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Onyxonu noyek y geten

 Onyxonn noyek coctasnarT 10—30% Bcex onyxonem y AeTemn.
[lobpoKayecTBeHHble HOBOOOpPa30BaHUA MOYEK OYEHb pPeaKku, U3

3/10KayecTBEeHHbIX, B Moaasaawowem 6onblMHCTBE, Habnoaaerca

HedpobnacTtoma. [lpyrmue 3n10KayecTBeHHble HOBOOOpPa3oBaHUA NoYeK
BCTPEYatoTCA Ka3ynCTUYEeCKU peaKo

Jemckas oHKkonozauA. HayuoHansbHoe pykosodcmeo / 100 ped. M./A. Anuesa, B./[ MNonakosa, I.J71. Menmkesuya, C.A. Maskosol. —
M.: U30amenockaa epynna POHL, Npakmuyeckas meduyuHa, 2012. — 684 c.



Onyxonu noyek y geten

* 3a60/1€BaeMOCTb ONYXONAMM MOYEK
* 6 % o1 BCcex 3H geTckoro Bo3pacTa

* 0,9 Ha 100 TbiCc. AEeTCKOro HaceneHums
* CooTHOweHne M:1=0,8



Onyxonu noyek y geten

[NobpoKauecTBeHHbIe

AHrMommonmnoma

[lceBaonyXxo/b NOYKHU

MeTaHedponaHaa ageHoma
MynbTUKNCTO3HaA Hedppoma
MeTaHedpongHaa cTpomasibHaAA ONYyXOb
Occudunumpyrowasa AeTcKaa Onyxo/ib NOYKU
PeHMHOMaA

3n10KayecTBeHHble

Hedppobnactoma

CBeTNOK/NEeTOYHAA CapKoOMa
[MloyeyHO-KNeTouHasa KapumHOMa
Hedpobnactomatos

PabgouaHas onyxosb
AHannacTnyeckaa capkoma
BpoxkaeHHas me3o06nacTHaa Heppoma
Capkoma HOunHra

CuHOBMANbHAA CapKoOMma

BTopuyHOE noparkeHne noyek

Malkan A. Pediatrics, 2015



CTpyKTypa 3aboneBaemMoCcTy ONyxXonamm
MOYeK y AeTeN

SIOP-RTSG 2016



Heppobnactoma

3/10KayecmeeHHaa 3MbpUOHAsbHAA OryXxosb, MPouUcxoo0auwas
U3 pa38uBaAOWUXCA MemaHegppo2eHHOU MKAHU.



Heppobnactoma: annaemmonorms

 Hanbonee yactaa onyxo/sib NOYEK AETCKOro BO3pacTa
* 0,7-0,8 Ha 1 00 000 peten 0-14 net

* 77% cny4yaeB AMArHOCTUPYETCA B BO3pacTe < 5 ner

* 15% cnyyaeB anarHocTupyeTtca B Bo3pacte < 1 roaa
* 1% cemenHaa dopma

* 12% accoummnpoBaHa C BPOXAEHHbIMWN CUHAPOMAMM
* 5-7% bunnatepanbHoOe NopaXeHue

* 13% oToaneHHbIe meTacTasbl

Estlin E., Graf N.,,2010



Heppobnactoma: KAMHUKA

* OTcytcTBME cmmntomoB — 80%

* YBenM4YeHme pasmepoB XKMBOTa U/Maun nanbnmpyemoenobpasoBaHme B
H6ptoWHOM NONOCTHU

* JInxopagKa, aHoOpeKcuna, pBoTa

* Mukpo- n makporematypuay 20-25% naymeHTtos

* ApTepunanbHaa runepTeH3na Npu peHUH-NPoAyLUMNpPYOWMX ONyXonax
* PeaKo - BTOPUYHAA noanumtemusa (rmnepnpoayKkumna spnTponosTUHa)

* PeaKo - BapuKouesie, NaxoBas rpbixa, ocTpas NoYyeyHaa HeJO0CTAaTOYHOCTb,
nnespanbHbie 6onu

* CMMNTOMbI, CBA3AHHbIE C BPOXKAEHHBIMN aHOMA/TNAMWN PA3BUNTUA



[logxodbl K Tepanmnu

Crpaterua SIOP

* [lpeponepauMOHHAA XMMMOTEPANMA BE3 TMCTO/IOTMYECKOM
BepudmKaumnm

Ctpaterna NWTS/COG

* MHMUMaNbHaA HedPIKTOMMUA



[ToorHocTu4eckme GakTopbsbl

* Ctaamna
* [MCTONOTNYECKUM TUN ONYXOU
 Obbem onyxonu

e OTBET METaCTa30B Ha NpeaonepaLnoHHYIO Tepanuio



TaKTWMKa nevyeHUA ,ﬂ,eTelL/’I C ONYyXOJIAMU TMOYHEK

0 mec — 6 mec Bospacr 7 mec — 16 ner
‘____.--"""".- ._-‘
Onepaums MNpeponepauynoHHan
XMMHoTepanua
NocneonepaunoHHan Onepauus
XnMHoTepanuna
Renal Tumour
Smﬂ,GéD
a1
Guidelines for standardized diagnostics.
integrated research and standard therapy
nucneonepauum-l HasnA
XMMUoTepanua

