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Fig. 4 Recognisable but partly
necrotic ciliary process on one side
oftumour. (H and E, x 14).

a bacterial or fungal infection either preoperatively or
from the tissues taken from the retrobulbar space at
operation.

Secondly, if a tumour was present, in the absence
of other pathology the signs of acute orbital cellulitis
could mean extraocular spread, especially in view of
the rapidly increasing proptosis. If an extraocular
spread was assumed, the question of an exenteration
arises. While CT scan of this case did not show a
discrete retrobulbar mass, there was thickening of the
wall of the globe, and there was still a possibility that

Fig. 5 Part ofthe choroidal 'foot'
ofmelanoma and part of 'head of
mushroom', both showing necrosis.
(Hand E, x14).
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spread of a tumour had mostly been confined to the
plane of the sclera. In the event our more conserva-
tive approach of enucleation was justified.

Ocular inflammation as the presenting feature of
malignant melanoma is well documented. Fraser and
Font' reviewed 450 eyes enucleated for malignant
melanoma and listed 22 patients with choroidal or
ciliary body malignant melanoma which presented
initially with ocular inflammation, 8 of them as
panophthalmitis. They also listed 13 patients who
presented with intraocular haemorrhage as the initial
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Intraocular melanoma, diabetes, and Turner's syndrome: presentation with proptosis

Table 1 Review of reported cases ofchoroidal melanoma with panophthalmitis and proptosis

A lthor Case no. Sex, Age Extraocular and inflammatorv signs Tumour extension

Reese et al.' 2 F. 23 Lid oedema, chemosis, proptosis None
Reese et al.' 5 F. 58 'Swelling, inflammation', proptosis To orbital bones and sinuses
Reese et al.' 7 F. 48 Lid swelling, chemosis, 'exophthalmos' To orbit
Reese et al.' 13 M. 69 Hyvpyon, proptosis, globe immobility To orbit and sinuses
Kline et al.' M. 63 Lid oedema. chemosis, proptosis I1 mm None
Fraser and Font' 3 M, 66 'Orbital cellulitis', proptosis None
Zimmerman and McLean' 29 M. 58 Hypopyon, orbital inflammation, proptosis Posterior epibulbar nodule
Bucklev and Cheng F. 32 Hypopyon, hyphaema, lid oedema, chemosis, proptosis 8 mm, globe immobilitv None

sign. In only 1 of their patients was proptosis a
significant feature and extensive necrosis was thought
to be the cause of the acute panophthalmitis.
Reese et aF reviewed cases of malignant melanoma

presenting with signs of inflammation and described 2
groups according to whether there was 'mild necrosis
in the tumour which generally had mild inflammation,
or 'coagulation necrosis' which was associated with
more severe inflammation. In the latter group he
described 17 patients presenting with more marked
inflammation and 4 of these patients also had prop-
tosis. The pathology of this group was characterised
by massive necrosis of tumour tissue and fonnation of
cystic spaces. Two of the 4 cases had extraocular
spread into adjacent bony structures.

In a later publication Reese3 described 6 cases of
malignant melanoma of the choroid which underwent
necrosis and presented with signs of panophthalmitis
and proptosis; all had extraocular extension.
Zimmerman and McLean in reviewing a number of

Fig. 6 Necrotic central mass. (H and E, x382).

untreated malignant melanomas with metastases also
reported a case of proptosis associated with orbital
inflammation, hypopyon, and uveitis, but their case
also had a posteriorly placed epibulbar nodule which
was evidently a local extension. Only Kline et al.5
reported a similar case of intraocular haemorrhage,
panophthalmitis, and severe proptosis (11 mm) with-
out extraocular spread, but this case was complicated
by having been hit by a bottle above the affected eye
12 hours previously.

It would seem that, while ocular inflammation,
haemorrhage, and panophthalmitis may occur as an
uncommon way of presentation of uveal malignant
melanoma, proptosis is more often associated with
extraocular spread but may rarely be a prominent
feature of a necrotic uveal malignant melanoma
without any spread of the growth outside the globe
(Table 1). The mechanism of acute panophthalmitis
and orbital cellulitis is not known but is probably
associated with thrombophlebitis and occlusive
vasculitis, which may have an autoimmune basis as
postulated by Reese.3
From the clinical point of view, when a malignant

melanoma gives rise to panophthalmitis and proptosis
a CT scan may distinguish between cases with and
without extraocular spread. If no retrobulbar mass is
demonstrated, enucleation with biopsy of orbital
contents and not exenteration should be the opera-
tion of choice.

We thank Dr D. R. Barry for examining and reporting on the
histological material. Mr D. Barbour for photography, and Miss J. E.
Sawyer for secretarial help.
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