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N vselks pre vase 3dravie

Klinicky nalez a makropopis bioptickeho preparatu

41- rocny muz s tumorom pravej oblicky. Pravostranna
nefrektomia.

Makropopis operacneého materialu:

Narezana oblicka vel. 20x16x13 cm, v tuk. tkanive
pritomna nadoblicka priemeru 3 cm,

takmer cela obliCka prerastena neostro ohranicenym
tumorom velkosti 8x9 cm, sivohnedy, na reze
vyrazne nekroticky, zachovany uzky lem tkaniva
oblicky hrubky 1-3 cm, hilus sa neda identifikovat,
prerasteny tumorom.

NadobliCka na reze bez loziskovych zmien.
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Diagnoza 7?77



medieVt jmunohistochemické vysetrenia:

Negativne: CKAE1/3, CK7, CK19, EMA, vimentin,
LCA, S100, desmin, chromograninA,
synaptophysin, TTF-1, WT-1.

Pozitivhe: CD99, NSE, Ki67 30%.
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medicVt Genetické vysetrenie z odd. lek. genetiky NOU, BA.

Vo vzorke fixovaneho tumoroveho tkaniva (FFPE)
sme pomocou metody FISH v 97%
zaznamenali prestavbu genu EWSR 1(22912),
ktora podporuje dg. Ewingov sarkom/PNET

V dosledku nizkej kvality RNA vo vzorke je na
molekularnej urovni nevypovedny vysledok.

Martin Cermak, Ing., Imrich Hikkel, RNDr.



medicVt Na5a diagnoza

Extraskeletalny Ewingov sarkdOm/PNET pravej
obliCky



medicyt F\ingov sarkom/PNET

- Ewingov sarkdm (ES) a periférny primitivny
neuroektodermalny tumor (PNET) zahrna urcité
spektrum neoplastickych ochoreni znamych ako the
Ewing sarcoma family of tumors (EFT), kde tiez patri
aj] maligny malobunkovy tumor hrudnej steny (Askin
tumor) and atypicky ES

- Prvykrat popisany Jamesom Ewingom (1866 - 1943)
-  EWS/ETS fuzia sa povazuje za iniciatora

proliferacie a tumor-genéezy (Annu Rev Pathol
2012;7:145, Cancer Lett 2007;254:1)

- Kosti panve, femur, tibia, humerus
- Makke tkaniva



http://www.ncbi.nlm.nih.gov/pubmed/21942527
http://www.ncbi.nlm.nih.gov/pubmed/17250957

medicyt Extraskeletalny Ewingov sarkom/PNET

- Zriedkavo sa vyskytujuci tumor makkych tkaniyv,
morfologicky identicky Ewingovmu sarkomu kosti,
moOze predstavovat extenziu kostného tumoru do
makkych tkaniv.

- ObycCajne postihuje ludi vo veku 30 rokov a menej,
zriedkavo vo veku nad 56 rokov, Ccastejsie muzske
pohlavie

- Makke tkaniva: nadobliCky, cervix, pazerak, zlCnik,
srdce, oblicky, mediastinum, vajecnik, pankreas,
prostata, testis.

- Agresivny nador s metastazovanim do pluc a kosti.



medicyt F\ingov sarkom/PNET

Histologicky obraz:

Malé okruhle alebo ovalne bunky s chodobnou cytoplazmou
obsahujucou glykogen

Peritheliomatozne obrazy

Neuroepithelialne obrazy, rozety

IHC pozit.:

CD99, FLI1, NSE, vimentin (variabilne), keratiny (variabilne)

IHC negat.:

LCA, chromograninA, myogenin, MyoD1



medicyt Molekularno/cytogeneticke znaky

-1(11;22)(g24;912) fusion transcript by RT-PCR of FLI1-
EWS genes

-1(21;22)(g12912) of ERG-EWS genes
-1(7;22)(p22;912) of ETV1-EWS genes
-1(17;22)(g12;912) of ELAF-EWS genes
-1(2;22)(933;912) of FEV-EWS genes
-1(4;22)(931;912) (Mod Pathol 2011;24:333)



http://www.ncbi.nlm.nih.gov/pubmed/21113140

medicyt piferencislna diagnostika

Lymfom

Rabdomyoidny tumor (vimentin, keratiny, EMA)
Rabdomyosarkom (vimentin, desmin, myogenin,
MyoD1)

Neuroblastom (vek, NSE, CD57, CD56,
chromograninA, synaptophysin, ALK-1)

Small cell osteosarcoma (vimentin, CD99-)
Metastaza nadoru s malobunkovou morfolégiou

Wilmsov tumor (blastem WT1+, desmin+)



medicvt | je¢ba a prognéza

Chirurgicka
Chemoterapia
Radioterapia

Prognoza: vek pacienta (lepsia je v mladom veku),
lokalizacie tumoru (koncatiny versus panva), velkosti
tumoru (8 cm), pritomnosti metastaz (vyrazne
zhorsuju prognozu)

Pacient mal v Case diagnozy pritomne metastazy v
pravych plucach a v mozgu.

