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DISEASE:
Epithelioid hemangioendothelioma

NAME: Epithelioid hemangioendothelioma

DESCRIPTION:

A rare vascular tumor characterized by a solitary lesion in the superficial or deep soft tissue of the 
extremities, most often originating from a small vein as a fusiform intravascular mass also infiltrating 
surrounding tissues. It is composed of epithelioid endothelial cells arranged in short cords and nests in a 
myxohyaline stroma. Patients present with an often painful nodule which may be associated with edema or 
thrombophlebitis. In classic epithelioid hemangioendothelioma lacking atypical histological features 
metastatic rate and mortality are low.

ORPHACODE: 157791

XREF(S):
Orphanet
MeSH
ICD-10

ANALYTE(S):

TFE3
CAMTA1
YAP1
WWTR1
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RELATED CONTENT

Related Genetic Tests 

Epidermal nevus syndrome (gene panel)

Related Laboratories 

Centrum Menselijke Erfelijkheid - KUL

Related Analytes 

calmodulin binding transcription activator 1
transcription factor binding to IGHM enhancer 3
WW domain containing transcription regulator 1
Yes1 associated transcriptional regulator

Related Gene Panels 

epidermal nevus syndrome (65 genes) - KUL
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