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Pozadi pripadu

chlapec 12 let
bolesti zapésti, klin. dg. cysticky enchondrom dist. radia
- dvé loziska — cast RTG dokumentace se ztratila ...?

Dg. vySetiujiciho patologa - osteoblastom vs. osteosarkom?
I1. ¢teni - s rozpaky epiteloidni hemangioendoteliom ...

piredneseno na foru patologii - dg. nebyla vSeobecné prijata ?

po 4 letech revize diagnozy ...
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Definitivni diagnoza Diferencialni diagnoza
Pseudomyogenni Epiteloidni sarkom

hemangioendoteliom Leiomyosarkom

Osteoblastom
Neosifikujici fibrom

Metastaza karcinomu

Jiné vaskularni léze




ORIGINAL ARTICLE

Mirra JM et al.
The fibroma-like variant of epithelioid sarcoma: a fibrohistiocytic/myoid
cell lesion often confused with benign and malignant spindle cell tumors.

Cancer 9: 1382-1395.

Oricainar Arricta

Billings SD et al.
Epithelioid sarcoma-like hemangioendothelioma.

Am J Surg Pathol 27: 48-57.
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Pseudomyogenni hemangioendoteliom (PMH)

indolentni, ale recidivuje; 1x meta

t(7;19) SERPINE1 - FOSB
ACTB - FOSB

Dif. Dg.: EH, EHE, angioSA,
epithelioid sarcoma, carcinoma,
rhabdomyoSA, melanoma, osteoSA,
PEComa, leilomyosarcoma, IMT,
osteoblastoma ...

Jde a priori o vaskularni lézi




Histopathology

Correspondence

Nove| EGFL7-FOSBI|fusion in pseudomyogenic
haemangioendothelioma with widely metastatic disease

Melanie H Hakar, Kevin White, Barry G Hansford, Jeff Swensen, Jessica L Davis B4

First published: 07 February 2021 | https://doi.org/10.1111/his.14349

EEEPESE  \olume 79, Issue 5
November 2021

Pages 888-891

Information




BIOLOGIE

Epiteloidni
hemangiom

Pseudomyogenni
hemangio-
endoteliom

Epiteloidni
angiosarkom

Epiteloidni

hemangio-
endoteliom

MORFOLOGIE

znacny prekryv !

GENETIKA

Epiteloidni
hemangiom

Pseudomyogenni

hemangio-
endoteliom

Epiteloidni
hemangio-
endoteliom

Epiteloidni
angiosarkom




teliom (EHE)

e bez cévnich formaci

<35% metastazuje (maligni léze )

mékké tkané/Kkosti, jatra,

plice

‘a ";A:\, ‘\L B 2
28 kol T IHC - CAMTAL, exprese CK

-» SRS g
»

- WWTR1 - CAMTAL (95%)
- YAP1 - TFE3 (indolentni ?)

Dif.Dg. - EH, EAS, karcinom
mezoteliom...




LypIc

multifokalni, biologicky benigni

ORIGINAL ARTICLE

Frequent FOS Gene Rearrangements
in Epithelioid Hemangioma
A Molecular Study of 58 Cases With Morphologic Reappraisal

fang, MDY Ywr-Shao Sune, MSe, v Chun-Liang Chen, MS
Thamas Krawsz, MD. T Brendon Dicksor, MDS Yi-Chien Koo, MD,
! / er DM, Flereher, MD, FRC Path,®
esen MD1

e atvpie. nekroza. zanétliva

GIMNES, CHAROMOSOMIS & CANCIR 53% 5" (0 1s

ZFP36-FOSB Fusion Defines a Subset of Epithelioid
Hemangioma with Atypical Features

—_
Cristima R Antonmscy  Hilso-Wei Chen. Lai Zhang Yun-Shao Sung  Dasjd Panicak
Brendan C Dickson * Thermas Krausz ' snd Ohristopher D Flatcher

- WWTR1-FOSB




Nedavny pripad za 6 mésicl

Epiteloidni Hemangioendoteliom, susp. Angiosarkom ?
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Modern Pathology (2021) 34934-941
https//dokosg/10.1038/41 379020 007234 se kvenace

ARTICLE

Novel GATA6-FOXO1 fusions in a subset of epithelioid hemangioma EH napodobujicich EHE

