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Dr T Jessop NnpwTN ENITUXNG VEPPEKTOHMN OE NAIdi 2 ETWV HE

aipaToupia kai peyaAn XKE oTov apioTepo VE@PO

1899

MAX WILMS (1867-1918) 7 naidia
HE VE@POBAGOTWHA OE HOovoypapia

(mixed tumors)
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NEDPOBAAZTQMA

WILMS TUMOR

AHMHTPHZ AOrANHz

@ OrKOAOIKO TMHMA NOzZOKOMEIOY MAIAQN N & A KYPIAKOY
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ENIBIQzH
History of Treatment in the 1930
United States and Europe
B 30%
1950 Surgery and radiotherapy: 40-50%
survival
1960 Availability of vincristine and
dactinomycin: 60%
1970 Availability of doxorubicin: 70% >HMEPA
1980 - 2005 Advances in surgery, pathology,
radiology and therapy: 90% 90%
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NE®PPOBAAZTQMA

Calyces

Renal artery

Renal vein

veduta EINAI H INIO 2YXNH NEOIIAAZIA
NE®POY 2TA lNAIAIA

Ureter

FADAM.

6-8% TOY KAPKINOY THz NAIAIKHZ HAIKIAZ

50X STH SEIPA (TQN SYMIMAIQN OrKQN)
8/106 MAIAIA < 15 ETQN
META AMNO
OrKOY: KNZ, AEMOQMA, NEYPOBAASTQMA |1/10000 FENNHZEIZ
KAI SAPKQMATA MAAAKQN MOPIQN ZQNTQN
202 STH SEIPA METAZY TQN KOIAIAKQN 460-650 vea nepioTaTika
/E€TO0G -HIMA

87% TQN OIrKQN NE®POY
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ENTOMNIZH WILMS

2YNHOQZ ONMOYAHNOTE ENTOZ TOY NE®POY
ZMANIA EEQNE®DPIKA ZTO ONIZOONEPITONAIKO XQPO
XQPIz NA ZYNAEETAI ME TO NE®PO

AAAA 2E ENA®H ME AYTON

EMIZHZ 2THN NMYEAO, BOYBQNEZ KAI OQPAKA
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Number of cases diagnosed

70 +

PEAK 2TA 3-31/2 ETH
69 (ATOPIA 41.5 MHNEZ KAI KOPITZIA
46.9 MHNEX)
57 MOAY ZMNANIO 2TA BPE®H < 6
. MHNQN KAI AKOMH INIO 2MNANIO 2TA
. NEOI'NA <0.16%
75% INMPIN TA TEZZEPA
80% <5
90% MNPIN TA 7
0 ] 0
2 3 B 5 6 7 8 9 10 11 12 13 14 15
Years of age
J
EAAXIZTA
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PYAO

I2H ENINTQ2ZH METAZY ATOPIQN KAI
KOPITZIQ2N

(STIZ HMA Ar/KO=0.92/1)

PYAH

MAYPOI : ANAT. AZIATEZ = 3:1

AEYKOI HIMA KAI EYPQITHZ ANAMEzZA
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FENETIKA 2TITMATA

ANIPIAIA 0.76%

HMIYIMNEPTPO®IA 3.26%
KPYWOPXIA 3.27%

YNOZINAAIAZ 2.28%

270 13-28%
AAAES ANAAOTA

ETEPO-AM®Q
FENETIKEZ ANQMAAIEZ 0.7%

YNEPAY=HzH
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FTENETIKA >TITMATA

*DENYS DRASH
(WEYAEPMA®POAITIZMOZ, NE®PQZIKO i ZMEIPAMATONE®PITIZ KAI WILMS )
METAAAAZH 2TO IAIO TMHMA XPQMOZQMATOZ ME TO

*WAGR
(Wilms, avipidia, oupoyevvnTtikn duonAacia, nveupartikn kabuoTtépnon) ZE ZYNAYAZMO

ME MIA AIAMEZH ANQAEIA NOIKIAAOY MHKOYZ 2TO XPQMOzZQMA 11 (del(lip13)).9

*HUuIunepTpOWIia povn iy cav oroixeio rou beckwith-wiedemann
(ungpavanTtuin, uwpnAo Bapoc yévvnong, HaOKPOYA®WOoida, opyavoHeyaAia-vegppopueyalia -
OTO NPWTO £TOG AUENHEVOG KivOUVOG- VEOYVIKR UNOYAUKAIHid, avwHaAieg kolAilakoU

TOIXWHATOG, aVWHAAIEC ®TWV, NPOJIAOECN Yia KOAKONOEIEG) / Perlman, SOtO, ﬂ
ot1o Bloom

*NF-12?
OIKOrENEZ WILMS

1.5% EXOYN ENAN n NEPIZZOTEPOYZ ZYITENEIZ ME WILMS
(npodi1aBson -FWT1/17q, FWT2/19q)
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Syndrome Locus Implicated genes
>30% ||WAGH 11p13 Wi
95% Denys-Drash 11p13 W1
<10% ||Beckwith-Wiedemann 11p15 IGF2, H18, pb7= -
1% simpson-Golabi-Behmel XQ26 GPC3
Li-Fraumeni 17p13 p53
Hyperparathyroid jaw tumaour 1921931 HRFTZ
MNeurofibromatosis 17gi1i MNFT
Sotos 50135 NSOT
Bloom 15026 BLM
Perlrman 7 7
Mosaic variegated aneuploidy 7 7
Trisomy 18 18 ?

