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INTRODUCTION

Haemangiopericytomas have been
reported in almost all anatomic sites, but the
tumours reported in the extremities or in the
intramuscular ~ locations ~ with  atypical
histological features and malignant behaviour,
are rarel. Tumours involving the extremities,
pelvis, head and neck, back, retroperitoneum
and abdomen  have  been = reported
previously?34. Haemangiopericytoma are a
variety of soft tissue sarcomas which are
vascular in origin and consist of pericytes®.
Malignancy in  haemangiopericytoma is
predicted from large tumour size, presence of
necrosis, increased cellularity and over 4
mitosis per high power fields suggested by
Enzinger and Smith®. However, tumour
behaviour and the occurrence of distant
metastasis may clinically be the only way to
confirm the malignant nature of the tumour.
Metastasis or local recurrence may take several
years to develop”:

CASE REPORT

A 77 year old male presented to surgical
department, Combined Military Hospital
Rawalpindi with a huge swelling over the left
gluteal region for the past 30 years. Initially it
was a small swelling about the size of a table
tennis ball which the patient noticed after blunt
trauma to the left gluteal region. It was not
associated with pain, fever, night sweats and
did not hamper the daily activities or
movement of the patient. About two years ago,
it rapidly increased in size and became painful.
The pain was dull, continuous, non- radiating
and aggravated by pressure over the swelling.
Patient did not have history of any other
swelling in the body. He also gave a history of
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20 kg weight loss during 2 years and of
chewing tobacco for the last 40 years.

On examination, there was a non tender,
firm, hemispherical swelling measuring 30 cms
in diameter over the left gluteal region. Its
margins were ill defined, overlying skin was
mobile with dilated superficial veins and
temperature was slightly raised. It was fixed to
underlying muscle, non- compressible, non-
pulsatile, non- fluctuant, non- reducible and did
not transilluminate. Distal neurovascular status
was intact and there was no inguinal
lymhadenopathy.

A provisional diagnosis of soft tissue
sarcoma was made and the patient was
admitted for further workup. Chest X Ray (PA
view) showed multiple canon ball opacities in
both lung fields (Fig 1). CT scan of the chest,
abdomen and pelvis was done to see the
relationship of the tumour with bone and to
look for metastases. The tumor had no
anatomical connection with the underlying
pelvic bones. Nodules representing metastases
were seen in the lungs (Fig 2). An incision
biopsy was done and histopathological
examination was carried out at Armed Forces
Institute of Pathology, Rawalpindi. Microscopi-
cally, the tumour was composed of plump to
spindle shaped cells arranged around blood
vessels. Some areas had myxoid background.
Tumour was strongly positive for CD 34.
Cellularity and areas of necrosis were strongly
in favour of malignant haemangiopericytoma.

Since the tumor had already metastasized
to the lungs, surgery was not an appropriate
treatment option. We referred the patient to the
oncology team for opinion regarding chemo/
radiotherapy. Unfortunately, the patient was
lost to follow up.

DISCUSSION

Malignant hemangiopericytoma arising
from the pericytes are a rare soft tissue tumors
of perivascular origin!. Literature shows that
these tumours are more common in the lower
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Fig. 1: Chest X ray showing multiple cannon ball opacities.

Fig. 2: CT scan showing nodules in the lungs.

extremities, followed by retroperitoneum and
other sites’. Our patient had metastatic
haemangiopericytoma involving the left gluteal
region, which is in keeping with this
observation. Clinically, they are slow growing
tumours. Though the presentation is similar to
soft tissue sarcomas, as in the case described,
histopathological findings are charactesistic and
clinch the diagnosis. On a microscopic level,
they consist of tightly packed cells around thin-
walled, endothelium-lined vascular channels
ranging from capillary-sized vessels to large
gaping sinusoidal spaces. Haemangiopericy-
tomas are highly malignant tumors and
generally metastasize to lungs, bones, liver,
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and lymph nodes, with rates ranging from
11.7% to 56.5%.8 Pulmonary metastases are
usually  considered fatal due to the
pneumothorax and haemothorax complicating
them?/10,

Surgery is the main treatment modality for
soft tissue sarcomas but combined radi-
chemotherapy is recommended for metastatic
disease as well as recurrent and initially
inadequately excised tumours’. Chemotherapy
and radiotherapy are often required for the
treatment of malignant hemangiopericytomas!!.
Both the primary tumour and metastasis are
chemosensitive; methotrexate, actinomycin D,
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cyclophosphamide and vincristine have been
used with some success in various
combinations!2. Sensitivity to radiotherapy
remains poor, though this treatment modality is
also used in some cases!3.

CONCLUSION

In patients presenting with painless slow
growing lumps over the extremities,
haemangiopericytoma should be considered as
a possible etiology. Every effort should be made
to confirm the diagnosis timely since surgery
can be curative in early disease.
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