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NedpoBAactwpa (Oykoc tou Wilms)

O 1o ocuvnABNCE MpwtomaBng VEPPLKOS OYKOC TNG TatOIKAC NAKLaG (91%)
O deUtepoc ouvnONC eVOOKOLALOKOC OYKOC LETA TO VEUPOPAdOTWHL
Yuyvotnta: 7 og 1.000.000 rtatdla

Ertikivoéuvn nAkia: 1-4 €tn

10% OAwv Twv matdLaTpLlkwyv KokonBelwyv
Mpoyvwon: yevikn 85%
Mpoyvwon Tunwv xaunAng otadlomnoinong: 95-99%



Eudavion kat evtomnion

Méon nAwkia dtayvwonc: 2.5 €tn

2ta Kopitola epdaviletol 6 UNVEC LETA OO TaL ayopLa
EtepomAeupn epdavion: 36 UAVEC

Audotepomnieupn epdavion: 25 UAVeC

Appeva Ttpoc BnAea: etepomnAevpa 0.9:1, apdoteponievpa 0.6:1

Movrpng evtornion 88%
MoAukevtplkn evtomnion: 12%

EtepomnAeupn: 90%
AudotepomnAevpn: 10% (cuyxpovn 85%, petaxpovn: 15%)



KAWLKEC popPEC

1. 2rtopadikn (>90%)

o€ vy madla

AAAEC ouyyeveilc avwpaAies 5% cuvOwC ard To OUPOTIOLOYEVVNTIKO cUCTNHA

2. Owkoyevinc kKAnpovoutkn (1-2%)
TMOAAQTTAR EvTOTLON
apdotepoOmAeupn

MPWLUN Epdavion

HLETAAAAEELC



KAWVLIKEC LopdEC

3. 2uvdpouLkn (<1%) - cuvdpopa daLvoTUTILKN G UTtEpTPOdioag

Yuvdpopo Beckwith-Wiedemann
Movrpn¢ nHwrneptpodia

Yuvdpopo Perlman (peyaAn avamntuén tov epPBpuou, vedpikd apaptwpata, vebpofAactwpdtwon)
Yuvdpopo Sotos

Yuvdpopo Simpson-Golabi-Behemel (mapopoto pe to Beckwith -Wiedemann)

Sotos syndrome



KAWVLIKEC LopPEC

4. Qawvoturnol xwpic urteptpodia

Wilms-aniridia-gonadoblastoma-retardation (WAGR) cUvdpopo
(11p depletion syndrome) Avipidia

Denys-Drash syndrome (Suoyeveoia yovadwv-vedpponaBeta-petarraén oe WT-1 yovidio) — cuvdpopo Frasier
Yuvépopo Bloom (kovio avaoTtnUa-XapaKTNPLOTLKO TIPOCWTEL0-UTtoYyoVadLopOG-Kivouvoc kakonBelwv)
Movrpn¢ avopeéia
Tplowpia 18

WT-1: Wilm’s Tumor suppressor gene on Ch 11 (11p13)

Bloom’s syndrome



ZUvdpopa pe YEVETIKA PodLdBeon avantuéng oykouv Wilms

YPnAog kivbuvog ( >20%)

WT1 deletions (including WAGR, 85% are unilateral)
WT1 mutations (truncating and missense mutations
including Denys-Drash)

otkoyevnc¢ Wilms Tumor

Perlman Syndrome

Mosaic Variegated Aneuploidy

Fanconi Anemia D1/ Biallelic BRCA2 mutation

Méetplog kivbuvog (5-20%)

WT1 intron 9 splice mutations (Frasier syndrome)
Beckwith-Wiedemann Syndrome (85% unilateral)
Simpson-Golabi-Behmel syndrome caused by GPC3
mutations/deletions

XapunAog kivbuvog(<5%)