O1 aoOeveic auTtoi unoBaAAlovrtal oe US kaBe 3 HRVEG
EWC TA 7 £TN KAOE 6 MNVEC YIa aAAa 2 kal ava £T0G
Ewg Ta 10 €Tn
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BIOAOI'IKOI NMPOINNQZTIKOI NMAPAITONTEZ

FENETIKEZ METABOAEZ ZYNAEOMENEZ ME TO WILMS EXOYN ENTOINIZTEI
2TA
11p13, 11p15, 16q, 1p

LOH oT10 16q 010 17.2% TWV a00EVMV HE EUVOIKN 1I0TOAOYia N avanAaoia-
gixav xapnAoTtepo EFS kail OS

LOH oT1o 1p o010 11% TWV a00evwv- gixav xapnAorepo EFS kai OS
LOH kai ora dUo d1anioT®wVeTdl 0To 5% TWV A0OEVMV HE EUVOIKN 1I0TOAOYia Kal
OUVOEETAIl HE onMuavTika xapnAotepo EFS kal OS
Kata ouvéneia oxedialovral eVvTaTIKOTEPEG Oepaneiec yia naidia PHE EUVOIKN
iIoToAoyia kait LOH ZTA 1p, 16q
AAAOI NPOYVWOTIKOI OEIKTEG €ival n avEnon oTov apiBuOo TWV avTiypapwyv

YOVISimV Kdl oTnNV EkPppaocn Tou 1q, peTaAAa&eic p53 kal To ENiNEdo EKPPAONG
TNG TEAOHEPAONG
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To yovidio WT1 kwdikonolegi Eévav napayovra HETaypdaPng nou
€ival onMavTIKOG yia Tn dnuioupyia uoloAoyikoU VEQPOU Kal TV
avantuén Tov yovadwv

Normal
development
WILMS
{ 1:10000
1:100
wn\-
inactivation
wr2 LOI e o
others? p53
inactivation
LOH 164q, 1p 1:100
Embryonic Persistent Wilms Others? - malignant
kidney NRs tumour progression/
(with NR) anaplasia

*Z10 onopadiko WILMS povo £va 5-18% €xel WT1 geTaAAa&eig
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EYPHMATA AINO THN ®YZIKH EZEETAzH

1 @}ﬁ
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TA NEPIZZOTEPA MNAIAIA ME WILMS EINAI 2E KAAH KATAz2TAzH
KAI ENTOIMNMIZONTAI MONO

OTAN OI FONEIZ AIANIZTQZ0OYN MIA KOIAIAKH MAZA i1 KOIAIAKH AIATAZH
(6Tav vruvouv To naidi n oTo pnavio)

BPIZKETAI TYXAIA META TPAYMATIZMO 2E 10% TQN MNEPINTQZEQRN
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2YNHOQ2 H KAINIKH EIKONA AEN EINAI OOPYBQAHz
OrnQz 2TO NEYPOBAAZTQMA

NMONOZ (20-30%)
AIMATOYPIA (20-30%)
NMYPETOZ (20-30%)
MAZA (80%)
YMNEPTAZH (25%)

2TO 33% NMONOZ+ANOPE=IA £tEMETO2z £+ KAKOYXIA

2TO 10% AIATAPAXH NH=Hz
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TO NAIAI ME WILMS MNPEMNEI NA EAENrXETAI I'TIA 2TITMATA
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H AE ANMOKAAYIMTEI MIA

*OMAAH ZTPOITYAEMENH n AOBQTH MAZA
*AINEI ZHMEIO ANTITYNIAZ
*AEN METAKINEITAI ME THN ANAINNOH
*ENITPENEI TH AIAKPIZH ANO TO HIMAP KAI TO ZIMAHNA

Ynéprtaon oto 25% Twv naidiov pe WILMS
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AAAA EYPHMATA

» KIPZOKHAH AEYTEPOINAOHZ 2THN ANMO®PA=H THz 2NMNEPMATIKHz
OAEBAZ 2YNAEETAI ME THN NAPOYzIA OPOMBOY 2TH NE®PIKH

®AEBA 1 THN KATQ KOIAH

*ﬂAPAMONH THZ KIPZOKHAHZ ZE YIITIA OEZH AEIXNEI ATTO®DPA=H THZ
DPAEBAZ

AEN ENIBEBAIQNETAI
H ANMO®YIH WHAA®HZzHZ
NA TO ®OBO PH=Hz

<
@ Oykoloyikd Tunua , Noookousio Iaidwy «llavayiddty & Ayiaios Kvpiaxovy ZJ




EPFAZTHPIAKOZ EAEIrXoz

FENIKH AIMATO2

ANAIMIA EEAITIAZ AIMOPPATIAZ 2TON OrkKo
OPOMBOKYTTAPQ2H 2AN ANANTHZH 2THN ANAIMIA

EAEMXO2 NMH=EH2

AIlNOI ANATITYZ20YN MIA AIMOPPATIKH AIAGEzH
AEYTEPOIIAOGQZ ZE ENAN ENIKTHTO TYNO THZ NOzZOY Von Willebrand (7%)

BIOXHMIKA
AEYKQMA OYPQN, HAEKTPOAYTEZ OPOY, A2BEZ2TIO ZE PABAOEIAH OrKO n

SYITENEZ MEZOBAAZTIKO NE®PQMA, OYPIA, KPEATININH,
KATEXOAAMINEZ (EIAIKA ZE APTHPIAKH YWHAH MNIEZH)
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AMEIKONIZTIKOZz EAENXoz

X

AEN YTNAPXEI ANEIKONIZTIKH MEOOAO2z

AMNMOKAEIZMOY TOY NEYPOBAAZTQMATO2
EIAIKA OTAN EINAI ENAONE®PIKO

FENIKA 5-10% EINAI TO MOz02TO AAOGOYz AN BAZIZTOYME MONO
2TA AMNEIKONIZTIKA INPO TOY XEIPOYPIEIOY

NMNAPA TIZ MNPOOAOYZ ENA 7% AM®Q BAABQN XANONTAI
(TEAIKA OMQZz KAI AYTOI NANE KAAA ME TH METErXeIPHTIKH X0O)

AY=HMENH NIOANOTHTA METAXPONOY OIrKkoy OTAN YINAPXOYN
NE®POIENH EMBPYIKA YIMNOAEIMMATA 2TON AAAO NE®PO
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To US €ival n np®mTN aneikovioTIiKN HEOBO0JOC yia va EVTONIOTEI

ano nou eEoppuaral n pala < 8 *ﬂ"{jFH

FUE

n S1apeETPOG TNG Halag s 5043 ﬁ
BE b I 3
av €ival CUPNAayngG N KUCTIKN

NoU ENEKTEIVETAI

n BaroTnTa TNG KATW KOIANG PAERAc kai

X A A EVOV Wilms tumor U/S oupgnayng
N OUHHETOXN £|.I(PC15€ ® evdovePpikn pala

2710 US TG kaTtw koiAnc PAEBAC £XEl onuacia n evronion Kai n
ENEKTAON TOU OpoHBoU (NPOEYXEIPNTIKA)
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CT