Recommen dations
Non-Wilms tumour

(ccsk ) (mrTk ) (cmn ) (Rec )

Therapeutic

Wilms tumour
(Stage I—III) [Stage IV] ( Stage V ]




V|HI/ILI,I/IafIbHaFI NANAlrHOCTUKA

* Y3U opraHoB 6ptoLIHOM NONOCTU

* KT nan MPT opraHoB 6ptolwHoMN nonoctu ¢ 8/B KY

* PeHTreHorpadua opraHoB rpygHOMN KNETKU B 2-X NPOEKLMAX

e KT opraHoB rpyaHou KneTku

* KaTexo/slaMuHbl MOYMN U/NNKN CbIBOPOTKU KPOBMU

* KnnpeHc no sHQOreHHoOMY KpeaTUHUHY

e CumHTUrpadma c MMUBT (npu nogo3peHnmn Ha Hellpobaactomy)
* KoHcynbTaumsa megmumMHCKOro reHeTmKa

* PeHocuuHTUrpadua (npm bunatepanbHOM NopaxkeHnu)

* CumHTUrpadua KocTen ckeneta (TONbKO NPU HANNYUU KIUHUKK M NPU HEBNAronpuATHL —
rmcrtonormyeckmx sapunaHrtax (High Risk Group)

* KT nnm MPT ronoBHOro mosra npu CBET/IOKNIETOYHON CAapKOME MOYKN NN 3/10KaAYG " e 9
PabaonaHOM ONYyX0KM MOYKU B

Recommen dations
Non-Wilms tumour

(ccsk ) (mrTk ) (cmn ) (Rec )

Therapeutic
Wilms tumour

(Stage 11T} (StagelV) (StageV )




XUpypruyeckmm atan

* Y3U opraHoB 6pOLLIHOM NONOCTU C OLLEHKOW 06bema onyxosu
* KT opraHos 6ptowHoi nonoctu ¢ 8/B KY

* Llenb — paguKkanbHoe yaaneHne onyxonu

 Obbem — TymopHePppypeTepaKTOMUA

e Obs3aTenbHoe ycnosue — buoncusa AMM@Poy310B BOPOT MOYKK U
napaaopTasbHbIX AMMPOY310B (JarKe Npu OTCYTCTBUU UX
yYBENNYEHUA)

* PagukanbHaa ninmdpoamncceKkLms NPoTUBOMNOKa3aHa




[pynnmMpoBKa ONyxoaen noyek no ctagmam
SIOP

Cragusa |

a) onyxo/ib orpaHMYeHa NoYKoM UnNu orpaHmMyeHa GnUbpPO3HOM NCeBAOKANCONOMN, EC/IN BbIXOAMUT 32 KOHTYP
noyku. Kancyna noykn nnum ncesaokancyna MoryT 6biTb MHGUIBTPMPOBAHbI ONYXO/1bl0, HO OHA He BbIXOAUT Ha
HapPY*KHYIO NOBEPXHOCTb M yaaneHa paanKanbHoO (Kpas pe3eKkumnm cBob6oaHbI OT ONyX0aeBbIX KNETOK)

b) Onyxonb MOKeT BbICTYNaTb B MPOCBET JIOXaHKN UM ONYCKATbCA B MOYETOYHUK (HO CTEHKN NOXaHKMK U
MOYETOYHNKA HE MHOUNBTPUPOBAHbI)

c) OTcyTCTBME BOBNEYEHUA COCYA0B NOYEYHOro CUHYCa
d) Bo3MOXHO BOBNEYEHNE MHTPAPEHA/IbHbIX COCYA0B

Cragus ll

a) onyxo/b pacnpocTpaHAeTca 3a npeaesbl NOYKM UKW NEHETPUPYET Yepes Kancyny/ncesaokancyny B
OKOJIOMOYEYHYIO XXMPOBYHO TKaHb, HO OMYX0/b yAaneHa pagmKkanbHo (Kpaa peseKkunm ceobogHbl OT QM

Renal Tumour

KNETOK) A

b) UHOMAbTPaLMs onyxonb NOYEYHOro CUHYCA U/UAU MHBA3MA KPOBEHOCHbIX M IMMdATMYECK ?’S\’q
npeAenos NapeHXMMbl MOYKM, HO ONYXO/b yAaNeHa PaAUKaAIbHO

integrated research and standard therapy

c) Onyxonb MHGUABTPUPYET coceaHne opraHbl nnun HIMNB, Ho yaaneHa pagnuKanbHO

Recommen dations
Non-Wilms tumour

(ccsk ) (mRr1K ) (emn ) (Rec )

Therapeutic

Wilms tumour
(Stage 11T} (StagelV) (StageV )




