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Klinicke udaje

* 2-rocny chlapec

* sledovany a nefrologom a urologdém pre
malformacie urogenitalneho traktu (malrotacia
pr. obliCky, dystopia I'. oblicky, retencia testis,
hypospadia)

* geneticky potvrdena zarodoCna mutacia WT1



Klinicke udaje
* pr1 kontrole zisteny TU pr. obliCky a mala I¢zia
kortexu I'. obliCky
* TU pr. obliCky na zobrazovacich metodach
hodnoteny ako Wilms
» SIOP protokol — 12 tyzdnov chemoterapie,
Vincristin a Actinomycin-D (bez histologizacie)
* TU na CHT nereaguje, mierne zvacsenie pocas
terapie
* radikalna nefrektomia vpravo
* biopsia loziska vlavo
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loZisko l'avej oblicky
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Genetika

* vo vySetrovane] vzorke tumorového tkaniva sme
metodou FISH nepotvrdili aberacie spojené s
1p/1q, 16q (cez CBFB), génu C-MYC (8724)
an1 1zochromozomom 17q

prim. Cermak,
odd. lekarskej genetiky,
NOU



Diskusia?




Diagnoza

* Wilmsov tumor (nefroblastom) pravej oblicky
stromalny typ (s dominanciou svalovej zlozky —
fetalny rabdomyomatozny Wilms), rizikova
skupina II (intermediate risk), stage II (invazia
do renalneho sinusu, okraje negat., SIOP).

* perilobarne nefrogénne zvysky l'avej oblicky



Wilms

* najcastejsi pediatricky renalny TU (85%)
* typicky 1-11 rokov, 80% pred 5. rokom
« FIM=1/1



Wilms

* klasicky: epitel, blastém, stroma

* morfologicky heterogénny s
akoukol'vek kombinaciou /
dominanciou jednej zlozky
(monomoriny)

* heterogenny aj geneticky a

biologicky?



Wilms, prvy popis?

* Max Wilms (1867-1918), chirurg, Heidelberg,
Germany

* Felix Victor Bisch-Hirschfeld (1842-1899),
Leipzig, Germany

* William Osler (1849-1919), Montreal, Canada



Fetal rabdomyomatous Wilms

* rabdomyom / rabdomyoblasty — fetalne prieCne
pruhovan¢ svaly (nie RMS)

* obsolentny nazov (naposledy pouzity - Ped Urol
Case Rep 2017, 4(5):364-368)

* rezistentny na CHT ale s dobrou prognozou
(po operacii bez rekurencii a MTS)

* Wilms s viac ako 50% heterolog. = teratoidny
Wilms (tiez obsolentny)

* renalny teratom (1sochromozom 12p)



Germ line WT1 mutacia

* bilateralny Wilms

* v skorSom veku

* urogenitalne malformacie
* stroma predominantné



LieCba

* Europa vs. US

* Europa (SIOP): predoperacna CHT bez
histologizacie, operacia, 14 dni po OP druha
lima CHT podl’a rizikovej skupiny a stage
SIOP 5% riziko non-Wilms diagnozy bez
histologie

* US lieCba az po operacii / histologizacn
vysSie riziko perioperacnych komplikacii,
krvdacanie, ruptura (stage V)

* EU a US vysledky skoro rovnake

* 90% vylieCenych



Dif. dg.
* rabdomyom v detskej obliCke neexistuje
(vSetko su to stromalne Wilmsy)

* vo vSeobecnostt Ewing vs. blastémovy Wilms

* clear cell sarkom oblicky (skoro nikdy nema
clear cells, extrémne variabilna histologia,
neSpecificke 1muno, Specificka genetika je
nesenzitivna a nedostupna o

(kostna MTS v Case dg.
+ typicka vaskulatura)




CAVE!!!

* nezamenit’ Ewing za blastemal Wilms
* 1ny protokol

* blastém moze byt CD99 pozitivny

* nie kazdy blastém je WT1 pozit.

* kazdy blastémovy Wilms — EWSR FISH



SIOP Wilms Studie

SIOP 1
SIOP 2
SIOP 5
SIOP 6

SIOP 9

SIOP 93-01
SIOP 2001

1971 - 1974
1974 - 1976
1977 - 1979
1980 - 1987
1987 — 1991
1993 - 2001
2001 - 2015

338 Patients

138
397
1095
852

2162
5728
10710

28 countries

261 centres




Centralne Citanie Wilmsov

| 4 Central pathology review (CPR) has been part of all SIOP Trials and Studies since 1971,
but only since 2001 Trial in some parts of the Trial it was done as rapid CPR. The reason
for infroducing “real time” or “rapid” CPR was based on the results of previous Trials and

Studies which showed that a significant number of mis-diagnosed and/or mis-staged cases was consistently
around 20-25%, but since CPR was done retrospectively, it had no influence on treatment.
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Centralne Citanie
SK pacientov v Dohe?

* urobia aj non-SIOP pacientov

e zadarmo*

* do dvoch tyzdnov

* DHL (cca 100 Euro)

* komplikuju to colnici

* a Co na to GDPR (General Data Protection
Regulation)?









Diskusia?