NMEPAITEPQ AIEYKPINIZH THZ ANATOMIAZ TOY OIrKoy KAI

THZ ENEKTAZHZ TOY ( ZE HIAP ZINAHNA H KOAON - ZYNHOQZ KATA THN
ENMEMBAZH BPIZKETAI NIEZH TOY HIMATOZ KAI OXI ATIHOHZH)

TAYTOXPONA EAEINXETAI KAI O ANTIOETOZ NE®POZ - AIEYKPINIZH
AEITOYPIIKOTHTAZ

EuvoIiknG 1I0TOAoyiag 0ykog 'OYykoG 3 VEQPOU HE PUCIOAOYIKN
AE veppoU Aneikovion TOU apICTEPOU
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http://www.emedicine.com/cgi-bin/foxweb.exe/makezoom@/em/makezoom?picture=/websites/emedicine/ped/images/Large/3088wilms_tumor.jpg&template=izoom2

Wilms tumor
€ 4xpovo ayopi

(a)CT scan apioTepn VePpPikn XKE (naxu B£Aog)
Kdl NOAAANAEG NNATIKEG HETACOTACEIG
(Aenta BEAN)

(b) CT scan o€ uynAoTepPO €Ninedo JeiXVel
NOoAAANAEC NNATIKEG HETAOCTAOCEIG ENINAEOV KAl
0pouBo o0ykou oTnv nuAaia (BEAN)
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MRI : XPHZIMH 2TH AIEYKPINHZH TQN NE®POIENSQN
EMBPYIKQN YIMMOAEIMMATQN

Wilms tumor o€ gva Tpixpovo
ayopl

MRI: AIanIOCTWVETAI HEYAAN KAA®WG
apopiopevn XKE oTo 3e€10 VEpPO

(Gadolinium-enhanced coronal T1-weighted)
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AMNMEIKONIZTIKOZ EAErXoz METAZTAZESQN

AMNAEZ AKTINOIPA®IEZ FACE, PROFILE KAI NO=Ez
'IA THN ENTONIZH NMNEYMONIKQN METAZTAZEQN
(ZTHN SIOP MONO AlINEZ A/EZ OXI CT)

(ZE 31/142 ME ®YZ A/EZ ATIANIZTQOHKAN METAZTAZEIZ ME TENIKA H
2YXNOTHTA AYTH KYMAINETAI ZE 2.4-9.4%)

2YZHTEITAI AN
» TEAIKA BOHOA H A=ONIKH KAI

» AN OI OZOI EINAI METAZTAZEI2
KAI rIA AYTO MPOTEINETAI BIOWIA TOYAAXISTON ENOZ

CT scan
Stage IV
favorable histology Wilms tumor
AM®Q NNEYMONIKEZ METAZTAZEIZ

T ™,
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znivonpovpapnua ootwV (Tc99) kal anA£C AKTIVOYPAPIEC 0OOTWV

*3¢ nepinTwon clear cell sarcoma (METEYXEIPNTIKAG)
*3& nai1d1G pE NNATIKEC ] NVEUHOVIKEG METACTACEIC

*3¢ naid1a pe cupnTwparoAoyia

EIAIKA 2TO CLEAR CELL OI ANAEZ AKTINOIPA®IEZ AEIXNOYN
EYPHMATA NOY TO 2NINOGHPOIrPA®HMA MIMOPEI NA MH AEIXNEI

EAEMXO02 KN2 ME CT-MRI

=€ paBOoeIdN OYKO TOU VE(PPOU Kal oTo clear cell sarcoma pnopei va
napaTrnpouvTdl Kdl EVOOKPAVIAKEG HETAOTAOCEIG

€ paBooeIdn 0yko pnopei va dianioTwOei kal SeEUTEPOC OYKOG
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I2TOAOTIKOI TYNOI
IAIAITEPH ZHMAZIA 2TO WILMS
» H 2TAAIONOIHZH
» H AIAKPIZH OMAAQN KINAYNOY
P TO EIAOZ KAI H AIAPKEIA THZ OEPANEIAZ

BAZIZONTAI ZTHN IZTOAOrIIA TOY OIrkoy
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TRIPHASIC WILMS TUMOR

KaAwg oxnHaTiogéva cwAnvapia
NEPITPIYUPIOHEVA HE NUKVEG
apOpoioceic BAAOTNHATIK®OV KUTTAPWV
Kal WXPEG {WVEG OTPWHATIKNAG
diapoponoinong
YIMAPXOYN KAI OrKkol ME AYO AINO
TA TPIA ZTOIXEIA

owAnvapia

BAAoTNHATIKOG
10TOG

oTpWHa




2E OrKOYz ME ANEYOEIAZ XEIPOYPIEIO (NWTS)

XAMHAOQOY KINAYNOY

» MEZOBAAXTIKO NEOPQMA (CMN)
» KYZITIKO MEPIKQZ AIAOOPOMOIHMENO NE®POBAAITQMA (CPDN)

ENAIAMEZQY

» MH ANAMNAAZTIKOZ KAI NMOIKIAIEZ
> EZTIAKH ANAMAAZIA

YWHAOY KINAYNOY

> AIAXYTH ANAMAAZIA
» CLEAR CELL SARCOMA
» PABAOEIAHZ

™,
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2E OrKOYz ME NPOErXeIPHTIKH X0O (SIOP)

XAMHAOQY KINAYNOY

» MEEZOBAAZTIKO NEOPQMA (CMN)

> KYZTIKO MEPIKQZ AIAQ@OPOMNMOIHMENO NEDPOBAAXTQMA (CPDN)
» AMOAYTQZ NEKPQTIKO NEQOPOBAAITQMA

ENAIAMEZ QY

» EMIOHAIAKOZ >2/3

» MH ANANAAZTIKOZ KAI NOIKIAIEZ — > STPQMATIKO3Z TOY ZANTANOY OrKoyY
» MIKTOSZ KANEIZ >2/3 TOY ZONTANOY OFKOY

> EXTIAKH ANAMAAZIA » REGRESSIVE

YWHAQOY KINAYNOY
» BAAITHMATIKOZ >2/3 TOY ZONTANOY OrKOY

> AIAXYTH ANAMNAAZIA

» CLEAR CELL SARCOMA
» PABAOEIAHZ

T ™,
@ Oyxoioyixd quijua , Nocoxousio llaidwy «llavayiidty & Ayiaioc Kvpiarxovy ZJ