Cristina R. Antonescu (' + Shih-Chiang Huang 7 - Yun-Shao Sung' - Lel Zhang' - Burkhard M. Helmke' -
Martina Kirchner" - Albrecht Stenzinger® - Gunhild Mechtersheimer*

kozni léze, hlava, krk
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e high-grade, nekrozy, prokrvaceni
solidni - neni vazoformativni

e Dif. Dg.: EH, EHE, karcinom (CK)...

e D

e | primarni | vS | sekundarni

-

@

' 8

. A.

ampl. MYC, FLT4; PTPRB

B

mut. PLCG1/KDR

CIC-LEUTX ; CIC mut. !
mladi lidé, visceralné, agresivni
solidni epiteloidni (vietenité)
nejsou vazoformativni

genova exprese jako CIC-DUX4
small cell Ewing-like sarkomy::




Epiteloidni vaskularni léze - SHRNUTI

biologicky, morfologicky a geneticky heterogenni
multifokalni - kiize, mékke tkané, prilehla kost

RTG nepiilis relevantni v predikci morfologie

histologie vsak nékdy nepiijemné PODOBNA

EH - vietenobunécny, atypie, nekroza, destrukce kortikalis !
genetika je uzite¢na - FOS/FOSB, CIC, CAMTAL, TFE3

Dif.Dg. - CA, epiteloidni SA, melanom, PECom, mezoteliom




Virchows Arch (2020) 476:17-28

Table 1

Genetic alterations in vascular neoplasms and useful immunohistochemical markers

Neoplasm

Genetic alteration (prevalence)

Immunohistochemical markers (sensitivity)

Epithelioid hemangioma |

20% cellular

WWTR1-FOSB }
subtype

ZFP36-FOSB
FOS-VIM
FOS-MBLNI
FOS-lincRNA
FOS-(unknown)

50% cellular
subtype

75% conventional subtype
100% ALHE subtype
10% cellular subtype

FOSB
FOS

Tufted angioma/kaposiform
hemangioendothelioma

GNA14 mutation (unknown)

No specific markers

Anastomosing hemangioma
Hepatic small vessel neoplasm
Lobular capillary hemangioma

? nearly

GNA14 mutation
100%

GNA11 mutation }
GNAQ mutation

No specific markers

Composite
hemangioendothelioma

PTBP1-MAML2 (rare)
EPC1-PHC2 (rare)

Synaptophysin (subset of aggressive cases;
unknown sensitivity overall)

Pseudomyogenic
hemangioendothelioma

SERPINE1-FOSB (? 55%)
ACTB-FOSB (? 45%)

E-pithelioid
hemangioendothelioma

WWTR1-CAMTA1 (85%)
YAP1-TFE3 (5%)

CAMTAL1 (85%)

FOSB (hearly 100%)

TFE3 (5%)

Post-radiation angiosarcoma

MYC amplification (100%)
FLT4 amplification (25%)
PTPBR mutation (45%)
PLCG1 mutation (15%)

MYC nearly 100%)

Primary angiosarcoma

Complex karyotype (? 25%)
KDR mutation (25%)

CIC rearrangement or point
mutation (10%)

No specific markers

ALHE angiolymphoid hyperplasia with eosinophilia




ne 2028 Accopted 1 July 2021

sekvenace

. . | | o ; (CAMTAL, WWTR1, TFE3,
unique epithelioid vascular neoplasm of bone characterize

by EWSR1/FUS-NFATC1/2 fusions YAP1, FOS, FOSB)

Nooshin K. Dashti' | Brendan C. Dickson®© | LeiZhang® | ZiyuXie’© | epitelOidniCh CévniCh léZi

Gunnlaugur Pétur Nielsen® | Cristina R. Antonescu®

RESEARCH ARTICLE WILEY

skelet
I:m- m ‘ MATC2 Cona destruktivni,
s agresivné rostouci

EWSR1 NFATC2

FUS Doman

vazoformativni , solidni
atypie, rhabdoidni

1 “ NFATC2 Doman

-\ \
NFATC2

napodobuje
EHS ERHE PMESCHETAS

o .. A%,
recidivy, nemetastazuﬂ -
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