Odpoved na nasedenu lieCbu bola nulova



medicyt  itoratira

Enzinger and Weiss s

Soft Tissue Tumors, sixth Edition

WHO Classification of Tumours os Soft Tissue and Bone

4th Edition

WHO Classification of Tumours of the Urinary System and Male Genital Organs
Nephrourol Mon. 2016 Jul 18;8(4):e37950. eCollection 2016 Jul.

Primary Renal Primitive Neuroectodermal Tumor/Ewing's Sarcoma Imaging and
Pathologic Findings of a Patient with a Nine Year, Eight Month Disease
Free Period: Case Report and Review of Literature.

Zokalj 11, Igrec Ji, Plesnar AZ2.

Pathol Oncol Res. 2014 Jul;20(3):503-16. doi: 10.1007/s12253-013-9721-2. Epub
2013 Nov 30.

Clinicopathological and molecular spectrum of ewing sarcomas/PNETSs,
Including validation of EWSR1 rearrangement by conventional and array
FISH technique in certain cases.

Rekhi B!, Vogel U, Basak R, Desai SB, Jambhekar NA.



https://www.ncbi.nlm.nih.gov/pubmed/27703957
https://www.ncbi.nlm.nih.gov/pubmed/?term=Zokalj I[Author]&cauthor=true&cauthor_uid=27703957
https://www.ncbi.nlm.nih.gov/pubmed/?term=Igrec J[Author]&cauthor=true&cauthor_uid=27703957
https://www.ncbi.nlm.nih.gov/pubmed/?term=Plesnar A[Author]&cauthor=true&cauthor_uid=27703957
https://www.ncbi.nlm.nih.gov/pubmed/24293381
https://www.ncbi.nlm.nih.gov/pubmed/?term=Rekhi B[Author]&cauthor=true&cauthor_uid=24293381
https://www.ncbi.nlm.nih.gov/pubmed/?term=Vogel U[Author]&cauthor=true&cauthor_uid=24293381
https://www.ncbi.nlm.nih.gov/pubmed/?term=Basak R[Author]&cauthor=true&cauthor_uid=24293381
https://www.ncbi.nlm.nih.gov/pubmed/?term=Desai SB[Author]&cauthor=true&cauthor_uid=24293381
https://www.ncbi.nlm.nih.gov/pubmed/?term=Jambhekar NA[Author]&cauthor=true&cauthor_uid=24293381

medicyt | jtoratira

Primary Ewing's sarcoma/primitive neuroectodermal tumor of the kidney: a
clinicopathologic and immunohistochemical analysis of 11 cases.

Jimenez RE, Folpe AL, Lapham RL, Ro JY, O'Shea PA, Weiss SW, Amin MB.
Am J Surg Pathol. 2002 Mar;26(3):320-7.

Indian J Pathol Microbiol. 2014 Apr-Jun;57(2):298-300. doi: 10.4103/0377-
4929.134723.

Primary primitive neuroectodermal tumor of kidney: a rare case report with
diagnostic challenge.

Kakkar S, Gupta D!, Kaur G, Rana V.



https://www.ncbi.nlm.nih.gov/pubmed/11859203
https://www.ncbi.nlm.nih.gov/pubmed/24943771
https://www.ncbi.nlm.nih.gov/pubmed/?term=Kakkar S[Author]&cauthor=true&cauthor_uid=24943771
https://www.ncbi.nlm.nih.gov/pubmed/?term=Gupta D[Author]&cauthor=true&cauthor_uid=24943771
https://www.ncbi.nlm.nih.gov/pubmed/?term=Kaur G[Author]&cauthor=true&cauthor_uid=24943771
https://www.ncbi.nlm.nih.gov/pubmed/?term=Rana V[Author]&cauthor=true&cauthor_uid=24943771
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