OEPAIEIA
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TO XEIPOYPIEIO EINAI H BAZIKH OEPATIEIA
NMNAPA TIz MPOOAOYZ 2TH XO

NEQPEKTOHN ME
TOV OYKO Vva
medel TO
(PUCIOAOYIKO
VEPPIKO

napEyxupa

BAABH NMOY EKTEINETAI
2THN NYEAO KAI EXEI
WEYAOKAWA INOY H
EMI®ANEIA TH2
XQPIZETAI ANO
AIA®PAITMA
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2TAAIONOIHZH
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2TAAIO I

NMEPIOPIZETAI 2TO NE®PO H NEPIBAAAETAI AINO INQAH
WEYAOKAWA AKOMH KAI E=Q AINO TA ®YZIOAOI'IKA OPIA TOY
NE®POY. H NE®OPIKH KAWA n WEYAOKAWA MIMOPEI NA AIHOEITAI
AAAA O OFKOz AE ®OANEI THN EEQTEPIKH ENI®ANEIA KAI EINAI
AMNOAYTQZ EEAIPEOHz

MIMOPEI NA MNMPOMNIMNTEI 2TO MYEAOKAAYKIKO AAAA AE AIHOEI
TOIXQMATA

AE ATHOOYNTAI AITEIA TOY NE®PIKOY KOAINOY Tumor onfined to Kidnoy:

MMOPEI NA ZYMMETEXOYN ENAONE®PIKA AITEIA
2TAAIO 11

EKTEINETAI NEPA ANO TO NE®PO i AIAZNA TH NE®PIKH KAWA n
THN WEYAOKAWA EQ2 TO NEPINE®PIKO AINMOZ AAAA EINAI
AMNOAYTQZ EEAIPEOHZ (ENI YIIOYZ IZTOY)

AIHOEI TON NE®PIKO KOANO kai/n AIHOEI AITEIA KAI
AEMOAITEIA EEQ AINO TO NE®PIKO NAPErXYMA AAAA EINAI
NMAHPQZ EEAIPEOHZ

AIHOEI OPIFANA FEITONIKA n THN KOIAH ®AEBA AAAA EINAI Siage 8- Remor confined 1 Aenst Foees:

A. Local extension beyond renal capsule,

nAH sz EEAIPEGHZ but not invasion of adjacent viscera

or metastasis
B Tumor in renal vessels.
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2TAAIO III

ATEAHZ EEAIPEZH ME TON OIrko MAKPO/MIKPOZKOIIKA
NA EKTEINETAI NEPA AINO TA OPIA THZ EEAIPEzZHz

KAOE ZYMMETOXH ENAOKOIAIAKOY AEM®AAENA
AIErXEIPHTIKH PH=H TOY OrkKoy

AIEIZAY2H AIA THZ ENI®ANEIAZ TOY NEPITONAIOY
EMOYTEYZEIZ 2THN EMNI®ANEIA TOY NEPITONAIOY
OPOMBOI TOY OIrKOY 2TA OPIA THZ EEAIPEzZHZ , 2TA AITEIA,
TON OYPHTHPA (A®AIPEOENTA KOMMATIAZTA AINO TON
XEIPOYPIO)

O OrKoz EXEI YNOBAHOEI 2E BIOWIA INPIN THN
NMPOEMXEIPHTIKH XO

To NWTS nporteivel nwg 0AoI o1 aOO&eVEIG UE LN XEIPOUPYIKA
eEaipEoipo oyko ornv epeuvnTikn Aanaporouia kabopidovral w¢
ot II1

Stage Il - Gross resicual dissasa, positive
nodes, rupture,

To idIo yiveral av n ano@aon yia un yxeipnon Baocilsrai povo
OTa an&sikovioTIKA Kal AauBavouv X0 xwpic XEIpoupyeio NnpwTa
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2TAAIO IV

METAZTATIKOZ OrKOsz
(MNEYMONES 80%,

HMAP (+NMNEYMONEZ 15%),
OZTA,

EFKE®AAOS,

AEM®AAENEZ EKTOS KOIAIAX)

2TAAIO V

AMOOTEPOIIAEYPOI OIrkKol

Stage IV - Disseminated Tumor:
Distant metastases outside abdomen
(i.e, lungs, bone, brain, liver, ete.).

© Division of Pediatri¢-Surgery —Bfown Medical School
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AYO METAAEz 2XOAEz

AYO AIAOOPETIKEZ ®INOZODIEZ2

SOCIETE INTERNATIONALE
D'ONCOLOGIE PEDIATRIQUE

INTERNATIONAL SOCIETY
OF PAEDIATRIC ONCOLOGY

1 Y
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AIAMAXH 2XETIKA ME

TO XPONO TOY XEIPOYPIrEIOY

TH XPHZH NMPOEIrXeIPHTIKHz XO

THN ANATKH THZ BIOWIAz

T ™,
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OEPAINEIA WILMS

XHMEIOOEPAIEIA

XEIPOYPIEIO

+
AKTINOOEPAIEIA

HE



"

PANEL
REPORT REVIEW

LOCAL |  START POST-OP.