MovnApng nuwneptpodia

Bloom Syndrome

Li-Fraumeni syndrome

hereditary hyperparathyroidism-jaw tumor syndrome
Mulibrey nanism

trisomy 18, trisomy 13, 2937 deletions




lotoAoyia

MpoéAevon: adladopormnointo petavedplko PAacTnua

OETLKA TIPOYVWOTLKA XOPOKTNPLOTIKA (90%): TpLidacikn totoloyia (cwAnvoeldec emBnALo, otolxeia

BAQOTAUOTOC KOl OTPWHLATOC).
ErtutA€ov eotieg xovopou, Aumwdouc 1 HULkou otou (tepatwpoatwdne WT)

Apvntikd otowxeia (10%): avamhaoia eotiakn (<10%) i duaxutn (>10%) detypdtwy, alénon KUTTOPLKWY

TIUPHAVWV, UTIEPXP WHOATIKOTNTO, AVWHOAEC ULTWOELG
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MaBoyéveon tou veppoBAacTWUATOC

Nedpoyovikad urtoAeippata (nephrogenic nests): Mapapovi
adladopormnointouv epPfpuikol vedpplkoL LOTOU PETA TIG 37
eBdopadec knong

Aev eEeAiooovtol OAa o€ KAPKivo

O kivbuvoc kakorBouc e€aAAaynC LELWVETOL LLETA O Ta 8 £TN
















Children’s Oncology Group (COG) Staging

otadio |

otadio Il

otadio I

otadio IV

otadlo V

0 OYKOG Tteplopiletal oto vedpo Kal pmopel va adatpedel mARpwg
0 0yKkoG 6gev €xeL prién N umootel BloPia mpLv oo TNV EKTOUN
Oev 81nBel tn vedpikni kapa A ta ayyeia Tng vePppLkig mUANG

0 0yKko¢ dnBei tn vedpikn kAP o aAAd EXeL yivel pLlLkr) EKTOUA XWPLC EVTOTILON UETA TA OPLAL TNG EKTOUNG
UTtAPXEL SLRBNON TN veDPLKAG KAPAC 1 TwV ayyeilwv TNG VEDPLKAC TTUANG

LOLKPOOKOTILKH) 1 LLKPOOKOTILKI) UTTOAELLLOTLKT) TIAPOU GOl OYKOU UETEYXELPNTLKA TTOU TtEPLAABAVEL aveyxeipnto
OYKO, BeTIKA Opla, SlaoTiopd, LETAOTACELG ETILXWPLWV Aepudadevwy, BETLKN yLa OYKO KUTTOPOAOYLKN eE€TOON
oTNnV TEPLTOVAIKA KOWAOTNTA, Pr&N TOU OYKOU TIoU adalpEBNKE 1) LOTOPLKO TIPOEYXELPNTLKAC BLroiag

OLLOTOYEVELC LETOOTAOELG 1] LETAOTAOELG 0€ AepdpadEvec eKTOG TNC KOLALAC (velovag, Nmap, 0oTa,
eykEPaog)

apPpoTEPOTAELPN EVTIOTILON KATA TN SLAyvwon



International Society of Paediatric Oncology (SIOP) Staging

otaduo | OYKOC TIEPLOPLOUEVOG 0TOo VeEdPO N tepLBAAAeTaL amo vwdn Peudokapa eav e€€xel Twv PUCLKWY OpLwV TOU VEPPOU
n vedpikn kaya r Peudokapa dinBouvtat anod tov oyko aAAd v pBaveL oTo £Ew OPLO TNG Ko adatpeital pLltka
0 OYKOGC EKTELVETAL TTPOG OTN VEDPLKI TIUEAO Kal TPog Tov oupntrpa aAAd Sev SinBel To TolYwWHA TOUG
Ta ayyela tng muAng Sev SinBouvtat
Ta evbovedpika ayyeia pnopet va dtnbouvral

