Puck-opueHT1poBaHHas Tepanus onyxonemn noyek
TpebyeT NpaBW/IbHOrO CTagMpPOBaHMA U cTpaTUdIMn-
Kaumn pucka. [1na onyxofnen novyeKk OYeHb BaXKHbIM
SIBNSIETCS JIOKanbHOe CTagMpoBaHuWe u Bcero 3abone-
BaHWA B LENOM. MHorga a1o MoskeT BblTb CIOKHO Ans
YUpEXOEHUS, KOTOPOe BCTPeYaeTCs C JaHHOM NaTosio-
rmenn 1 vnu 2 pasa B rof. Ytobbl MOMoub pewwmnTb 3Ty
npobnemy, rpynnoi COG 6b1110 MHMLMKMPOBAHO Uccneno-
BaHve ARENO3B2, B kotopoe Bowwnu 3000 nauneHToB ¢
2006 no 2012 r. NccnenosaHue npoBoamMoCh C NpuBne-
YEeHMEeM OHKOJOrOB, XMPYProB, fyYeBblX AMarHOCTOB,
MaTofioroB M npegpnonaranno nof coboi pedepeHCHyo
OLIeHKY JaHHbIX NauMeHTa U cTpaTuduKaumio ero B
COOTBETCTBYIOLLYIO FPYNMy pUCKa B KpaTyanllmMe CPOKM
(no 7 pHei) B uensx cobMIOLEHWs TaWMUHra OHKO-
noruyeckoro nevenus. B pesynotate y 1205 (40%)
naumneHToB Bbiny BbiSIBNEHbI PACXOXAEHNS B LMarHo3e
MeXay NOKamnbHbIMU MEAVULIMHCKUMU LIEHTPaMU W BbICO-
KOMOTOKOBbIM AETCKUM OHKOSIOMMYECKUM LIEHTPOM. B
YaCTHOCTW PaCXOXAEHWUA B MHULMANBHOM FUMCTONOMMN-
YEeCKOM MccnenoBaHun B 253 cryyasnx yHunatepanbHom
n 69 cnyvasx bunaTepanbHOW onyxonu, owunbku B
FMCTONIOrMYECKOM CTagupoBaHuv y 294 naumeHToB,
PacxXoLEeHUS MpW BbISBIIEHUM MeTacTasoB B JIErKUX
B 92 OBYCTOPOHHMX cnyyasx u 112 0gHOCTOPOHHUX,
PaCXOMAEHUA NPU NepecMoTpe NPOTOKOSIOB OMNepaLui
C BbIIBfIeHWEM paspbiBa onyxonu y 244 nauueHToB
W BbISIBIEHWE MEeTacTa3oB B NMMMAATUUYECKUX y3nax
B 141 cnyuae [51]. SIOP gns ynyduweHns KadyecTea
MOCTaHOBKM W KaccudmKaLmMm rMCTOMOrMYECKOro pucka
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ncnonb3oBana LEHTPanM30BaHHY0 HaLMOHambHYIO
MeskayHapoaHyio 6a3y AaHHbIX naTonoroaHaTtomos [52].

lpoBeneHve HeoaLbOBAHTHOW XMMMOTepanuu,
MO3BONAIOLLEN HE TOMbKO YMEHbLUUTb UHULMATbHbIE
pasMepbl OMyxosu, HO M CHOPMMPOBATb MIIOTHYIO
Kancymny BOKPYr Hee, TEM CaMbiM CHW)Kas BEpOAT-
HOCTb MOBPEXOAEHUS OMyXOJSIM, TaKKe MOMEeT ynyu-
LUNTb pesynbTaTbl bunatepasnbHbix pedekumni. K Takomy
BbiBOAY B 2023 I. Npu1LLIEN KOMMEKTUB aBTOPOB BO rfaBe
¢ Y. Feng npu npoBefneHun aHanusa coBCTBEHHOM
paboTel 3a 15 net. B uccnepoBaHue BKIIOYEHBI
70 nauveHToB ¢ bunartepanbHon HedppobnacTomon,
59 nonyuunu HeoanbloOBaHTHYID XUMMoTepanui. lpu
CpaBHEHWW TPyNN NaUMEHTOB, NONYYMBLLKMX Npefonepa-
LIMOHHYI0 XMMUOTepanuio ¢ rpynnon, rae boina Bbinos-
HeHa MHUUManbHaa onepauus, aBTopamu MOSyYeHo
cTaTucTnuecku sHaummoe (p = 0,031) Gonbluee Konu-
yecTBO BunaTepanbHbIX pe3ekuuii B nepeon rpynne. B
rpynne MHUUManbHbIX onepauuni yalwe bbinu BbIMoN-
HEHbl OQHOCTOPOHHWE PE3EKLUMM U KOHTpanaTepasnbHas
HedhpakToMUsa. AHanus 4-neTtHen 6ecCcobbITUIAHON BbIKN-
BaeMoCTW nokasan 67,9%, a obLuen BbIKMBAEMOCTN —
89,3%, UTO MOMKHO CuMTaTb YAOBIETBOPUTENbHbLIM
pesynbTaTtoM nna BunaTepanbHOW chopMbl OMyXonu
BunbMca [53].