[pynnmMpoBKa ONyxoaen noyek no ctagmam
SIOP

Crapguma lll

a) HenonHoe yganeHue onyxonm (MakpoCKONMUYECKU UM MUKPOCKONMYECKN OCTaTOYHAN ONYyX0/b)

b) BoBneyeHue ntobbix AMmdpoys3noB8 6ptoLLIHON NONOCTU

c) Pa3pbiB onyxonn Ao onepaunm Man MHTpaonepaumMoHHO

d) PacnpoctpaHeHune onyxonu yepes bptolnHy

e) MMnnaHTauMOHHbIe MeTacTasbl Ha bproWwmnHe

f) OnyxoneBbit TPOMO NpeacTaBAEH B KPasiX Pe3eKUMK, pacceyeH BO BpeMs onepauum Unm yaaneH KyCKoBaHuem

g) Buoncua onyxonu Ao HeEOaAbIOBAHTHOM TEPaNUK UAN onepaunn (3a UCKAKUYEHUEM TOHKOMTObHOM Bruoncum)

e Cragua lV

Hanunyume rematoreHHbIX MeTacTasoB Un nopaxeHume I'II/IM(I)aTM‘-IECKMX Y3108 3a npegenamu 6pI-OLIJHOl\;1 NoAOCTU N MAN1I0Oro Ta3a

Renal Tumour
Study Group

e Cragna Vv 2596

EmnaTepaanoe nopaxkeHne no4vyek

Guidelines for standardized diagnostics.
integrated research and standard therapy

Recommendations
Non-Wilms tumour

(ccsk ) (mrTk ) (cmn ) (Rec )

Therapeutic

Wilms tumour
(Stage I—HI) (Stage IV] ( Stage V ]




3a nepunoa ¢ 1985 no 2020 roabl B KANHUKE
NEeTCKOW Xxmpyprim nm. npod. H.J1. KyLia

Jleunnocb aeten c onyxonamum noyek (n=172)

® Manbunkm 48,8% (n=84) m leBo4ykun 51,2% (n=88)
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3a nepunoa ¢ 1985 no 2020 roagbl B KANHKUKE
AEeTCKOW Xnpyprmm um. npod. H.J1. Kylia

Onyxonu noyek y geten (n=172)

m lobpokayecTBeHHble 5,8% (n=10) m 3/10KayecTBeHHble 94,2% (n=162)
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3a nepunoa ¢ 1985 no 2020 roagbl B KANHKUKE
AEeTCKOW Xnpyprmm um. npod. H.J1. Kylia

3N10Ka4YyeCcTBEHHbIE OMYyX0aM nNoyek y aeten... (n=165)

A

m Hedppobnactoma 96,4% (n=159) m CBeTnoKkneToyHaa capkoma 1,8% (n=3) m AOpyrmne 1,8% (n=3)
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3a nepunoa ¢ 1985 no 2020 roagbl B KANHKUKE
AEeTCKOW Xnpyprmm um. npod. H.J1. Kylia

PacnpeaeneHue no ctagnam Heppobnactom (n=159)

m |-l ctapua 37,7% (n=60) m |ll ctagns 44,7% (n=71) m IV ctagusa 13,2% (n=21) = V ctaguna 4,4% (n=7)
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KombunHMpoBaHHOE neyeHmne HeppobacToMm:

* HeoaablOBaHTHAA NOAIMXMMUOTEpPaANUA

* Xupypruyeckui atan (nocnegHuve roabl nonepeyHasa nanapatomus,
TymopHedypeTepaKkTomua, buoncmuf napaaopTanbHbIX IMMPOY310B U
NMMOY310B BOPOT NOYYKMK)

¢ A,ﬂ,bI-OBa HTHaA NONNXNMUNOTEPannA

e JlyyeBada Tepanua (npm HeobxoanMmocTu)



3a nepunoa ¢ 1985 no 2020 roagbl B KANHKUKE
AEeTCKOW Xnpyprmm um. npod. H.J1. Kylia

BbI>KMBaemocCTb Nno cTaanam

I-1l ctagmsa (n=60) Il ctagua (n=71) IV ctagmsa (n=21) V ctagmsa (n=7)
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BbiBOAbI:

* OHKONOrn4yecKas HAaCTOPOXEeHHOCTb N a4EeKBATHO NMposoaAunMble
meanunHCKne oCMOTPbI MO3BOJTAKOT BbIABUTL 3/10Ka4YE€CTBEHHDbIE
onyxoinm novyek Ha PaHHUX CTaAnNAX

* Heobxoamnmo nposegeHue pedepeHca rmcToNOrMYeckoro matepuana
B CMeumnanmn3npoBaHHbIX LEeHTpax

* TwWaTenbHoe cTagnpoBaHue (B Tom Yynciae bruoncmsa napaaopTanbHbIX
NMMOoY310B BO BpeMs XMPYPruyeckoro stana) no3sonneT BbibpaTb
NPaBUIbHYIO TAKTUKY N1e4YeHUs

¢ KOHCYI'I bTaUUNA TEHETUKA



