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HEQPPOBJIACTOMA (ONYXOJib BU/IbMCA)

Ha3BaHa no umeHun goktopa Makca Bunbmca, HemeLLKOro Xxmpypra, KOTOpbIM BriepBble
onucana ee B 1899 rojy.

JT0o Hanbosiee pacnpoCcTpaHeHHOe 3/10KaYeCcTBEHHOe HOBOOOpa3oBaHMe Noyek B
A,ETCKOM BO3pacTe (nocsie rmapoHedpo3sa M My/IbTUKUCTO3HOW AUCNAACTUYECKOW
NOYKMN).

YacToTa BcTpevaemocTn 6% OT 3/10KkayeCcTBEHHbIX HOBOOOPA3oBaHMN Y AeTeu.

[lposABsseTCs B BO3pacTe 3-4 roja.

PacnpocTpaHeHo Yy anL, adpUKaHCKOr0 MPOUCXOXAEHMUS



HEQPPOBJIACTOMA (ONYXOJib BU/IbMCA)

* Onyxonb Bunbmca npeacraBnseT cobom HeandpepeHLMPOBaHHYIO
Me304EepPMasibHY0 OMYyX0/1b, COAEPXKALLYHO PA3/IMYHOE KOJNMYECTBO
SMOPMOHA/IbHBIX 3/IEMEHTOB NOYEK.

* B HacTosuee BpeMs BbIAENAOT 4Ba TUNa HedppobaacToM, OCHOBAHHbIX Ha
nporHose — 6aronpuaTHoin (bonee go%) n HebraronpmaTHbIM (6-10%0).

* [ucTonornyeckas KJ'IaCCl/ICIJI/IKaLI,MFl: dHaM/1aCtnyeckad M1 CapKoMaTO3HadA ONnyxoJib

HedpobnracTomaTos, KOTOPbIM COCTOUT U3 HE3PEJION METAHEPPUYECKOWN TKAHM
(HeppOreHHbIX OCTATKOB), CYMTAETCA NpPesLecTBEHHMKOM onyxoan Buabmca.
OgHako puck pa3BuTms onyxoam Bunbmca Ha poHe HeppobaacTomaTo3a HesICeH.
Ecav B yaaneHHOM Noyke, cogepxallen onyxosib Buabmca, obHapy>xeH
HeppobnacTomaTos, cywecTByeT 20%-Hasi BEPOATHOCTb PAa3BUTUS OMYXO0JU
BuabMca B KOHTpasiaTepasibHOM NOYKe



MPT, AKCUAJIBHAA NNOCKOCTb

Manbuuk, 4 roaa

[lpaBOCTOPOHHSASA
onyxo/sib Bunbmca un
NeBOCTOPOHHUM

HedpobnacTtomaTos




HEQPPOBJIACTOMA (ONMYXOJib BUNIbMCA)

CnHApPOMbI, accouMMpoBaHHble c HedppobaacTtomon:

* Tpucommsa 13 1 18 napol

* CuHapom bekBuTa-BanaemaHHa (10-20%-Hbln puck BuabMca; ruraHTmn3m,
Makporsioccusi, oMdaaoKko3sie M aHOMaJIMM MOYEMNOJI0BON CUCTEMBI, CBA3AHHbIE C
aHoMma/ibHbIM reHom WT2 Ha 11p15g)

* CuHapom Apawa (HeoAHO3HAYHbIE FEHUTANKU U MPOrpeccMpyroLLLasa novyeyHas
HeL0CTaTOYHOCTb Y FreHOTUMUYECKNX MYXUYUH, CBA3AHHbIE C aHOMAJ/IbHbIM F€HOM
WT1 Ha 11p13)

Alpyrue cocTosiHUA, CBAAI3aHHble C onyXxo/bto Buabmca:

* Temuruneptpodus (reH WT2)

* CuHapom WAGR (onyxonb Buabmca, aHMpuams, aHoMaanmm MOY€Eno10BON CUCTEMB
M YMCTBEHHas OTCTasIoCTb, reH WT1)