ACT 45 pg/kg \’ \) SURG. PATH. CHEMOTIHIER.
VCR 1.5 mg/m & L l ) ] Il Al

| l l | l I |
WEEKS 1 2 3 4 5 6 7
Ultrasound and 3D . N
measurement of tume-ur
Chest X-ray. )
Peripheral blood sample
of patient for. .
biology study
Surgical report. Specimen + histological
form immediately to pathologist. . 5 HY/E slides
Sampling of material for biological studies! + 1 paraffin block

+ copy of report

Diagnosis .
In case of doubt about stage or histology — >
Final diagnosis ’
Echocardiogram (if receiving Doxorubicin) *

SIOP Wilms Tumour 2001/UK Final Version/ January 2002

6.3 FLOW CHART OF SCHEDULE OF PRE-OPERATIVE INVESTIGATIONS AND THERAPY OBSERVATIONS l

58



NWTSG------------- AMEZz0O XEIPOYPIrero—-xXo

AOYoOI Yyia NPOEYXEIPNTIKN XNHEIOOEpAnEia
'OYKOG O€ HovRPN VEPPO

AHP® OYKOGC

'OYKOGC O€ NETAAOEION VEQPO

OpOHPBOG OYKOU OTNHV KATW KOIAN PAEBa navw ano 1o eninedo
TOV NNATIK®OV

Mn €€aipECINOI OYKOI KATA TN XEIPOUPYIKA Aanapookonnon

AvanveuoTIKN SUOXEPEIA EEAITIAC EKTETANEVWV NVEUHOVIK®OV
HETAOTACEWV
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2YTKPIZH NTWS , SIOP
>Tnv AHEPIKNA:

NPOTEIVOUV TNV AHeON €€aipeon WOTE va YVwPI{OUHE TNV I0TOAOYIdA
TOU OYKOU Kdl TO aKpPIBEG HEYEOOG

2Ttnv Eupwnn:

UnAapxel n Aoyikn OTI N NPOEYXEIPNTIKA XO HEIWVEI TO HEYEOOG TOU
OYKOU Kdl HEIMVEI TV NIBavoTnTd pRENG KaTtd 1o XEIPOUPYEIoO.

TauToxXpPova unootTadionolei Tov oyko (odnyei BEBaia o onuavrikn
anwA&gia nAnpo@opiwyv yia Tn oradionoinon)
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2YITKPIZH NTWS , SIOP

SYZHTHZH 'IA AMEZ0 XEIPOYPIEIOY (f} £0T® Afjyn Blowiac)

»‘OPeAOG EPEUVNTIKO €ival OTI CUAAEYETAI UAIKO XWPIG va enidpacel n XO

» ZTnVv AHEPIKN HE TO AUECO XEIPOUPYEIO ANOPeUYETAI N OEpanegia evog KN
WILMS tumor

2Tnv Eupmnn ol nep1ococoTEPOI aogBeveic dev unoBaAlovTal o€ Biowia Npo TNG
XO kail TeAika dideral To&ikn Bepaneia og 5% TWV OYKWV NOU anod&eIkVUETal
oTn guvExeia oTi dev givalr WILMS, pe 1o 1.8% paAiora va €ival kaAonOdeig
(ouyyevéc pecoBAAOTIKO VEQPpwWHa oTnVv SIOP 1.5%)

*AuTO Yia TNV SIOP gival anod&eKTO £€vavTi ToUu KIvOUvou yia pR&n Tou Oykou
Kdl TO HEYAAUTEPO ApPIOHO ATOH®WV HE oTAdI0 I NOU ENITUYXAVETAI HETA TNV
NPOEYXEIPNTIKA XO

» AlyOTEPO ANOTEAECHATIKA papHaKa Hnopei va Jidovral o€ N0 KAKONOEIg
OYKOUG nou 0a ATav euaiodnTol o€ Nio evTaTikn Ospaneia
(d1axuTo avanAaoTiko, clear cell , rabdoid)

KAOQZ OI BIOAOIIKOI AEIKTEZ MIMOPEI NA YINATOPEYOYN TO EIAOz
THZ XO H A=IA MIAZz BIOWIAZ (TOYAAXIZTON) AY=ANEI
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2YITKPIZH NTWS , SIOP

.............. 2YNEXEIA THZ 2YZHTHZHZ I'A THN NMPOErXeErIPHTIKH X0

» MeIOVEKTNHA TO OTI XopnyEitalr X0 Xxwpic va yvwpiloupue Ta icTonaboAoyikad
XAPAKTNPIOTIKA TOU OYKOU Kdl £€T01 8EV HNOPOUV HE akpiBeEIia va cuxXeTioBouv
auTa HE Tn CUPPIKV®WON TOU OYKOU, TO oTadio Kal Tnv TeAIKN EékBaon (oTav
HEAETOUVTAI N XO £XElI ENIOPACEI)

» 'Eva nAgovEKTNHA TNG oTadionoinong NPo TNG XnNHEIoBepaneiag gival oTI TO
oTadio karta Tn d1Iayvwon anokaAUNTEl TNV EVOOYEVN ENIOETIKOTNTA TOU OYKOU
(AepPadEveg kal EEWKAYIA ENEKTAON)

H SIOP-6 £3€1EE aUENHEVEC UNOTPONEG OTOUG HETA XO ot II aoBeveic
(Aep@adeveg apvnTikoi) oTav dev xopnyeital kolAiakn AO

AuTO deixvel 0TI n oradionoinon HeETd Tn XO Jdev €ival anoAUT®WG aocPAAnG

2TO oUYXpPoVvo nNpwTOKoAAo TnG SIOP xopnyeital avlpakukAivn yia va HEIWOEI n
ni@avoTnTa unoTponng

T ™,
@ Oyxoioyixd quijua , Nocoxousio llaidwy «llavayiidty & Ayiaioc Kvpiarxovy ZJ




2YITKPIZH NTWS , SIOP

I

Kail o1 dUo peAETEG £01§av OTI N NPOEYXEIPNTIKA XO odnyeEi o€ peinon
TOU HEYEOOUG TOU OYKOU Kdal TOV KAVel eEaipEcigo- (AHP®W OYKOI, HOVAPNG
VEQPOG kAn)

*Kanoilol aocBeveic unopei va unv gxouv anavrnon orn X06.
Anotuyia ouppikvwoncg TnG padacg Oev gival navra anoTeEAEcHa enNiPovinG
{wvTavou oykou.

