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Abstract

Hemangiopericytoma is a rare soft tissue tumor. Large malig-
nant hemangiopericytomas of the forearm are very rare. A patient with
a malignant hemangiopericytoma of the left forearm, measuring 14 x
13 x 10 cm, is presented as a case report. The tumor was excised with
wide margins to salvage the limb. Postoperative function of the hand
was unimpaired and no complications occurred. Amongst the previ-
ously reported cases, our case is one of the largest noted.
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Ozet

Hemanjiyoperisitom nadir bir yumusak doku tiimériidiir. Onkol-
da yerlesimli biiyilk hemanjiyoperisitomlar ise ¢ok nadirdir. Sol
6nkolda yerlesimli 14 x 13 x 10 cm boyutlarinda malign hemanjiyo-
perisitomu olan hasta olgu sunumu olarak sunulmustur. Kitle ekstre-
mitenin korunmas: amactyla genis sinirlarla eksize edilmistir. Ameli-
yat sonrasinda hastanin el fonksiyonlar1 tamdi ve herhangi bir
komplikasyona rastlanmadi. Daha 6nce yayinlanmus olgular arasinda
bu olgu en biiyiik boyutlara sahip hemanjiyoperisitomdur.

Anahtar Kelimeler: Hemanjiyoperisitom, malign, 6nkol

emangiopericytoma is a rare soft-tissue

tumor, arising from primitive perivascular

cells. It was first described by Stout and
Murray in 1942. Only 14 cases of malignant he-
mangiopericytomas have been reported in English
literature. The perivascular cells that form heman-
giopericytoma are believed to be the pericytes of
the capillaries, first defined by Zimmerman.' As
hemangiopericytomas do not have nerve elements,
they are painless. Most of the patients realize and
apply for treatment when they suffer from pain or
the masses enlarge to large measures. The nature
of the hemangiopericytomas cannot be predicted.
Apparent malignant forms which metastasise have
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been reported (up to 45% of some series). Presen-
tation on the forearm is rare, especially for the
malignant forms, and even more rare cases enlarge
to bulky masses on this localisation. A rare case of
a large malignant hemangiopericytoma of the fore-
arm is reported.””

Case Report

A 42-year old male patient presented with a
large mass on his left forearm. His history revealed
a small subcutaneous mass, which appeared 3
years ago on his left elbow. The mass had enlarged
to 4 x 3.5 x 3 cm and the tumor was excised by a
general surgeon 5 months prior to presentation to
our facility. Histopathologically, hemangiopericy-
toma was detected. Two months after the initial
operation, the lesion has recurred as a red-purple
mass, causing echymotic areas on the palm. On
presentation, the patient had a painless, immobile,
red-purple mass of 14 x 13 x 10 cm of the left
forearm. Neurologic and vascular examination of
the left upper extremity were normal (Figure 1).
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Figure 1. Preoperative anterior view.

Ultrasound showed a mixed echogenicity of
this soft tissue tumor, similar to hemangioma, lo-
calised in the left antecubital fossa, measuring the
same as the physical examination. The left sub-
clavian, axillary and brachial arteries and veins
were patent in the colour doppler US, but, the bra-
chial artery and vein were displaced, and the flow
pattern of the artery was diminished by the mass
effect of the tumor. The computerised tomography
of the antecubital region revealed a discrete soft
tissue mass, with necrotic and cystic degeneration
areas apparent on the superior pole, causing dis-
placement of the biceps muscle and brachial artery
and vein. The tumor was nonhomogenous and had
luminal opacities on the distal part, and invaded

the extensor carpi radialis longus muscle. No evi-
dence of bone destruction was seen on the tomo-
graphy. Chest radiographs, bone scans, abdominal
ultrasound showed no evidence of metastasis.

The patient was operated under general anaes-
thesia, dissection was performed after an elliptical
incision of a skin island measuring 10 x 6 cm. The
tumor was attached to the biceps muscle. The inci-
sions were extended proximally and distally and
the mass was seen as three lobules. The brachial
artery was distorted due to the mass effect, but was
not attacked. The artery and the median nerve were
dissected and the lesion was resected en bloc with
wide margins. Radical excision was not preferred
to salvage the limb (Figure 2). The skin was closed
primarily.

Histopathologic examination showed cell
groups, surrounding the thin layered vascular
structures. The tumor cells were uniform, round,
had oval nuclei and irregular cytoplasms. A low
rate of mitosis was also seen (Figure 3). Neither
local recurrence nor far metastasis were seen dur-
ing 1 year follow up, by the assessment of the pa-
tient with the previously mentioned preoperative
imaging studies (Figure 4).

Discussion
Hemangiopericytoma of the arm is a very rare
tumor. Although hemangiopericytomas may pre-
sent late as very large masses because they are
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Figure 3. Histopathologic examination (H.E. x 40).
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Figure 4. Postoperative 1 year.

painless and go unnoticed, malignant forms, ex-
ceeding 10 cm in measurement, located on the
extremities are even more rare. Depending on these
aspects and compared to the previously published
case reports, our case seems to be a very rare and
one of the largest hemangiopericytomas.’ The
largest malignant hemangiopericytoma ever re-
ported measures 9 x 10 x 15 cm.°

Differential diagnosis includes hemangioendo-
thelioma, glomus tumor, snovial sarcoma and fi-
brous histiocytoma. Histopathologic assessment is
essential for the accurate diagnosis.’

Malignant hemangiopericytomas often metas-
tasise, especially to lungs and the bones, but even
when no metastatic lesion is detected, increased
rates of mitosis and cellularity; focal necrosis and
haemorrhage indicates malignancy.” Our case also
had no distant metastatic lesions. The high metas-
tatic potential of hemangiopericytoma is due to the
close relationship of hemangiopericytoma with the
capillaries.>*’

The most appropriate treatment modality for
hemangiopericytoma is radical surgical excision.
The reports about the role of radiotherapy and
chemotherapy for the treatment of hemangioperi-
cytoma are controversial.” O’Brien and Brasfield
first reported that the tumor was resistant to radio-
therapy and chemotherapy, like Kinnard et al and
recommended wide excision.'”"" However later
studies documented tumor response to doses
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greater than 45 Gy.'”'* Dube and Paulson and Jha
et al claimed success of radiotherapy for total cure
following surgical excision, especially for the me-
tastatic foci.'>"> Though chemotherapy is accepted
to be ineffective, partial or short-term remission of
metastatic lesions with doxyrubicin and successful
control of metastatic foci in a child using actino-
mycin D, cyclophosphamide, vincristine and
methotrexate have been reported.'®"’

Local recurrence of epidural and retroperito-
neal tumors after curative excision is reported to be
high, on the contrary to the ones located on the
extremities. Five-year survival rates are reported to
be 71% totally, though; no recurrence has been
reported, for the 5-year follow-up, for the cases
that had undergone radical excision of the tumor,
located on the forearm. No additional therapy is
planned for our case after the surgical intervention,
and recurrence has not occurred during the last 1-
year follow up. As the biological nature of this
tumor is unpredictable, and recurrences after 5-
year tumor-free follow up have been reported,
close clinical follow up should exceed 10

2,389
years.”"

The presented case in here is the largest he-
mangiopericytoma of the forearm. Though radical
surgical excision is the optimal treatment, wide
marginal excision was performed to salvage the
limb with all the functions intact. The previous
studies indicate that although there is a high rate
of metastasis, metastatic lesions can be cured
easily with radiotherapy. The patient has no re-
currence at the end of the first postoperative year,
and full functions of his hand; but still under
close follow-up.
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