HedppakTomus

Xupypruueckve BMeLLaTeNnbCcTBa cTabunbHo coxpa-
HSIIOT POMb BEAYLLEro MeTofa B NEYEHUM COSNIMAHBIX HOBO-
obBpasoBaHuit noyek y aeteit [48]. Beumy XvMpypryeckmx
PUCKOB Pa3BUTUA pPeLnanBa Ha NMPOTSKEHUN AUTESb-
HOrO BPEMEHMW «30/10TbIM CTaHLAPTOM>» ONepaTUBHOMO
neyeHuns BbiCTynana paguKkanbHas HedpaKToMusa U3
nanapoTOMHOro AOCTyna C nocfefyioLlei rucTono-
rMYeckon cTpatudpmkaumen onyxonu, YTo NO3BONAMO
3aBepLUMTb CTaAMpPOBaHMe OHKOMIOrMYECKOro npoLecca
nyTeM MOSTHOLEHHOW PeBM3uKU BPIOLLIHON MONOCTU K
Buoncum nuMaTUUECKMX Y3M0B Ha CTOPOHE MOPaKeHUs
1 B aOpPTOKaBasibHOM npoMeskyTke [564-56]. OCHOBHbIM
XUPYPruYeCKUM PUCKOM, TpebyioLMM OfHO3HAYHOro
OpraHoyHOCSILLLero onepaTWBHOIrO BMeLLaTenbCTBa, B
MEXKILYHapOaHbIX NPOTOKONax 0603Havanm MHTpaonepa-
LIMOHHbIA pa3pbiB OMyX0JIM, KOTOPbIA Cpa3dy NoBbilLaeT
cTapuio bonesHu n obpekaeT naumeHTa Ha arpecCUBHYIO
XMMUoTepanuio 1 nyyesylo Tepanuio. lNMpodunaktuka
MHTpPaonepaLMOHHOro paspbiBa B TOM YuCfe Morna
npeanonaratb yaaneHue HaanoyeyHuKa, KOTopbIi 3ava-
CTYIO MMOTHO MPUNEXUT K TKaHsM onyxonu. OpHako
BbIMNOJIHEHNE CTaHAAPTHON «MOMYTHOW> afpeHanakKToMumn
He MoKasano YnyyLleHUs pe3yfibTaToB BbIXXMBAEMOCTM
MaLMeHToB, HO MOBbLILIAET PUCKWU Pa3BUTUA TPaH3u-
TOPHOW HaANOYEeYHNKOBOW HeJoCTaToOuHOCTH. Ha ocHO-
BaHWM 3TWX AaHHbIX ObINM NPOM3BeaeHb! NepBble NOMbITKMU
OrpaHNYMTb OpPraHOYHOCSLLME TEHOEHUMU B XMPYPruu
aTom onyxonu [57, 58].

[encteyowmin npotokon SIOP RTSG Umbrella 2016
LOCTaTOYHO MOAPOOHO OMMCbIBaeT Mpouenypy Hedpak-
Tomumn. [loctynom obo3HayaeTcs nonepeyHas fnanapo-
TOMUS Ha CTOPOHE MOPaKeHUs, KoTopas MOXeT bbiTb
npoaneHa npu bunatepanbHOM MOpaxeHuu, Topa-
K0abooOMUHambHbIA OOCTYN MPUMEHSIIOT ANS pacnpo-
CTPaHEeHHbIX OMyXosiei, B TOM UMUCfie C Hanuunem
Onyxof1eBoro BeHo3Horo Tpomba. lMocne BbiNoONHeHUS
pocTtyna obssatenbHa peBu3ns BpIOLLIHOM NONOCTM Ha
npenMeT UCKIIOYEHNA MeTacTa3os Mo BpioLnHe unm B
WHbIX opraHax. [1pu BbIIBNeHWM MeTacTasoB UX Heob-
XOAMMO YHanuTb, a NPV HEBO3MOMKHOCTM — BbINOSHUTb
Buoncuio. PeBnsnsa KoHTpanaTepanbHOro 3abpoLMHHOIO
MpPOCTpPaHCTBa NokasaHa TOMbKO NPU HEOAHO3HAYHbIX
pesynbTaTax NpefonepaLnMoHHoV BU3yanusaumm 1 nopo-
3peHun Ha BunaTtepanbHbii npouecc. OCHOBHOM Lienbio
onepaumu obo3HavaeTcs MOHOBIOUHOE ynaneHne NoYKm
M MOYETOYHMKA COBMECTHO C OKpYKaloLLel }MUPOBOM
TkaHblo. lMocne BbigeneHnsa NOYEYHON HOXKM NepBbIM
3TanoM HeobxomMMO NNrMpoBaTh K Nepeceyb MNOYEUHYIO
apTepuio B LENSX NPOIUNAKTUKM BEHO3HON rMNepemMum
MOYKM, KOTOPas MOXET MOBbLICUTb PUCKKU MHTpaonepa-
LUMOHHOro paspbiBa onyxomnu. [pu Bonblimx pasmepax
OMyXO0JIM BO3MOXHO MEPBOHAYasIbHOE BbIGEIEHNE MOYKM
13 OKPYKaIOLLMX TKaHEeW, NMOBbILLEHWE ee MOBUMBHOCTM 1
TOMbKO MOCMEe 3TOro NPOBOAWTCS BbILENEHUE CTPYKTYP
MOYEYHOW HOMKU. MOUETOUHMK NIUTMPYIOT U NepeceKaloT
B NOCNELHIOI0 o4epefb, Kak MOXHO Biinske kK MOYeBOMY
ny3bipto. locne ynaneHns OpraHoKOMMNEKCa PEKOMEH-
LYIOT €ro MapKMPOBKY A1 COXPaHEeHUs aHaTOMUYECKOro
MOJIOXEHUS ONMYyXONW U NOCMERyIoLero rucTonormye-
CKOr0 UCCIefoBaHUsA Ha NpeaMeT COXpaHeHWs MpUHLUMNA
abnactuku. B cnyyae paspbiBa onyxonu MHTpaonepa-
LIMOHHO BCE BO3MOXHble 06nacTn ANCCEMUHUPOBAHUS
AOSKHbI BbITb ONMCaHbl U MapKMPOBaHbl TUTAHOBLIMU
KMMncamu Ans npoBefeHus MOCnenylowen nyyeson
Tepanuu [49, 59].

