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Abstract

Haemangiopericytoma is a rare tumour of the pericytes. This is a report of two adult
Nigerians presenting with large orbital masses confirmed at histology to be
hacmangiopericytoma of the eyelid and orbit respectively. Massive proptosis in both
patients produced a clinical diagnostic dilemma. which was only resolved by

histopathological studies.
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Introduction

Hacmangiopericytoma i$ an uncormimon
tumour and its occurrence in the ocular
adnexac is cven more so. It is more
frequently  encountered in  the lower
extremitics and retroperitoneum, usually
occurring in middle-aged adults, with a
mean age of 42 years.! With the orbito-

ocular  tumour, patients present  with
progressive  proptosis,  palpable  mass,

diplopia, decrease in vision and varying
amounts  of  pain.  The onset and
progression are usually more rapid than
with  cavernous  haemangioma.  The
tumour arises from the pericyte, which
occupies a position outside the vascular
endothelial cell and in close apposition to
it in-eapillary and post-capillary venules.
We discuss the clinical pathological
findings in two Nigerian patients with

haemangiopericytoma, one of the lid and
the other of the orbit.

Case reports
Case |

A 3l-year old man presented with an 18-
month history of gradually increasing

sweliing in the  right  upper eyelid.
Systemic review and physical

examination were unremarkable. View of
the right globe was precluded by the huge
mass (figure 1). The left eye, with a visual
acuity (VA) of 0/6, was cssentfially
normal. A firm, non-tender, huge mass
was noted in the right upper cyelid. and
attached to the overlying skin with no
pulsations or bruits. The right orbital rim
was normal. Because it was difticult to
retract the eyelid, examination of the right
cye was only possible post-operatively,
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having a YA of 6f18 showing normal
cornea, anterior and posterior segments.
Orbital X-rays showed normal orbital
bones and outline. The mass was excised
with inadveriont partial rupture of the
capsule.  Histology  showed;  partially
encapsulated yellowish tumour measuring
4x3x3.5x2.5 centimetres, weighing 27
grams. Cnt seclion showed white and
yellow appearances.  Light  microscopy

{figure 7) showed a tumour composed of

sheets of ovoid to spindle cells arranged
in indistinet  {obules. There are thin
vascular spaces with tumour cells outside
the vessels and no arcas of sclerosis,

Casc 2

A 20-year olg woman presented  with
gradual.  painless  and  progressive
protrusion of the lefi oye, displaced
downwards  and inwards, of 2 years
duration. There was associated  pradual

vistatl loss with sa instial beiel period of

binocular diplopia. Past ccular history,
general systerie vevicw and examination
were nnicimarkabde, Best-corrected visual

were O 6/6 and OS  light
perception  only.  Ocular  examination
revealed an essentially normal right eye.
The left eye had a imassive proptosis with
medial wod anlenios displacement of ihe

acutlics

Fagrac [0l oveiid mess e Case ]
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globe of 25 millimetres. There was
exposure keratopathy, a formed anterior
chamber and a relative afferent pupillary
defect. The hazy cornea precluded
meaningful visualization of the posterior
segment. There was a palpable, firm, non-
tender, non-pulsatile mass in the superior
temporal quadrant of the left orbit, with
no bruits. We made a clinical impression
of a benign lacrimal gland tumour.

Plain orbital and skull X-rays showed
enfargement of the left orbit with a dense
soft tissue shadow supero-temporally and
excavation of the left lacrimal fossa. The
orbital bones did not have any defects or
abnormal  calcifications. A Computed
tomographic (CT) scan was not available.
The mass was excised en bloc. The
patient was last seen 2 months post-
operatively with OS VA of 5/60 and
features of optic neuropathy and no

obvious tumour recurrence.  Histology
showed;  nodular  fissue  measuring

5x4.8x3.8 centimetres and weighing 31
grams. The cut surface revealed a solid
tumour that is well encapsulaied. Light
microscopy  (ligure  3)  showed  an
encapsulated vascular tumour of fairly
regular spindie cells around thin vascular
spaces some of which have a stag-horn
patiern.

Figire 2: Sheets of ovoid to spindle cells
arranged in indistinet lobules witl i
vasciudar spaces (vight — H & £ x 25 left
reticufin x 25)
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Figure 4: A vascular tumour of fairly
regular spindle celis around thin vascular
spaces some with stag-horn pattern (right
—H & E x 25; left - reticulin x 25)

Discussion

Haemangiopericytoma s a rare tumour
arising from the pericytes and occurs
more frequently in the lower extremities
and retroperitoneal areas.” Its occurrence
in the nasal cavity has been reported.’
However, its occurrence in the eye and
periocular  tissues is  much  rarer.
Haemangiopericytoma has been reported
to have occurred in the orbit, 45 Jacrimal
sac, 68 Jacrimal gland, ? conjunctiva, 1.
superciliary, 2 and ciliary  body."
Hospital-based reviews of childhood
malignancies of the eye and orbit'* and
orbito-ocular tumours in Nigerians'> have
not specitically reported the occurrence of
haemangiopericytoma. More cases
reported in the orbit seem to have a
predilection for the superior orbit. Though
our pre-operative imaging techniques
were  restricted due to  cost and
unavailability of a CT scan, the physical
findings in the second patient were
suggestive of a likely origin of the tumour
in the lacrimal gland. However, not in all
cases can only ocular examination be
adequate in suggesting the tumour origin
since orbita] haemangiopericytoma has
been reported to simulate an intraocular
tumour.'®

Kapoor and co-workers have reported
haemangiopericytoma in the orbit of a 3-
year old, ' but it commonly arfects the
middle-aged with no sex predilection.
Here, our patients were aged 31 years and
20 years. The slow growing nature of the
tumour is seen in case 2 that presented
with a long history and a typically
gradual, painless, progressive proptosis.
The slow growth suggests a benign
neoplasm.  Haemangiopericytoma  is
usually well encapsulated but may be
partially encapsulated, and may be
aggressive and potentially malignant.'®
The malignant types have been reported
with systemic metastasis, especially after
incomplete  removal.  Its  biologic
behaviour is uncertain. An effort has been
made to determine the clinicopathoiogic
characteristics that may correlate with the
biologic behaviour.! The degree of
cellularity, nuclear atypia, mitotic activity,
tumour size and the presence of
haemorrhage and necrosis were evaluated.
The investigators did not find a basis for
firm conclusion with recurrence and
metastasis reported in all histological
types.! The lack of unequivocal
correlation  between the histological
features of haemangiopericytoma and its
clinical behaviour is consistent with the
unpredictable behaviour of this neoplasm.
Thus, a total excision is advised in order
to reduce the risk of recurrence. Likewise,
long-term follow- up is very important in
order to monitor and treat the patient for
any recurrences, which can occur even
later than 30 years after excision."”

Though the clinical and
histopathologic picture of our patients
seem that of the benign type, there is a
strong need for us to have a long follow-
up of these patients. This is usually a
difficult venture in our practice as patients
are soon lost to follow-up especially that
it is the dramatic cosmetic effect of
tumour excision is often the most
appreciated aspect of treatment. The
longer follow-up is that of 2 months in
our second patient. We, however, strongly
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