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Fig. 4 Gross specimen of case 3: left, covered by a thin
capsule; right, the cut section of the specimen showing a
fleshy, lobulated appearance.

Microscopically the tumour was composed of
highly cellular tissue. It was surrounded by a dense,
hyalinised, fibrous tissue capsule of variable
thickness on most of the surface. It was divided into
lobules of varying sizes by fibrovascular septa which
extended from the capsule. The cells were round to
polyhedral in shape and had vesicular nuclei, with
folding of the nuclear membrane and pale eosino-
philic cytoplasm and indistinct cell margins. The
tumour cells surrounded the vascular spaces, which
had a distinct endothelial lining (Fig. 5). Reticulin

Fig. 5 The tumour cells surround the vascular spaces. (H
and E, X360).
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Fig. 6 The reticulin stain emphasises the capillary element.
Reticulin fibres envelop the tumour pericyte. (Reticulin,
x80).

stain disclosed that the cells proliferated outside the
reticulin sheath of the capillaries (Fig. 6). The walls of
the vascular spaces were distinct in some areas and
collapsed in others. The frequency distribution of
mitotic figures was very variable in different fields of
the same section but on the average it was 1-5 per
high-power field. The breast lump was identical to
the orbital lesion (Fig. 7).

Discussion

Haemangiopericytoma is believed to arise from the
pericytes of Zimmermann, which are found round
the blood capillaries and postcapillary venules of
practically all types of tissues.” The tumour is seldom
painful. It is usually noticed because of rapid
growth,® which was seen in all 3 of our cases, or
because it appears at the site of previous trauma,® as
in our third case.

In approximately 50% of cases the tumour either
recurs or metastasises. However, the estimated
metastasis rate as reported varies from 12 to
45% .**~'* The most common sites for metastases are
lung, bones, mediastinum, and liver.® Regional
lymph nodes are commonly invaded. In the present
series in case 3 there was metastasis to the breast
within one year. This seems to be the first reported
case in which the metastasis was to the breast.
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Fig. 7 Metastasis in breast. Mitotic figures are evident.

(H and E, x320).

The recurrence rate varies with the primary site of
the tumour, being 80% for tumour within the central
nervous system to 50% for the musculoskeletal
system. Primary haemangiopericytoma of lung and
mediastinum shows early recurrence in 36% of cases
within one year, whereas that of orbit, oral, and nasal
cavities and sinuses shows recurrence in 4:7% of
cases within one year, 19% within 5 years, and 33%
above 5 years.! The recurrence of primary orbital
haemangiopericytoma depends also on the type of
management. Backwinkel and Diddams' had
recurrence in 22% of cases after surgery, 13-:3% after
radiotherapy, and 14-8% after surgery and radiation.

However, in our series the first case enjoyed a
lengthy period of freedom for 22 years. The second
case showed recurrence after 6 years and thereafter
very frequently, while the third case had the first
recurrence within 4 months.

The tumour is relatively radioresistant, and wide
surgical excision is the treatment of choice.! As we
had many problems in the first case, the third case
was subjected to radiation at the first recurrence.
Though the proptosis subsided, she developed
radiation sequelae in the form of perforated corneal
ulcer.

127

Orbital haemangiopericytomas are generally
encapsulated, but at times show high cellularity and
many mitoses that indicate the potential of the
tumour for recurrence if incompletely excised.
Enlarged orbital dimensions in x-ray studies as well as
encapsulation indicate a long growth period.* Wide
surgical excision without rupture of the tumour’s
capsule is obligatory if recurrence is to be avoided.?

The prognosis for haemangiopericytoma is some-
what better than that for haemangioendothelioma,
which has a metastasis rate of at least 56%.° The
better prognosis in these cases may be due to the fact
that the tumour cells proliferate outside the capillary
reticulin sheath. Some workers have tried to base
prognostic criteria on histopathology, depending on
the degree of cellularity, cellular pleomorphism and
frequency of mitotic figures, while others consider
that prognostication on the basis of histopathology is
misleading.?* It is difficult to comment on this
question on the basis of only 3 cases. However, we
tend to agree with the latter workers, because the
microscopic picture was quite variable from section to
section and in different areas of the same section. In
our cases there was hardly any morphological dif-
ference at microscopy between tissues from case 1,
who had been having locally recurrent tumour for the
last 30 years, and tissues from case 3, who developed
recurrence and a distant metastasis within 4 months
of diagnosis.
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