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ABSTRACT
Epithelioid hemangioendothelioma (EHE) is an extremely rare sarcoma whose target may be different organs, including
soft tissue. The spectrum of the disease is highly variable between indolent and aggressive with extended metastases.
Herein, we report a case of epithelioid hemangioendothelioma in the left forearm that progressed quietly for ten years
before local and distant metastases appeared. Our case report aims to insist on the interest in the management of such
tumors at an early stage because of the possible evolution toward metastasis, even after several years of asymptomatology.
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INTRODUCTION
Epithelioid hemangioendothelioma (EHE) is an
extremely rare sarcoma and, as such, may pose a
clinical dilemma based solely on its rarity. In addition,
the spectrum of the disease is highly variable between
indolent and aggressive with extended metastases [1].
Herein, we report a case of epithelioid
hemangioendothelioma in the left forearm that
progressed quietly for ten years before local and distant
metastases appeared.

CASE REPORT
A 38-year-old female presented for dermatological
consultation with multiple tumors on the scalp evolving
for the previous eight months. Her medical history was
insignificant except for a tumor on the left forearm,
neglected by the patient, having evolved for the last
ten years and having gradually increased in volume.
The evolution was marked during these last months
by the appearance of pain in the tumefaction of the
forearm as well as motor and sensory disorders of the

same upper limb. She also presented a notion of weight
loss calculated at 10 kg with asthenia. A general clinical
examination found a cachexic and dyspneic patient. At
the scalp level, the patient presented several ulcerated
nodules, painful on palpation, with raised edges and
indurated bases. The largest nodule measured 4 cm
in its long axis (Fig. 1). On the left forearm, there
was a tumor, soft and very painful, fixed at the deep
plane. A neurological examination revealed a defect
in the finger spacing capacity and in the overall grip
of the hand. The rest of the clinical examination
was unremarkable. A deep biopsy of the tumor from
the forearm performed by traumatologists revealed
an epithelioid hemangioendothelioma with foci of
necrosis. A scalp biopsy confirmed skin metastases of
the same malignant process. The rest of the extension
assessment, which included cerebral and thoracoabdominal CT scans, showed a secondary localization
in the lungs (Fig. 2). MRI of the upper left extremity
revealed a tissue mass in the anterior compartment
of the forearm with bone invasion (Fig. 3). Although
chemotherapy was recommended, the patient’s
condition deteriorated and she died the following
month.
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DISCUSSION
EHE develops from vascular endothelial or preendothelial cells and any site in the body (bones, soft
tissue, and other organs: lungs, liver, spleen, brain,
breasts, heart) may be a target for the disease [2,3].
Epithelioid hemangioendothelioma (EHEM) of soft
tissue is rare and is observed in middle-aged adults,
rarely during childhood, and in both males and
females [4].

Figure 1: Several ulcerated nodules with raised borders in favor of
skin metastases.

Figure 2: Secondary localization in the lungs.

The spectrum of the disease varies greatly between
indolent and aggressive with widespread metastases [1].
It is characterized by clinical latency with a consultation
time of up to ten years or more in one third of
patients [5]. Occasionally, a patient may present with
systemic manifestations such as weight loss and anemia,
as in our patient [2,6]. Patients who are symptomatic
or have a metastasis on presentation have a worse
prognosis [7]. Histologically, it is an angiocentric
vascular tumor consisting of epithelial endothelial cells
in a fibro-myxoid stroma [5]. Some histological signs
are correlated with a more aggressive tumor evolution
and are found in 30% of cases of HEE: the presence of
atypia, foci of necrosis, mitosis > 1mitosis per 10 fields
under high magnification (40×) and foci of spindleshaped cells [4,5,7]. In our case, large foci of necrosis
were present. The treatment varies depending on the
grade of malignancy. The treatment of low-grade forms
of malignancy is essentially based on marginal resection
with strict monitoring. In multicentric forms, adjuvant

Figure 3: A tissue mass in the anterior compartment of the forearm with bone invasion: a periosteal reaction with a cortical rupture at the ulna
and a compassion of the ulnar and median nerves (white arrows).
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radiotherapy is indicated and seems to be effective. For
high-grade forms of malignancy, the treatment consists
of more radical surgery, while for aggressive multifocal
forms, polychemotherapy has been used yet without
efficacy [7]. New targeted agents such as pazopanib
and afatinib have demonstrated anecdotal efficacy [1].
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