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Introduction:-

Epitheloid hemangioendothelioma (HHE) is a rare mesenchymal tumor of vascular differentiation, which develops,
like angiosarcoma, to caricature endothelial cells. However, its histological aspect is particular because tumor cells
adopt an epithelial cell morphology, hence the term "epitheloid” (Weiss and Enzinger, 1982). Currently, it is
considered a malignant vascular tumor. HEE mainly occurs in the bone, lung, and liver. Skin localization is rare. We
report the observation of a 57-years-old patient, who is presented with a cutaneous epitheloid
hemangioendothelioma of the left buttock with a 1-year follow-up without recurrence.

Case report:-

Mrs. H.B 57-years-old, with no notable pathological history, is presented for a nodular lesion in the left buttock
evolving for 3 years, gradually increasing in size and evolving in a context of conservation of the general state.

The clinical examination objectified a bulky mass of 10 cm of the long axis, ulcero-necrotic, with serum outcome,
slightly painful on palpation, fixed to the deep plane (Fig 1). The rest of the clinical examination was without
particularities: no other associated lesions or palpable lymphadenopathies.

A biopsy was done revealing an aspect of malignant neoplastic process evoking an epitheloid
hemangioendothelioma. A large excision was performed (Fig 2) associated with an immediate direct closure (Fig 3).
An anatomopathological study of the excision piece showed a hyperplastic epidermis. The reticular dermis had a
fibrous appearance and was the site of a cell proliferation made of cells with abundant cytoplasm, epithelioid
appearance and regular nucleus with an intracytoplasmic vacuole. The suspected vascular nature was confirmed by
an immunohistochemical study. These cells had an antigenic profile of endothelial cells: CD31 +, CD34 +. In
conclusion, it was an epithelioid endothelial cell proliferation realizing the appearance of an epithelioid
hemangioendothelioma. The extension assessment including a thoraco-abdomino-pelvic scanner did not show any
secondary hepatic or pulmonary localizations. The postoperative follow-ups were simple. With a one-year follow-
up, we didn't note any locoregional recurrence or distant metastasis.
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Discussion:-

Epitheloid hemangioendothelioma (HEE) is a rare tumor of vascular origin. The term HEE was originally proposed
by Weiss and Enzinger in 1982 (Weiss and Enzinger, 1982) to refer to a heterogeneous group of vascular tumors
with clinical, histological and progressive features that are intermediate between hemangiomas and angiosarcomas.
Its etiology is to date unknown. According to the latest classification from the International Society for the Study of
Vascular Anomalies (ISSVA) in 2018, HEE is classified as one of the malignant tumors. It represents 1% of
vascular tumors. In more than 60% of cases, it initially affects only one organ, mainly the liver (34%), the bones
(21%), or the lungs (19%) (Lau and al, 2011). The localization in soft tissue is rare. Our observation is particular by
its cutaneous localization. HEE has no predilection for the skin, 23 cases of HEE localized at this level have been
reported (Fenniche and al, 2004). It's observed in middle-aged adults, rarely in childhood and both in men and
women (Bardouni and al, 2014). HEE is characterized by clinical latency with a consultation time of up to 10 years
or more in one third of patients (Enzinger 2001, Fletcher 2002). Typically, patients with HEE present infiltrating
masses, uninodular or multinodular, of dermal or subcutaneous site, the growth of which takes place very slowly.

These masses sit in most cases at the distal ends. The head, neck, thorax and abdomen have also been reported as
sites of origin of the tumor (Bardouni and al, 2014). In our case, it was a localization in the buttock hence the
originality of our observation. HEE is defined histologically as an angiocentric vascular tumor. The tumor cells are
epithelioids, more rarely spindle shaped, with an atypical nucleus, often vesicular, with a small nucleolus, rarely in
mitosis and the cytoplasm sometimes contains a vacuole containing hematemia (vascular differentiation at the
cellular level). These cells are arranged in spans, cords or islets, in a myxoid or hyaline background. The
intracytoplasmic vacuole can be large and compress the nucleus, creating cell appearances in a kitten ring.
Territories of necrosis, calcifications/ossifications, giant multinucleated cells, hemosiderin deposits and an
inflammatory infiltrate can be seen (Chenard and al,2016). The immunohistochemical study is a great help to
confirm the endothelial nature of HEE. Indeed, the positivity of the labeling of tumor cells with anti-CD34, anti-
factor VIII and anti-CD31 (more specific but more discreet) antibodies enables the diagnosis to be made (Hajji and
al,2002). In a third of cases, one can observe a positivity for cytokeratins. A cytogenetic study of 2 cases of HEE,
localized in the liver and soft tissues, made it possible to highlight the presence of a translocation between
chromosomes 1 and 3 (t (1; 3) (p36.3; g25 ) which seems to be potentially characteristic of HEE (Hannachi 2005,
Mendlick and al 2001) Unfortunately, we were unable to carry out the cytogenetic study in our context. Multifocal
localizations of HEE are rare and have a poor prognosis. The extension must be carried out in all cases. In our case,
no extra-cutaneous localization was found.

Although most of these tumors behave indolently, 20-30% of cases have a metastatic course and 15% of patients die
from this condition. Cases of partial spontaneous regression are described (Sardaro and al, 2014). Overall survival is
73% at 5 years (Antonescu, 2014). The prognosis is worse in the case of multi-organ localization. Morphological
criteria were proposed by Deyrup and al (Deyrup and al, 2008) to separate HEE into two groups, low and high risk
(criteria not valid for multifocal and visceral presentations): tumor size> 3 cm and> 3 mitoses / 50 HPF. Patients
whose tumor has these characteristics have a 5-years survival rate of 59%, compared to 100% survival for patients
whose tumor doesn't have these characteristics.

The treatment of HEE isn't well codified. Surgery is particularly difficult because of the poor peripheral delimitation
of the lesion and the diffuse infiltration of the muscles, tendons and underlying vasculo-nerve structures. Thus, the
resection must be as wide as possible (Dhawan and al, 2007). This is what has been achieved in our patient.
Recombinant interleukin 2, a derivative of T-cell lymphokines, has been successfully tested (Dhawan and al, 2007).
Adjuvant radiotherapy is especially indicated in multicentric forms and seems to be effective. Multi-drug therapy
used in aggressive multifocal forms has no clearly demonstrated efficacy (Hajji and al , 2002).
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Figure 3 : Excision of the tumor and immediate direct closure.
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Conclusion:-

HEE in soft tissue is a rare malignant tumor of vascular origin. It thus involves a risk of local recurrence, lymph
node invasion and metastasis from a distance. Its clinical expression is generally rough. The diagnosis is based on
the histological and immunohistochemical study. Therapeutic management remains poorly codified. However, the
treatment is essentially surgical and must be as conservative as possible.
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