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Abstract

Case Report

Hepatic epithelioid hemangioendothelioma (HEH) is an extremely rare tumor of vascular origin. The disease can
manifest itself in several symptoms and can be diagnosed by ultrasound, CT scan and MRI. Hepatic capsular
retractions due to extensive fibrosis can be identified by CT and MRI. There is no consensus on the treatment of
hepatic epithelioid hemangioendothelioma, which ranges from liver resection, hepatectomy, liver transplantation. This
case report presents a 45-year-old woman who presented with hepatic epithelioid hemangioendothelioma diagnosed
after the onset of jaundice.
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INTRODUCTION
Epithelioid hemangioendothelioma (HEH) is
an angiocentric vascular neoplasm of soft tissue,
characterized by proliferation of endothelial cells with
an epithelioid morphology. It can involve lung and
mediastinum, thyroid, peritoneum, lymph nodes, bone,
palate and liver. We report a case of a patient who
presents with an epithelioid hemangioendothelioma
discovered by a cholestatic icterus [1].

CASE REPORT
We report the case of a 45-year-old woman
with no specific medical history. She presented with
right hypochondrial pain dating back to 3 months, along
with progressive cholestatic jaundice. On interrogation,
a weight loss of 5 Kg was found.
The biological assessment showed a serum
bilirubin level of 28 mg/L, hepatic cytolysis
(transaminases levels at 3 times normal), and
prothrombin level of 92 %. Tumour markers were not
elevated.
A CT scan showed a normal sized liver, with
hypodense nodular formations weakly enhanced after
contrast. These lesions are confluent and located in the
left liver as well as certain segments of the right liver;
and suggest at first, the aspect of hepatic metastases, but
no primary tumour was found. (Fig: 1 and 2).

Fig-1: Abdominal CT scan showing confluent hypodense nodular
formations of the right and left liver

Fig-2: Abdominal CT scan showing the tumor with capsular
retraction
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An ultrasound-guided biopsy was performed;
the histological and immunohistochemical profile was
in favour of an epithelioid hemangioendothelioma, with
a positive endothelial marker (anti ERG antibody) and a
negative epithelial marker (anti CK7 antibody).

DISCUSSION
Epithelioid hemangioendothelioma is a rare
primary liver tumor of mesenchymal origin. It usually
affects middle-aged subjects (average age: 45) with a
slight predominance of women (sex ratio: 3/2), with a
reported incidence of one per million population [2].

resections, liver transplantation, tumor embolization,
chemotherapy and radiotherapy, thermoablation,
percutaneous ethanol injection, and even follow-up
without any therapy. In a study of 286 HEH patients, 71
were not given any treatment and the reported mortality
was more than 50%. Hence, a “no treatment” or “wait
and see” strategy is not feasible. Liver transplantation is
an accepted treatment option for HEH and is associated
with excellent outcomes. [7-9].
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There are no clear risk factors for the
development of HEH.
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