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= Case Report

Unusual presentation of ciliary body melanoma - a case report
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Abstract

Background: Ciliary body melanoma rarely grows transclerally by direct extension and can
metastasize locally into the orbit or conjunctiva. Objective: To report a case of ciliary body
melanoma presenting clinically as a mass in the lacrimal gland region. Case: A 40-year-old female
presented to the ophthalmic out-patient department with the complaint of a swelling in the right
upper and outer lid region for 4 years. Ocular examination revealed a phthisical right eye. A firm,
non-tender mass was palpable in the temporal quadrant of the right supraorbital region.
Ultrasonography showed retinal detachment of the right eye. The CT-scan of the orbit was
reportedly suggestive of a right lacrimal gland mass. Superolateral transperiosteal orbitotomy was
planned for excision of the lacrimal gland mass. Intraoperatively, a well defined mass arising
from the supero-temporal region of the right globe was noticed. The procedure was converted to
enucleation of the right eye. Histopathological examination of the mass showed features of ciliary
body melanoma. Conclusion: Extrascleral extension of ciliary body melanoma can present as a
mass in the lacrimal gland region.
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Introduction

Ciliary body melanoma is a subtype of uveal melanoma.
Uveal melanoma, which is the most common primary
malignant intraocular tumor, is classified depending on
the site of its origin. It is called anterior when the tumor
arises in the iris, and posterior, when it arises in either
the choroid or the ciliary body.'

Studies have shown that the incidence of primary
intraocular melanoma is around 4.3-6 cases per 1 million
population. Ciliary body melanoma is quite rare and
represents about one tenth of all intraocular
melanomas.>?

Ciliary body melanoma usually remains intraocular. The
usual site is behind the iris diaphragm, and it normally
does not show extraocular extension. But since the eye
has no lymphatic vessels, it can sometimes disseminate
hematogenously and spread preferentially to the liver.*
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Less frequently, ciliary body melanoma can grow
transsclerally, through emissary channels, and can
metastasize locally especially into the orbit and
conjunctiva.’

Some ciliary body melanomas can show diffuse growth
patterns and can extend around the entire circumference
of the ciliary body. Such melanomas have a greater
tendency to grow extrasclerally.®

We report a case of ciliary body melanoma presenting
clinically as a mass in the lacrimal gland region.

Case report

A 40-year-old female presented to the ophthalmic out-
patient department with the complaint of a swelling in
the right upper and outer lid region for 4 years. The
mass was initially pea sized and gradually progressed.
It was initially painless but since past few months it
was associated with pain. There was no history of
trauma or forward bulging of the eye. There was a
history of pain and redness in the right eye 7 years
back leading to loss of vision.

287



Ocular examination revealed a phthisical right eye with
the visual acuity of no perception of light. A 20 x 10
mm, firm, round, non-tender and smooth mass was
palpated in the temporal quadrant of the right
supraorbital region. Examination of the left eye was
within normal limits.

Ultrasonography showed retinal detachment of the right
eye. The CT-scan of the orbit showed a 21 x 10 mm
soft tissue density mass in the right lacrimal region
abutting the superolateral aspect of right globe. A
provisional diagnosis of lacrimal gland tumor was made.
Systemic evaluation and investigations were within
normal limits.

A superolateral transperiosteal orbitotomy for excision
of the mass was planned under general anaesthesia. A
curvilinear incision extending from the lateral side of
the right eyebrow to 15 mm from the lateral canthus
was made. The periosteum was elevated and the mass
identified.

The lacrimal gland was found to be normal. A well
defined, round and smooth mass measuring
approximately 20 x 10 mm was noticed arising from
the supero-temporal aspect of the right globe. The
operative procedure was changed to enucleation.
Enucleation of the right eye was performed and the
eyeball was subjected for histopathological examination.

Gross examination revealed a tumor originating from
the superior aspect of the eyeball measuring 20 mm in
the greatest diameter and occupying whole of the
superolateral aspect of the eyeball. Cut surface of the
tumor was solid and grey white with focal brownish
discoloration.

Microscopic examination showed proliferation of tumor
cells occupying whole of the eyeball at places arising
from the ciliary body. The tumor cells comprised of
round to spindle shaped cells and between them, there
were dispersed melanin pigments alongwith few
inflammatory cells.

The overall histomorphological features were those of
malignant melanoma.
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Figure 1: A 20 x 10 mm swelling in the temporal
quadrant of the right supraorbital region (arrow) and
a phthisical right eye.

Figure 2: Malignant melanoma of the ciliary body
composed of spindle shaped cells dispersed melanin
pigments (arrow) characterised by vesicular chromatin
visible to prominent eosinophilic nucleoli and moderate
amount of cytoplasm (haematoxylin and eosin staining,
magnification 40x).

The investigations done post-operatively (chest x-ray,
ultrasonography of the abdomen) did not reveal any
evidence of metastasis.

Discussion

Ciliary body melanomas are quite rare and are not
recognised early because of their location. Thus, they
can become quite large before being clinically
diagnosed.” They spread by direct extension, can
metastasize locally, or can show generalised
metastasis.® Extrascleral extension occurs through the
emissary canals® and usually means a poor prognosis.’
A retrospective study in 1986 by Pach et al showed
that out of 610 patients with ciliary body or choroidal
melanoma, 50 (8.2%) had extrascleral extension and
the factors affecting survival were tumor size and its
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location.!® Cases of extraocular spread of ciliary body
melanoma have been well documented. Saad et al in
1990 reported a case of ciliary body melanoma invading
the optic nerve. The patient had initially been treated
for uveitis, but following CT scan and ultrasound, a
tumour was detected and the eye enucleated.
Histopathological report showed that the tumour had
invaded the optic nerve head via Cloquet’s canal.!!
Henna et al in 2007 reported an interesting case of
ciliary body melanoma presenting as an extraocular
metastasis in the temporalis muscle alongwith pigmented
cells seeding the vitreous.!? Our case is an example of
an unusual presentation of ciliary body melanoma. It
shows how an extrascleral extension of ciliary body
melanoma can clinically present as a lacrimal gland
mass. In the case, the CT scan orbit findings were
thought to be consistent with a lacrimal gland mass
because of its location in the supero-lateral orbit. It
was only intraoperatively that an intraocular mass with
an extrascleral extension was visualised and the
operative plan converted from superolateral
transperiosteal orbitotomy to enucleation.
Histopathological findings of the enucleated eye was
consistent with that of ciliary body melanoma. This
case illustrates an interesting and unusual clinical
presentation of a malignant melanoma of the ciliary
body with extrascleral extension.

Conclusion
Extrascleral extension of a ciliary body melanoma can
present clinically as a mass in the lacrimal gland region.
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