HedbpakTomMus nossonset acpdeKTUBHO U C MUHU-
ManbHbIMW PUCKaMWU MHTpaonepauMoHHOro paspbiBa
ONyXomnu BbINOSIHWUTL €e yaaneHue, ogHako npu buna-
TepanbHOM Mopa)eHun onyxonbio Bunbmca Bunarte-
panbHasi HeOpP3IKTOMMUSA NPUBOAUT K HEOBXOAMMOCTM
nocfiepyloller TpaHCNNaHTaUMM MOYKM MU MPOXO-
MIOEHWIO ONUTEeNbHOW 3aMeCTUTENIbHON MOoYeyHow
Tepanuu Ha (QOHe afgbloBaHTHOW XMMUOTEpanuu, 4To
yXyALaeT obLimniA NPorHo3 Ans AaHHbIX naumeHTos. Mpu
yHUNaTepanbHOM NOpa)keHun CTaHgapTHas HedpaK-
TOMUA B nepBble 3—4 roga NpUBOAUT K YBENUYEHWUIO
knyboukoBoin cunbTpauumn Ha 20-25% B 3@0pOBOM
MOYKe, HO faHHbIN YPOBEHb HE BOCTUraeT (PYHKLUMOHANa
OBYX MOYEK, YTO 0OYCMNOBNMBAET BO3MOKHOCTb Pa3BUTUS
NOYEYHON HefOCTaTOYHOCTU U NPU OAHOCTOPOHHEM
nopasxeHun. B noppocTkoBOM BO3pacTe Takve naumeHTbl
CTanKMBaIOTCA ¢ HE(PPOreHHOM rMNepToHUE, pa3BUTUEM
XPOHWYECKOr0 NUENOHedpUTa, CHUKEHMEM KOMMEHCa-
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TOPHOM FMNEepTPOCHUM U MOSIBIIEHUEM YIHETEHWUSI KPOBO-
0BpalLeHIs B MapeHXMMe MOUKU, CHIKEHUEM doubTpaLmm
n peabcopbumy, UTO Takwe MOXeT noTpebosatb nocnemy-
loLLield TpaHCnNaHTaumumn noukm [60, 61].

3AKNIOYEHUE

lMpencTaBneHHbI 0630p AEMOHCTPUPYET BO3pOCLLME
OMarHoCTUYECKME U NleyebHble BO3MOXHOCTM, B MEPBYIO
oyepeib KOHCEpPBATWBHOW Tepanuu, No3BonsioLlne
ROBUTBLCS OYEHb XOPOLLMX MOKa3aTesen BbIXKMBAEMOCTH
naumeHToB ¢ Hedhpobnactomon. OpHako c yyeToMm
MPUMEHEHNA OPraHOYHOCSLLEr0 ONEPaTUBHOMO NeYeHUs
CTanu BbIABNATLCA HELOCTAaTKM CCOOPMUPOBAHHOIO
noaxopa, KOTOpble He MO3BOMSAIOT LOBUTLCA YAOBMET-
BOPUTENMbHOrO Ka4yeCTBa KU3HW AaHHbIX NauueHToB. B
CBAI3M C YeM Bce Bonee aKTyasnbHylo ponb, B TOM uncre
B MexOyHapOoIHbIX npoTokonax nevyenuns SIOP u COG,
HauMHaloT urpaTtb napeHxumocbeperaiowme onepa-
TUBHble BMelLaTenbCcTBa. B ganbHenwem nnaHunpyetcs
onucatb NpobrnemMbl U COBPEMEHHOE COCTOSHWE MapeH-
xumocbeperaioLmnx onepaTuBHbIX BMeLLATeNbCTB Npu
OMyXOnsiX MOYEK Yy [eTen.
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