* Cnopaaguyeckasn HecemMeunHas aHMpUAKS, HempodpmbpomaTos 1 Tuna m
LepebpanbHbIM rMraHTnam (cmHapom Cotoca)



HEQPPOBJIACTOMA (ONMYXOJib BUNIbMCA)

KnuHunyeckue ocobeHHOCTU :

* Be3bonesHeHHOe 0bpa3oBaHMe B HPIOLWHOM MOAOCTH

* /J1010% cnyyaeB 0O6HApPYXMBAKOTCS C/IY4aWUHO NOC/IE TPABMbI

* Y 25% HabatogaeTcs MMKPOCKONKMYeckan reMaTypus

* Y 25% npoaBnaeTca apTepuasibHON rMNepTeH3nNEN, BTOPUYHOM NO OTHOLLEHUIO
K BbIpaboTke peHuHa



HEQPOB/TACTOMA. ANATHOCTUKA

PeHTreHorpadums opraHoB 6ptOLIHOM MOAOCTUN HecneynduyHa 4158 ONyxoaen
Buabmca.

Y3WU.:

* ObpasoBaHue CONMAHO-KMCTO3HOM CTPYKTYpPbl (AH3XOreHHbIe Y4aCTKMK,
COOTBETCTBYIOT 30HaM HEKPO3a ONyxo/un. [nnepsxoreHHble BKAOYEHUS,
aCcCoUUMPYIOTCA C Ka/ibLMHATaMU B OMYyXO0/M ), CMeLLaloLLLee NeT/iv KULWeYyHUKa.

* CocyancTasa nHeasus B 5-10% csiyyaesn



HEQPOB/TACTOMA. ANATHOCTUKA

KT ¢ koHTpacTupoBaHnem 6onee 4yBCTBUTE/IbHA K OMYXOJIEBOM MHBA3MUN.
Y3 meHee 4yBCTBMUTENbHA NPU ANArHOCTUKM ONYX0JIEBOrO TPOMba NOYEYHbIX BEH

* KT, MPT: HopmanbHada noyeyHasa TKaHb pacnojiaraeTca BOKPYr OnNyXxXo/u
(onpeaensieTcs «claw sign»)

* T1B nT2BW 6e3 koHTpacTUpoBaHMA NO3BOISET ONPeAENNTb CTALNI0 OMYXON,
HO ABYCTOPOHHME NOpaXkKeHMe noyek 1 ovaru HeppobaactomaTosa nyyile
BU3YaN3NPYIOTCA NOC/1e BBeAeHUA KOHTPACTHOrO BellecTBa.

* PasanyHble pexxnMbl, NO3BOASAIOLLME BbINOAHATE PEKOHCTPYKL MO M306paXkeHns
B Pa3HbIX MJIOCKOCTAX MPU ABYCTOPOHHEM 3aboneBaHnM, 0COOEHHO BaXkKHbI Mpw
OpPraHOCOXpPaHsAKLWEeM ONepaTUBHOM Je4YeHnn



YNbTPA3BYKOBOE MCCIEAOBAHWME OPITAHOB
EPOWIHOWU MOJIOCTU

LUQ LESION

Manbuuk, 4 roaa

J1eBOCTOPOHHASA ONyX0J/ib
Buabmca




MPT, T2BA, KOPOHAJIBHAA MJIOCKOCTb

Manbuuk, 3 roga

[lpaBOCTOPOHHAA ONYyXO0Ab
Buabmca
Onpeaensietca «claw sign»




MPT, T2BA, KOPOHAJIBHAA MJIOCKOCTb

JleBouka, 4 roaa

[1BYCTOPOHHASA ONyXo/ib
Buabmca

JleBas noyka: onyxosb C
KMCTO3HOU CTPYKTYpPOMU




HEQPOB/TACTOMA. ANATHOCTUKA

MPT:
* T1BW: obpasoBaHmne rMymoMHTEHCUMBHOE
T2BW: obpasoBaHmne runepuHTEHCUBHOE

Ouaru HedpobnacTtomaTosa npesCcTaB/ieHbl HEOOAbLWNMM KUCTO3HBIMMU
obpa3oBaHMAMM , TMNEPUHTEHCUMBHBIMK Ha T2BI

Pe3snayanbHasa onyxoneBas TKaHb rmnonHTeHCMBHA Ha T2BW.