otadio Il 0 0yko¢ poBaAAeL amnod to vedpo 1 Stamepva tnv kapa n Tnv wvwdn PpeuvdokaPa péoa oto MePVEYPLKO Ao aAAd adatpeitot pLika
0 OyKoc dunBei tn vedpikn TUAN kat/n ta ayyeia kat Aspdayyeia ekto¢ Tou vedpLkol mapeyxUHAToC aAAd adatpeital pLlka
0 oyko¢ &inBel mapakeipeva opyava i TNV KATW KoiAn GAERBa alAd adatpeital pLllka
0 O0yko¢ uttoPBANBnke og mpoeyxelpnTkA Bloia PV ammo MPoEeyXeLPNTLKN XxNHEloBepamneia ) eyxeipnon

otaduo Il QTEANG EKTOUN TOU OYKOU TIOU EKTELVETAL TIEPA OTTO TO OPLA EKTOUNG (LOKPOOKOTILKA 1 ALKPOOKOTILKAL UTTOAELLLOITOl LETEYXELPNTLKA)
OUMHETOXN EVOOKOIALAKWV Aspudadévwv
pN&n Tou OyKou MLV 1] katd TN SLApKELa TNG eyxelpnong (avefaptitwg kpttnplwv otadlomoinong)
d1nOnon tou mepLtovaiou
EUPUTEVOELG TOU OYKOU OTO TIEPLTOVALO
Bpou oL Tou OyKOU OTa OPLA EKTOUNE TWV OYYELWV 1 TOU oupnTRPA TToU Slatépvovtal i adalpoUVTOL TUNUOTIKA aTto TO XELPOUPYO

otadio IV OLLLOTOYEVELG HETAOTACELG (MVeEUOVAG, ATOP, 00TA, EYKEPAAOC)
HETAOTAOELG AepudadEvwy eKTOG TNG KOLALOG KOlL TNG TTUEAOU

otado V OUPOTEPOTAEUPN EVTOTILON KOTA TN SLdyvwon



Altadopikn dtayvwon vEPPLKWY OYKWV

Wilms tumor

renal cell carcinoma (adenocarcinoma)

cystic nephroma or cystic partially differentiated nephroblastoma
diffuse hyperplastic perilobar nephroblastomatosis

papillary renal cell carcinoma

clear cell sarcoma

cellular, classic, or mixed pecoPAaotiko vEbpwa
metanephric tumor (adenoma, adenofibroma, stromal tumor)
ossifying renal tumor of infancy

renal medullary carcinoma

rhabdoid tumor of kidney

angiomyolipoma

nephrogenic rest

oncocytic renal neoplasms

renal tumors associated with TFE3 or TFEB translocations




KAk epdavion

Avwoéduvn PnAadntn palo tng KOWLAC avTIANTITH Ao To Yovea 1 tov natdiatpo. MpokeTaL yia Tov
KUPLO TPOTIO EpdAVIONC TOU VEPPOPBAACTWHATOC

Tuyxaio evpnua o€ aLdLd pe cUVOPOO KATA TNV EMAVEEETAON POUTILVAC

Kow\tako aAyog, Slataon Kol avatpio — cuvOEETal e prén Tou OyKou

Yniéptaon 25% - evepyomoinon Tou CUCTAMATOC PEVIVNG — QYVELOTEVOIVNG

MKpooKoOTILKN alpatoupia 24%

Makpookorikn atpatoupio 18% - €vdelén mBavn¢ CUUUETOXNAS TOU oupnTRP

KipooknAn — dAeBikn anodpaén mou odeiletal oe BpouBwaon amno tov Oyko

Euntupeto, aduvapioa, adlabeoia, vautia, Epetol, anwlela fapouc









AlayvwoTikn pooriédaon — Yrniepnxoypadnpua

Nedpikn pogAeuon
Evtomnion tou oykou
Enéktaon oto pAeBLko cuoTnua

‘EAeyxoc tou aAAou vedpou




Afovikn Ttopoypadia

Ernikbpwon tng dtayvwong,
B£0NC KoL ETMEKTAONC TOU OYKOU
2nueio tng daykavac - mieon
TOU UYLOUC TTapEYXULOTOC
Metatomnion ayyeiwv

MeA€tn Tou @AAou vedppou










2uxvotnta veppoBAAoTWUATOC OTOV

netaloeldn vedppo: 1.96 dopec peyaAutepn




MeAETn
TIVEU LLOVLKWV
LETAOTAOEWV

Aktlvoypadia
Bwpaka

Atovikn

Topoypadia
Bwpoaka




Oeparneia

Av KOl N XELPOUPYLKN EKTOUN €lval N mMpwTtoyevn¢ Bepareia Tov vedpofAAoTWHATOC, N
XxnueloBeparneia epapuoletal ota nepLoocotepa matdLd Kot n aktvoBeparneia ota upnAotepa
otadla.