T

NMAEOVEKTNHA TNG EUPWNAIKAG OXOARG €ival nwG n anavrnon ortn X0 (Toco
HOKPOOKOMNIKA 000 Kdl IoTona®oAoyika) deiXVel va €ival NPOYVWOTIKOG
napayovrac ano povn TnG kai odnyei oto va AngOouv un’ own aAAor X0
napayovTeg
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2YITKPIZH Z2XETIKA ME TH XO NMOY TEAIKA AAMBANOYN KAI KATA
2YNENEIA THN ENAEXOMENH TO=IKOTHTA

2TH SIOP OI A2OENEIZ META THN MNMPOEIrXEIPHTIKH X0 OYZIAZTIKA
YMNOZTAAIONOIOYNTAI KAI MONO 15% EXOYN 2T III NO2O KAI 50% 2T 1

>TO NWTS o1 acBeveic €xouv au&EnHEvo Kiviuvo pRENG KaTa To XEIPOUPYEIO Kal
KATA CUVENEIAO OE CUVOUAOHO HE TH HN XOPRYNON NPOEYXEIPNTIKNG XO
NEPICOOTEPOI acOeveic oTadionoiouvtal wg ZTAAIOY III ( 30%)

ITAP" ONA AYTA ZTHN SIOP OI AZOENEIz ME 2T 11 A AMBANOYN
ANOPAKYKAINH ENS2 oto NWTS AE XOPHIEITAI ANOPAKYKAINH ZE 2T 11

TEAIKA 2THN SIOP-9 EAA®DPA lNEPIZZOTEPOI AZOENEIZ
NAMBANOYN ANOPAKYKAINEZ , ENSQ ZA®L2 AITOTEPOI
NAMBANOYN AQO ZE ZXEZH ME TO NWTS-5

V' 3E ESEEAI=H BPIZKETAI MEAETH I IA THN ANATKH
ANOPAKYKAINHZ 2E ENATIAMEZOY KINAYNOY 2T 11,111 (SIOP-2001)
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Percent of Patizents by Stage

Stage Fl Salvador Pera
I 1O 1720
1T Z25%0 2O
IIT 3120 3120
I~ 2D Z0%
Yl 102% e R

= Preoperative chemotherapyw

MNWIILS SICOP*
I3O%o S 1 P
26%0 22%0
2320 1 7%

1220 —=

5 %o

Histology subtype

Epithelial predorminant
Stromal predominant
Blastemnal predominant
Mixed

Hegressive predominant
Completely necrotic

Immediate Preoperative
surgery chemotherapy
15-5%: 3+1%

0
0
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2YZHTHZH I'IA TO METAZTATIKO NE®POBAAZTQMA

‘AAAN diapopa pera&u NWTS kair SIOP €ival n avTIHETONION TWV NVEUHOVIK®V
HETAOTACEWV

210 NWTS XpnoigonoilouvTtal kal anAEc A/ec kal aSoviKn Kal 0noiog acOevng
OEWPEITAI NWC £XEI NVEUHOVIKEG HETAOTACEIG AKTIVOBOAEiITAI OE OAO TOV
nveUgova

271n SIOP xpnoipgonoiouvTal HOvo anAEg A/ eG Kal av ol HETAOTACEIG Oev
unapyxouv HeTA Tn XO o1 acBeveig d€ AappBavouv AO

vAg

H avaAoyia naidiwv HE HETAOTATIKN VOOO €ival idi1a kal oTiG OU0 HEAETEG
MapoAa auta oTnv SIOP Ta dU0 TPiTA TWV NAISIMV NOU Ol NVEUHOVIKEG

HETAaoTAOEIGC eEa@avilovTal HETA TNV NPOEYXEIPNTIKA XO d€ AappBavouv TeAika
AO
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AMOTEAEZMATA

he
NWTS-4,
FAVORABLE OR FAVORABLE OR STANDARD HISTOLOGY
STANDARD HISTOLOGY NWTS-5
RFS oS ANAMAAZIA
Stage 4-ETH EFS
| 94.9 -2Y 98.7 -2 ETH 69.5 (VA)
[ 83.6 -8Y 93.8 -8 ETH 82.1
i 88.9 -8Y 93 -8 ETH 68.3
v 80.6 -2Y 89.5-2 ETH 37.5

PN
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/B

AOoyw eAAsIYnGC oca®ouc eNtIAOYNC HETAEU TwV SUO TACEWV KAl TOU
YEYOVOTOG NG N oAIkn enifimon oTIG U0 HEAETEG €ival n idi1a o
XPOVOC TOU XEIpOUpYEiou Ba npenel va BacileTadl KAl OE NAPAYOVTEG
onwg:

*TO HEYEOBOG TOU OYKOU (?)

°n KATaoTacon Tou acBevoug Kkal

en EMNEIPIA TOU XEIPOUPYOU
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AANA ZHMEIA 2YZHTH2H2

BIOWIA
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BIOWIA

210 NWTS

ADOPA MONO AZOENEIz NOY OA AABOYN
NMPOErXEIPHTIKH XO

2THN SIOP AE N'INETAI BIOWIA KAI AEN ANAITEITAI
I2TOAOIIKH TAYTOMNOIHZzH TOY OrKoy

2E 297 AZOENEIzZ ME (KAINIKA-ANMEIKONIZTIKA) WILMS
2E 266 ANMOAEIXOHKE WILMS ME BIOWIA, zE
22 (7% ) AE AIANIZTQOHKE WILMS KAI
4 EIXAN MH KAAHZ NMPOINQzHz IZTOAOI'IA 'H
5 AAAH AIAINQzH
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AOTIOI I'éA BIOWVIA

AMO®EYIETAI H TO=IKH OEPAIEIA ZE KAAOHOEIz OIrKoyz
ENTATIKOTEPH XO AIAETAI 2E ENIOETIKOTEPOYZ OIrKoyz

FNQPIZONTAZ TA BIOAOI'IKA XAPAKTHPIZTIKA TOY OIrkKoy
2XEAIAZETAI ANAAOIA H X0
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EIAOz BIOWIAZ

NMNIO ZYXNA XPHZIMONOIEITAI H ANOIKTH ME TrENIKH ANAIZOHzIA
KAI TAYTOXPONH TOMOOGETHZH KENTPIKOY KAGETHPA

AIAAEPMIKH AIA BEAONHZ BIOWIA ME n XQPIZ YNIEPHXO
(MEIONEKTHMATA AKATAAAHAO AEIT'MA H YMNOTPOIMH EEAITIAZ
THZ BIOWIAZ)- NIOANOTHTA AAOOYZ ZE BIOWIA AIA BEAONHZ