ConnaHbI KOMNOHEHTbI OMyX0/IM UMEET OrpaHNUYeHHYo gnddysmio Ha ABU

MOHUTOPUHI A4BYCTOPOHHEIrO OMYyX0/1€BOro Nopa)KeHns noyek nocae sieyeHus
AOJIXKHO NpoBOANTbLCA C noMoLlbio MPT



KT, AKCUAJIBHAA NNOCKOCTb

Manbuuk, 3 roga

[IpaBOCTOPOHHAA ONYXO0Ab
Bunbmca
Onpepgensierca «claw sign»




HEQPOB/TACTOMA. ANATHOCTUKA

* CoxpaHsaeTcsa HeonpeaeneHHOCTb OTHOCUTEIbHO NpegonepaynoHHon KT opraHoB
rPYAHOU KNETKM B ANArHOCTUKE HEDOIbLINX JIEFOYHbBIX METACTAa30B MNP OMyXOu
Buabmca.

* Y naymeHTOB C O4HOCTOPOHHEWN ONYX0/1bo Buabmca ¢ nopaXkeHnsamm nerkumx,
AnarHoctupyemble To/1bKo Ha KT OIK v He BU3yanunsmnpyembiMm Ha 0ObIYHbIX
peHTreHorpaMmmax (HO CYMTAIOWMMNCA MeTacTa3aMu U MoayYaloLWMMK Jie4eHune),
obLas BbKMBAEMOCTb M OTCYTCTBME peLnanBoB HePpPobaaCTOMbI HE OTIMYANUCE OT
Tex NaLUeHTOB, Y KOTOPbIX MOPAXeHUS JIErKNUX He CYUTA/INCb MeTacTaTUYeCKUMMI.

* OpHako ponb KT OIK He ABAAeTCA CMOPHOM Y NALMEHTOB, Y KOTOPbIX MOC/1E
onepayuu rmcToaornyeckas KapTMHa onyxoam bblsla ¢ aTUNMYHbIMM KaeTkamm uam
cTaaua 3abosieBaHUA



HEQPOB/TACTOMA. ANATHOCTUKA

* M3T-KT B HacTOALLEE BPEMSA HE NCMO/Ib3YETCA B NEPBUYHOWN AMATHOCTUKE
onyxonen Buabmca, NOCKOAbKY NPOrHo3 61aronpusaTHbIN, a y4YeBoe
BO34eNCTBME [0/KHO ObiTb CBEAEHO K MUHUMYMY.

* [laumeHTam c peumgmeomM HeppobracTtombl npoBoAAT [3T-KT, nOCKoNbKY MX
MPOrHo3 Heb1aronpusTHbIN.

«lMpaBnsio 10» Onyxosn Buanbmca:

* 10% OTCYTCTBME HOPMAJIbHOM MMCTONOMMYECKOM CTPYKTYPbl MOYEYHOU TKAHU
* 10% aBna0TCA 4BYCTOPOHHUMM

* 10% nMeroT COCYAUCTYHO MHBA3UIO

e 10% mnmetoT KanbumHaTbl (KT)

* 10% nmeloT MeTacTasbl B Ierkme



CTAANPOBAHWE OINYXOJZIN BUJIBMCA

* CragupoBaHue bbino paspabotaHo National Wilms Tumour Study (NWTS), u
AaHHaA cuctema ctagupoBanmsa ncnoabsyetca COG.

