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Klinicke udaje

* 4-roCn¢ dievCa

* bolest1 brucha, susp. akutna apendicitida

* USG a potom CT TU dolnej tretiny pravej
oblicky s kalcifikatmi

* susp. Wilms

* predoperacna CHT podl’a SIOP protokolu

* Ciastocny efekt (14,5 — 10ml)

* operacia



Makro

* pr1 dolnom pole unifokalny tumor

* 3cm v najvacsom priemere

* makroskopicky bez nekrozy, bez znamok ruptiry
* limitovany na oblicku
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PHH
mierna mitoticka aktivita









negat: CD99 negat., P53 negat., CK7, P504S
INI1 pozit., Ki67 cca 20%




Epitelovy Wilms?

* je nejaka skutoCna dif. dg.?
* detsky papilarny CA
(CK7 a P504S+, WT1 negat., stromalne
makrofagy)
* metanefricky adenom (bez puzdra)

Wilms —

«— metanefricky
adenOm




Genetika, FISH

* 1pq negat. 200/200

« MYCN(2p24) negat. 200/200
» 169 (CBFB) negat. 200/200

« TP53(17p13) negat. 200/200






ZAVER

Wilmsov tumor (nefroblastom) epitelovy typ,
rizikova skupina II (intermediate risk), stage I
(Iimitovany na oblicku, SIOP)






Dear Boris

I've received your case and looked at it... it is a rather tricky case...
but I think it is more likely to be a Metanephric adenoma than an
epithelial Wilms tumour. I'd need to do some immuno and probably
BRAF testing, which might take a week or so to do (and | am away
from 2 to 11 March), and | presume that in the meantime, the child is
being treated as stage 1 WT (4 weeks of VA therapy), which is not
too harmful, so by the time we have the definitive diagnosis,
treatment will be over, but it will still important to us to now.

| will write when | get more information.
Best regards

Gordan



PUZDRO

* metanefricky adenom predlieCeny CHT podla
SIOP protokolu vytvara puzdro

* a teda je nepouziteI'né ako dif. dg. znak oproti
epitelovému Wilms TU



Nakol’ko je dolezite
odlisit’ MA a Wilms?

Metastatic Metanephric Adenoma in a Child

Andrew A. Renshaw, M.D., David R. Freyer, D.0., and
Yuki A. Hammers, M.D.

we feel that the distinction between
metanephric adenoma and a pure
epithelial Wilms’ tumor
may be more semantic than biologic



Metanephric Adenoma, Nephrogenic Rests, and

Wilms’ Tumor

A Histologic and Immunophenotypic Comparison

Trudie E. Muir, M.D., John C. Cheville, M.D., and Donna J. Lager, M.D.

» Metanephric adenoma iIs histogenetically
related to WT and is morphologically and
Immunophenotypically identical to maturing WT
and nephrogenic rests.




Dolezite to je

* MA — povazovany za benigny nador
(napriek zopar publikovanym MTS pripadom),
po OP bez lieCby, ak by bola predoperacna dg.,
bola by snaha o oblicku zachovavajacu OP

* Wilms — maligny nador, 14. dni po OP druha
linmma CHT — podl’a rizikovej skupiny a stage



Epitelovy Wilms, metanefricky adenom, papilarny CA ?
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Je nieCo, o naozaj pomoze v dif. dg.?




Metaneiricky adenom, genetika:

Choueirt TK, Cheville J, Palescandolo E, et al. BRAF mutations in

metanephric adenoma of the kidney. Eur Urol. 2012;62:917-922.

* 90% metanefrickych adendmov ma BRAF V600
* v kontexte renalnych nadorov pomerne
Specificka



* BRAF V600
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Thank you for sending me 8 HE slides (and corresponding 8 paraffin blocks). gross pictures and a covering letter with
a summary of your findings in the above named girl’s renal tumour. I understand that tumour measured 3 x 2.5 x 2.5
cm, with a well-formed capsule which separated it from the renal parenchyma.

Sections show a tumour composed of well-differentiated, small, closely packed tubules lined with hyperchromatic
cells, and areas with papillary structures. In many areas there are numerous psammoma bodies. Tumour is separated
from the renal parenchyma with a thick fibrous capsule. Tumour is not infiltrating the renal sinus or perirenal fat.

In the differential diagnosis one has to consider two entfities: epithelial type Wilms tumour and metanephric adenoma.
Despite the well-formed capsule which, by definition, 1s not present in metanephric adenoma. I think that this criterion
1s not applicable in this particular case because the child received pre-operative chemotherapy as per SIOP Wilms
tumour protocol, and in our experience, it very often causes the formation of the (pseudo)capsule as, for example. in
treated nephrogenic rests.

I will be doing some immuno to support my opinion, but on the basis of the present features, I think that this is a
Metanephric adenoma, local pathological stage 1.

Thank you for sharing this interesting case with me. I hope you will find my opinion of some help.

Best wishes

b

\
\\ J,
Professor Gordan M Vujanic

Chair of the SIOP-RTSG Pathologyv Panel

... | showed the case at the SIOP Panel review meeting in Paris ...







Metanefricky adendm

* pripomina skoru metanefricka tubularnu dif.

* bol povazovany za hyperdiferencovany /
benigny koniec epitelového Wilmsa

* metanefricky adenom, adenofibrom, fibrom

* prevazne u dospelych (median 41)

* M:F =1:2

* benigny (niekol’ko raritnych reportov MTS)

* bez kapsuly, bez utlaku okolia (po CHT neplati)

« WT1, CD57, Cadherin 17 pozit.,
CK negat., P504S (modze)



Epitelovy Wilms vs

metanefricky adenom
* kapsula (oproti nepredlieCenym MA)
* hyperchromnejSie prekryvajuce sa jadra
* mitdozy (viac)
* stromalna zlozka a blastém (ak pritomne)
* nefrogénne zvysky
* negat. CD57, Cadherin 17
* bez BRAF V600 mutacie

* nicktor¢ metanefrické adenomy ale necitaju
separatky (nemaju typicky popisovany IHC prof.)



Metanetricky a mezonefricky?

* metanefricky adendm ¢ mezonefricke zvysky
* mezoneliricka hypeplazia
* mezonefricky adenom
* mezonediricky karcindom



Metanefricky a mezonetricky




aver

Slovenské deti s Wilmsom s1 zasluzia centrale

Citanie patologického nalezu SIOP / Wilms patologom..
dakujem za pozornost