7.4%

EMIZHZ ME TH AIA BEAONHz BIOWIA AEN EINAI AYNATHH
AIANI2ZTQ2H AIHOHZHZ TQN AEM®OAAENSQN KAI AIEPEYNHZHZ THZ

EMEKTAZHZ TOY OrkKoy

H MNIOANOTHTA YINOTPOIHZ EINAI NOAY MIKPH (1/297)
KAI AEN ANMOTEAEI AOI'O MH NPArMATONOIHZHZ (HIA kai

ATTAIA)

AMNAITEITAI METAAH EMNEIPIA 2TH AHWH KAI 2TH AIATNQzH
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AANA ZHMEIA 2YZHTH2H2

ENAEI=ZEI2Z MEPIKHZ NE®PPEKTOMHZz
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MEPIKH NE®OPEKTOMH

€ HEAETN YIA TN HEPIKN VEPPEKTOMN OE M HETACTATIKO ETEPONAEUPO
WILMS di1anioTwOnkKe 0TI HOVO 4.7% TwV aocOevwv enIAEXOnkav

AKOHN KAl HETA NPOEYXEIPNTIKA XO TO N0c0oOoTO PpOAvel povo 1o 10%
Fevika n HePIKN VEPPEKTOUN Ocv npoTeiveTral ZE ETEPOMAEYPOYZ
ONKOYZ agou n nifavoTnTa VEPPIKNG AVENAPKEIAG Eival HIKPN
(0.25%)

EniIA£ovV Ol NEPICOOTEPOI OYKOI €ival HEYAAOI | KEVTPIKA TONOOETNHEVOI
WOTE Va €ival duvaTtn N HEPIKN VEPPEKTOHN

TEAOC N HEPIKN VEPPEKTOMN 00NYEiI O€ Kivouvo va pn dianiotTwéouv
VE(PPOYEVN EMPPUIKA UNOAcippaTa
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MEPIKH NE®PEKTOMH
H HEPIKN VEPPEKTOHUN OE ETEPONAEUPOUGC OYKOUG NPOTEIVETAI HOVO:

eaVv 0 OYKOG evToni{eTal oTov €vav NOAo kal o€ AlyoTepo ano 1o 1/3 Tou
VEQPOU

eaVv 0 A0OEVNG EXEI AEITOUPYIKO VEPPO KAl AV TO OUPOOCUAAEKTIKO cUOTNHA KAl
n VEQPIKN PAEBa Oev EPNAEKETAI OTOV OYKO Kdl av

eUNAPXOUV caPn Opia HETAEU TOU OYKOU Kdal TOU NePIBAAAovToc I0TOU
MEepPIKN VEQPPEKTOUN OE AC0OEVEIC HE ETEPONAEUPO OYKO eNIBAAAETAI HOVO OE
eHOVAPN VEPPO

cAUP® vOooo (ouyxpovn i HETAXpovn)

(MEPIKH I'ATI H NIOANOTHTA NE®PIKHZ ANENAPKEIAZ EINAI 15% ZE 15
ETH ANO TH OEPATIEIA ZE AM®Q OIrKo)

 NE®PPIKH ANEMNAPKEIA kai

eg€ Naidid pe MIBavoTnTa noAAanAwv veonAaoHatwv onwc o beckwith-
wiedemann
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MEPIKH NE®PEKTOMH

NMPoOTEIVETAI AKOHMN YIA TOUG ACOEVEIC OTOUG ONOIOUG O OYKOG
dianioTwOnke o€ screening yia WILMS (beckwith, aniridia,

NUIVNEPTPOPIA).

AuToi o1 agOeveic gival o€ KivOUuVvo Yyia HETAXPOVOUC OYKOUG kal 6a
NPENEI va UNApxel HEPIMVA YiA TNV NPOOCTACIA TOU NAPEYXUHATOC.

To screening Jd&iXvel cuviOWG HIKPOUG OYKOUG NOU ENITPENOUV HEPIKN
VE(PPEKTOHN XWPIC NPOEYXEIPNTIKA XO
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AANA ZHMEIA 2YZHTH2H2

ANTIMETQIMNIZH AMOOTEPOIIAEYPSN
OIKQN
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AMO®LQ OrKol

¢5-6% TOY 2YNOAOY
eOAIKH ENIBIQ2H 80% 2TA 4 ETH
eH OAIKH NE®OPEKTOMH MINOPEI NA ANO®DEYXOEI 2TO 70%

*H AIAPKEIA THZ X© ME VCR/Act-D EEAPTATAI ANO THN AMNMANTHzH
Q2TE NA I'INEI XEIPOYPIEIO ME TIz KAAYTEPEZ NPOYIMNOOGEZEI2

eMETEIMXEIPHTIKH XO

NMPOZAPMOZETAI 2TH BAABH ME TO METAAYTEPO 2TAAIO KAI TH
XEIPOTEPH IZTOAOI'IA (MPOZAPMOI'H DOXO)
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AMODQ OrKol

*METAXPONOI OIkKoOI 2%

eXEIPOTEPH ENIBIQ2H 2E METAXPONOYz 2E 2XEzH ME
2YIF'XPONOYzZ AM®Q OINKoyz

¢OS METAXPONSQN 49.1% 2TA 5 ETH KAI 47.2% 2TA 10 ETH ME
AIAMEZH TIMH EM®ANIZHz TOY AEYTEPOY OINKoyY TOYz 23.1

MHNEZ

o2E AYTOYZ NOY O AEYTEPOZ ANATITYXOHKE >18 MHNEZ META THN
APXIKH AIAITNQzH OS 10 ETH 55.2% KAI <18 MHNES 39.6%
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Bilateral Wilms tumour at diagnosis

A" A% v v V = Vincristine 1.5 mg/m*®
AD AD AD = Actinomycin D 45 ug/kg
] i I |

week 1 2 3 4

First assessment at week 5 (sonography)

./\\»

Decrease of tumour volume Stable or progressive disease
v v v v v v v v
AD AD AD AD
DOoxX DOX
] ] I I | | | |
week 1 2 3 4 week 1 2 3 4

Second assessment at week 9 (Sonography or CT scan )

!