* B eBponenckmx nccnegosanunax SIOP ncnonbsyerca ta xxe cucrema
nocsieonepauoHHOro onpeseneHuns ctagmu, Ho Nocje Kypcos
npeAonepaLoOHHON XMMNOTEPANnK, a He Nocae ONepPaTUBHOIO
BMELLATeNbCTBa, Kak B nccnegoBaHuax COG



CUCTEMA CTAANPOBAHUNA ONYXOJZIN BUIBMCA COG

Cragus PacnonoxeHue JleueHue
Onyxonb B npegenax noyku 6es npopacraHus [NonHasa pe3ekuyusa
Kancybl
Onyxonb ¢ pacnpocTpaHeHueM 3a npejenbl [TonHasa pesekuus Bce eLle
NOYKMU, ONyxoJieBbi TPOM603 NOYEeYHbIX BEH BO3MOXXHa
Onyxosb NO4YKK C pacnpocTpaHeHueMm B [NonHasa pe3ekuusa
6pIoLWHYI0 NON0CTb, BKJIKOUYAs: MOpPaXkeHue HeBO3MOXHa
nmmdaTuyeckmnx ysnos, sudPysHoe nopaxxeHue
6prownHbI
[emaTOreHHble meTacTasbl [NonHasa pesekuusa

HeBO3MOXHa
[lBycTOpOHHee nopaxeHue noyek OnepaTuBHOe sIeyeHune ¢

MaKCUMaJ/IbHbIM COXpPaHeHMeM
340POBOM NOYEYHOUN TKAHU




HEQPOBJIACTOMA. JTEHEHWE

* OAHOCTOPOHHAA onyxoab Bunbmca onepatmBHoe neyeHuve (HedppakTomus).
* HeoaabloBaHTHAsA XMMMOTepPanusa 415 YMeHbLlLIeHNs 06bEMa Onyxoau.

* [eMMOHedPIKTOMUSA, KINHOBUAHbIE pe3eKL MM U onepaLmmn C COXpaHeHneMm
HePpPOHOB NP OPraHOCOXPAHAIOLLEM ONEPATUBHOM JIeYEHUMW.

* XMpypruyeckmm noaxod npu AByCTOPOHHEM 3ab01eBaHNM HANpPaBJ/IeH Ha
COXpaHEeHMe HOPMaIbHOW NOYEUYHOM MAPEHXMMDbI

10-/1IeTHAA BbI)KNBAE€MOCTb:

* |-lll ctagms 3aboneBaHna 96-89% (82-49% npm aTUNMYHOU FTMCTONOTNYECKON
KapTuHe)

* |V cTaguna 3aboneanms 81% (18% npm aTUNMYHOM FMCTONOTMYECKON KAaPTUHE)

* V cTaamsa 3aboneBaHmsa 78%



SAKJTFOYEHWNE

MapameTp HenpobnacTtoma Onyxonb Bunbmca
Bo3spacTt Mnagle 2 net MakcumanbHbIN BO3pacT 3-4 roga
O6pasoBaHue BosesHeHHoe obpasoBaHue B bpowHon bBe3bonesHeHHoe obpasoBaHue B bproluHOM
NosoCTH nosiocTu

Kanbuudukauma PacnpocTpaHeHHbIU KanbLmHO3: 80-90% KanbuuHO3 BCTpevaeTcs peako: 10%

CrpykTypa ConugHoe obpasoBaHue YacTo KUCTO3HbIE KOMMOHEHTHI
onyxoau
KoHTypbl onyxonm O6pasoBaHue ¢ HeyeTKUMMU KOHTYpamu. ObpasoBaHue C YETKMMU, POBHbIMMU
KOHTYpaMM.
[MopaxkeHune Okpy>xaeT cocyaucTble CTPYKTYpbl, HO He CmeliaeT coceaHUe CTPYKTYpPbl, BO3MOXHa
cocyzoB MHPUALTPUPYET B HAX - CMELLAeT aoOpTy  COCyAMUCTas MHBa3us B noyeyHyto seHy /HIMNB
OT NO3BOHOYHOrO cT0/16a
MecTa KocTtu / kocTHbIN Mmo3r (Hanbonee yacto  Jlerkoe (Hambosee yacTo BCcTpeyaeTcs)
MeTacTa3sMpoBaHMUA BCTpevyaeTcs) MeueHb
MeueHb JNlumdaTtnyeckme y3nbl

Jlerkoe [ nneBpa



CNMACHBO 3A BHUMAHWE!