2tadlo | kat .otoAoyia KaANg Poyvwonc, KATw Twv SU0 ETWV KoL LE OYKO KATW Twv 550gr:
XELPOUPYLKI QVTIHLETWTILON Kol 89% Laton. 2€ uttotponn epappoyn xnueoBeparmeiag kat taon 100%.
Ytadia | aAAou tuTou kot ll: cuvduaopocg SUo XNUELOBEPATIEVTIKWY POPUAKWY

Ytadia lll, 1V kot V: cuvOuaopog TPLWV EWC TTEVTE XNUELOBEPATIEVTIKWY GAPUAKWVY

Y€ TIVEUOVLKN HETAOTOON TPLO XNUELODEPATIEVUTLKAL.



2TOXOL XELPOUPYLKNGC OVTLULETWTILONG

Aodalnc eyxeipnon

Adaipeon tou vedpou xwpic SLaomtopd Tou OYKOU

AnPn detypatwyv Aspdadevwy yla otadlonoinon

EAeyxoc UTaPENC AAAWVY E0TLWYV KOl LETAOTACE WV

Y€ oplopéva adLa n Bepareiao OAOKANPWVETAL LOVO UE EYXELPNON

MpoeyxelpnTikn pRéN Kol TTEPLTOVOIKEC LETAOTAOELC armaltoUV akTtvoBepareia kollag kal xnueLtobepareia
Tavtoxpovn tonoBetnon kabetripa Kevtplkng GAERAC yia xnueloBeparmeia

Yuvepyaoia Pe avaloBnoloAdyo yla LETEYXELPNTLKN avaAynoia



MoTe xopnyeital mpoeyxeLpNTIKN XNUELOBepameia;

2e avtevoEeLEn mMpwToyevouc veEDPEKTOUNC:

Kapkivikoc Bpopfoc népav tou eMUESOU TWV NMATIKWY PAEPwWV

Emwvépunon yelrtovikwy Sopwv (omAnvag, maykpeac, koAov, e€atpeital to envedpidio)
AudotepOmMAELPN EVTOTILON OYKOU

Movnpng vedpog

Mveupovikn enBapuvon AOYw HETOOTACEWVY





















Nephron sparing surgery

ApdotepomAeupn vOoOC
MNowda pe vPnAo kivbuvo petaxpovwy oykwv (WAGR, Beckwith-Wiedemann, moAueoTtiakr) vooo)

Movnpng vedpog




AZYMIOTQMATIKH EMIBIQZH KAl KINAYNO2 OWIMHZ YNOTPOMHZ

Acupmtwpatikni emBiwon

aplotn (>85%)

kaAn (75 to 84%)

nitwyn (less than 75%)

FHWT - familial histology Wilms tumor
AHWT - anaplastic histology Wilms tumor
LOH - loss of heterozygosity

CCSK - clear cell sarcoma of the kidney
MRT - malignant rhabdoid tumor

Kivéuvog 0ung unotpomng

XQUNAOG

stage I/1l FHWT, LOH-

stage I/1l FHWT, LOH+
stage | AHWT
stage I-IV RCC

METPLOC EwG LPNAGG

stage I/11 CCSK
stage lll FHWT, LOH-

stage IV FHWT, LOH-
stage || AHWT
stage Il CCSK

stage II/IV FHWT, LOH+
stage llI/IV AHWT
stage VWT

stage IV CCSK

stage I-IV MRT
relapsed FHWT