Decrease of the tumour Stable and sparing surgery Stable and sparing surgery
volume not possible is possible

Chemotherapy Increase the chemotherapy Surgery
(start with the less

involved kidney and
later for the conira-
lateral kidney)

Third assessment (CT scan ) Chemotherapy

according to higher

If stable disease and sparing surgery possibie: stage and histology

surgery (Doxorubicin not

If decrease of tumonur volume: chemotherapy more than 300 mg

If stable disease and sparing surgery not possible: /m2). If stage I low

discussion with the board risk or intermediate
risk treat as stage II
low risk.

<=
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OEPAIEIA YNOTPOISX2N (OS 30%—-50/60%)

XPHZIMOMNOIOYNTAI KYKAODPQ2ZDAMIAH, I®OQ2ODAMIAH,CISPLATIN, CARBOPLATIN,
ETOPOSIDE

KYPIQZz O ZYNAYAZMOzZz I®0Q2PAMIAH, CARBOPLATIN, ETOPOSIDE (OS 50-60%)

EYNOIKOI NMPONQ=TIKOI MAPAIFONTEZ
*EYNOIKA IZTOAOIIKA XAPAKTHPIZTIKA
*YMOTPOMH META AMNO 6-12 MHNEZ META THN APXIKH AIArNQZ=H
=T I f II APXIKHZ NOZOY
*APXIKH ©EPAMEIA ME BINKPIZTINH KAI D-AKTINOMYKINH MONO
«AIM'OI MNEYMONIKOI OZOI
*OXI AG®

MAHPHZ EEAIPEZH NAPA MEPIKH nn OXI XEIPOYPIrEIO (THZ YNOTPOIMHZ)

AEN EXEI ANMMTANTHOEI H XPHZH YWHAQN AOZEQN X0 KAI AYTOAOrHz MMO

T ™,
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NE®POBAAZTQMATQZH

2Tov Wilms ano naAia €xel1 avayvwpIioTEi n
unapin apxeEyovwv-npodpoumwv BAaBwyv nou
Napapévouv HETA anod kunon 36 eBoopadwv

BpiokovTal oT1o 25-40% TWV ACOEVWV HE
WILMS (o010 99% HE GUP® OYKO) aAAd kal
oT0 1% TWV EEETACOEVTWV VEPPWV —
HETAOAVATIA — OTNV NEPIYEVVNTIKN NEPiodo

AnoteAoUvTal ando avopaAo napapEvovTa
EMBPUOVIKO VEQPOBAAOCTIKO 10TO
anoTeAOUHEVO ano HIKPEG aBpPoioEIC
BAAOCTNHATIK®OV KUTTAP®WV, CWANvVapiov i
OTPWHATIK®OV KUTTAPWV

Mnopei va gival evdo- (WAGR, Denys-
Drash) i nepi-lobar (Beckwith-Wiedemann,

nHIVNEPTPOYIa)

Hyperplastic perilobar
nephroblastomatosis.

AiayuTn ungepavanTuén NePIPEPIKOU
HECOBAAOTIKOU 10TOU NOU NPoKAAei anwAegia
TNG PAOIOHUEA®IOUG diapoponoinong Kai
VE(PPOHEYAAia HE dIATAPNON TOU OXNHATOG
TOU VE(QpPOU
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NeppoBAaoTwparwon o€ naidi 16 pnvov

H anAn A/a d&ixvel HETAOEON TWV EAIKWV TOU
EVTEPOU OTN HECN YPAMHN ANO AHP® AAYOVIEG
nadeg
H CT dcixvel HEYAAO OHOIOYEVH OYKO £ni £3APOUG
NOAAANA®V NEPIPEPIKOV VEPPOYEVOV
UNOAAEINATOV

T ™,
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Nephroblastomatosis
UsS, CTscan

AY4 v .V A4

A A

[ | | i
week 1 2 3 4

First assessment at week 4 (US)

Decrease of lesion size

V-A every 14 days x 2 courses

l

Next assessment at week 8 (US +/- CT scan )

l

Decrease of lesion size

+

V-A every 14 days x 2 courses

Assessment (US +/- CT scan )

e

Decrease of the lesion

V-A every 14 days x 2 courses

Assessment (US +/- CT scan )
Decrease of the lesion

V-A every 21 days until disappearance of the lesions
If the lesions increase, revert to V-A every 14 days

Otherwise, give V-A every 28 days for total treattment
duration of 1 year.

\.

Stable or nodular or
heterogeneous disease

Kidney sparing surgery

—
T

NBM -

SIOP protocol
according to stage
and histology. If the

stage is low risk

or intermediate risk,
treat with AV 2

for total duration

of 1 year.

At complete remission of the
lesions (with surgery or chemo
or both), continue maintenance
therapy for 1 year, gi- ~

™,

V-A every 28 days. m.,f]

4
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MEAAONTIKA
TOPOTECAN DAILY FOR 5 DAYS FOR TWO WEEKS (PHASE I)
TOPOTECAN AND CYCLOPHOSFAMIDE (PHASE 1II)
VEGF -VASCULAR ENDOTHELIAL GROWTH FACTOR

ANTI ATTEIOTENETIKOI NAPATONTEz
ANTI VEGF ABS BEVACIZUMAB PHASE 1

T ™,
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2YMMNEPAZMATA
2YNOAIKA 85%-90% OEPATIEYONTAI KAI

75% AE XPEIAZONTAI AO n ANOPAKYKAINH

NMPOKAHzH

OI MNPOBAHMATIKOI I'A OEPATIEIA OIrkKoI noy
AMOTEAOYN MEPINMNOY TO 25% TQN AZOENSQN

eANAIMNAAZIA
cAMDQ
*YNMOTPOIEZ 2E EYNOIKH IZTOAOI'IA

>TOXOZ )
AITOTEPH OEPAIEIA I'A OFrKOYz ME EYNOIKA XAPAKTHPIZTIKA

ENTATIKOMNOIHZH OEPANEIAZ I'A OFKOYz ME AYZMENH XAPAKTHPIZTIKA

Oyroloyixo tunua , Nocorxousio Ilaiowy «llovayioty & Ayiaioc Kvpiorxoivy ZJ
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