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SUMMARY A rare case of malignant fibrous histiocytoma involving the whole eye is reported in an
Oriental 60-year-old man. Six months' follow-up after exenteration did not show any evidence of
local recurrence or distant metastases.

Malignant fibrous histiocytoma was first described by
O'Brien and Stout' in 1964. The orbit is a site of
predilection of this tumour.2 Litricin3 reported
fibrous histiocytoma of the corneosclera in a 65-year-
old woman, and Urdiales-Viedma et al.4 reported
pleomorphic fibrous histiocytoma of the corneo-
scleral limbus in a 72-year-old woman. To our
knowledge this is the first case of pleomorphic
malignant fibrous histiocytoma involving the whole
eye.

Case report

.A 60-year-old man was examined on 9 July 1985 in
the Department of Ophthalmology, JIPMER,
Pondicherry, with the complaints of gradually
increasing painless swelling under the left upper lid of
one year's duration and progressive loss of vision for
six months. Three months later there was gradual
protrusion of the same eye, with severe pain and
blood stained purulent discharge.

Examination of the left eye showed swollen lids
and matted cilia. On retracting the upper lid there
was a nodular swelling measuring 8.5 x 7 mm at the
superior limbus. The whole of the bulbar conjunctiva
was thickened, and the surface was irregular and
firmly adherent to underlying sclera. Cornea,
anterior chamber, iris, and lens were not identified.
A nodular greyish mass was seen through the des-
troyed cornea (Fig. 1). On palpation the orbital
margins were normal. The mass was tender and non-
compressible. The preauricular and submandibulbar
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lymph nodes were not enlarged. There was no
perception of light. Examination of the right eye
revealed immature senile cataract. The best correc-
ted visual acuity was 6/12 (Snellen's chart). The
intraocular pressure was 17*3 mmHg (Schi0tz tono-
meter) and the fundus was normal. Systemic examina-
tion did not show any evidence of secondary growths.
A complete haemogram revealed no abnormality.

X-rays of the orbits, optic foramina, and chest were
normal. A clinical diagnosis of ocular tumour was
made. Biopsy showed malignant tumour, but
categorisation could not be made as the specimen was
small. Exenteration of the left orbit was done on 28
August 1985.

HISTOPATHOLOGY
Macroscopic examination. The exenterated
specimen of left orbit measured 31 x29-2x28-7 mm.

Fig. 1 Swelling at the superior limbus. Greyish mass is seen
through destroyed cornea.
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Fig. 4 Histiocyte-like cells. A fair number ofinflammatory
cells are also seen. Hand E.

Fig. 2 Intraocular location oftumour withfoci ofnecrosis.
Tumour has come out ofcorneoscleraljunction infiltrating
the conjunctiva. Optic nerve also shows tumour infiltration.
Hand E.

There was an irregular nodular elevation under the
upper eyelid measuring 8-5x7 mm. The cornea was
completely ulcerated and was covered by necrotic
tissue. The optic nerve measured 3 mm. Transillumi-
nation was negative in all directions. The eyeball was
cut vertically. The cut section showed a lobulated
greyish white tumour measuring 24-4x21 Ox 18-6
mm. The tumour was soft to firm in consistency, with
foci of necrosis (Fig. 2). It occupied the whole eye,
destroying the uveal tract and retina completely, and
extended on to the optic disc. The lens was not seen.
The sclera was infiltrated by the tumour just behind
the equator on the inferior side and near the superior

Fig. 3 Spindleshaped cells arranged in astoriform pattern.
There are considerable numberofgiant cells and
inflammatory cells. Hand E.

limbus. The nodule under the upper lid, on cut
section, was continuous with the intraocular tumour
at the limbus.

Microscopic examination. The turnour showed a
variable histological pattern, having a storiform
pattern in some areas and pleomorphic appearance in
other areas. The tumour consisted of plump spindle
cells in fascicles around inconspicuous vessels (Fig.
3). These cells had abundant eosinophilic cytoplasm
with a round pale-staining central nucleus. In some
areas there were plump cells with pronounced atypia
mixed with a considerable number of histiocytes and
other inflammatory cells (Fig. 4). The giant cells had
multiple deeply staining nuclei and bright eosino-
philic cytoplasm (Fig. 5). Typical and atypical mitotic
figures were seen. Inflammatory cells, mainly plasma
cells and lymphocytes, were conspicuous in some
areas. Delicate collagen fibrils separated the tumour
cells.
The tumour cells on staining showed faint

positivity for neutral fat, but stains for glycogen
were negative. Special stains failed to reveal cross

Fig. 5 Pleomorphicgiant cells. Hand E.

865

 on M
ay 16, 2023 by guest. P

rotected by copyright.
http://bjo.bm

j.com
/

B
r J O

phthalm
ol: first published as 10.1136/bjo.71.11.864 on 1 N

ovem
ber 1987. D

ow
nloaded from

 

http://bjo.bmj.com/


M Mathew Krishnan, VK Kawatra, C Ratnakar, VA Rao, andA J Veliath

striations, ruling out a myogenic tumour. A diagnosis
of malignant fibrous histiocytoma infiltrating the
retina, uveal tract, conjunctiva, cornea, sclera, and
optic disc was made.

Discussion

Malignant fibrous histiocytoma is a primitive
mesenchymal tumour showing partial fibroblastic
and histiocytic differentiation; it occurs commonly in
late adult life.5 These tumours have a wide range of
histological patterns-for example, myxoid, inflam-
matory, angiomatoid, with formation of bone and
cartilage, pleomorphic, fibroblastic, xanthomatous,
and xanthogranulomatous.4 Orientals (2%) are less
commonly affected than Caucasians (91%) and
Negroes (7%).s These are seldom reported because
of rare occurrence in the eye.46 Males and females are
equally affected with orbital tumours,2 though
females are mainly subject to ocular tumours.3467
The present case was in an Oriental 60-year-old man.
The sclera and corneal stroma are usually resistant

barriers to the spread of tumour from episclera and
conjunctiva.! Litricin3 reported a case of fibrous
histiocytoma of the corneosclera which invaded the
iris, possibly following a perforation at the limbus
during sclerokeratoplasty 11 months prior to
enucleation. Delgado-Partida et al.6 reported a case
of malignant fibroxanthoma in which the ciliary body
was possibly invaded secondarily from the conjunc-
tiva. In our case it is difficult to pinpoint the site of
origin of the tumour. However, as the tumour is
mainly intraocular in location, it seems more plaus-
ible to think that this tumour arose from retina and,
after destroying the sclera and other structures, went

out at the superior limbus and presented as a nodule
under the upper lid.
The prognosis of malignant fibrous histiocytoma

depends on depth, size, and inflammatory com-
ponent.5 Recurrences are frequent after local
excisions.36 It is sometimes quite difficult on the
basis of the histopathology to predict biological
behaviour.2 Death from local extension and distant
metastases has been reported in malignant orbital
tumours.2 In the present case the history was of one
year's duration and follow-up of six months after
exenteration without local recurrence or distant
metastases. The clinical course so far has been
benign, though histologically the tumour is malig-
nant. The same condition has been observed by
Urdiales-Viedma et al.4
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