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ABSTRACT

Case Report

Optic Disc Melanocytoma Associated
with Choroidal Neovascular Membrane:
An Unusual Presentation

GLADYS RESHMA RODRIGUES', TEENA MARIET MENDONCA?, SHOBHA G PAI®, KS AMRUTHAVALLI*

Optic disc melanocytoma is a unilateral benign lesion of the optic nerve head, rarely causing visual disturbances. Vascular changes
causing central retinal vein occlusion, compressive or mechanical effects of the mass over the optic nerve head can cause decrease
in visual acuity. Here, authors report a case of optic disc melanocytoma associated with Choroidal Neo-Vascular Membrane (CNVM)

causing visual impairment which is one of the rare association.
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CASE REPORT

A 49-year-old female patient presented to the Department of
Ophthalmology with gradually progressive decreased vision in
the left eye of five to six months duration. She was not a known
hypertensive or diabetic. Her best corrected visual acuity in the
right eye was 6/6 and in the left eye was finger counting at 2 m.
The extraocular motility, external examination, pupillary responses
were unremarkable. On slit lamp examination, anterior sesgment was
normal except for nuclear sclerosis of the lens. Retinal examination
in the left eye revealed dark black elevated mass of 1 Disk Diameters
(DD) in size occupying inferior half of the optic disc extending on to
the adjacent inferior peripapillary retina [Table/Fig-1a]. The retinal
vessels were normal and the superior disc margins were well
defined. A greyish white membrane of 3.5 DD was present at the
macula. The nasal border of the membrane was about 0.5 DD from
the temporal disc margin and the superior and inferior borders were
about 1 DD from the temporal arcades. An area of subretinal fluid
is seen above the superior border of the membrane of about 1 DD.
The inferotemporal area of the membrane occupying the foveal
region was slightly denser than the rest of the membrane suggestive
of scarring. Subretinal haemorrhages are present at the superior
and nasal borders of the membrane which were better seen on red-
free fundus photo [Table/Fig-1b].
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[Table/Fig-1]: Colour fundus photograph (Fig 1a) shows black elevated lesion
occupying the inferior half of the optic disc extending onto the adjacent peripapil-
laryretina. A yellowish membrane is seen over the macula with few interspersed
h’ages at the nasal and superior border of the membrane. Red free photograph
(Fig 1b) shows more clearly the extensions of the choroidal neovascular membrane
and the retinal h’ages.

On Fundus Fluorescein Angiography (FFA) the optic disc
melanocytoma was hypo-fluorescent throughout the procedure
due to blocking effect by the pigment [Table/Fig-2]. An irregular area
of hypo-fluorescence was seen over the macular area with hyper-
fluorescent borders in early stages which gradually increased both
in size and intensity in the later stages, suggestive of the choroidal
neovascular membrane. Blocked fluorescence was seen over the
area of haemorrhages. Spectral domain OCT revealed altered foveal
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contour with hyper-reflective Retinal pigment-choriocapillary complex
with mild intraretinal fluid and minimal subretinal fluid [Table/Fig-3a].

B-Scan revealed an elevated rounded lesion in the optic nerve
region with regular internal reflectivity [Table/Fig-3b].

[Table/Fig-2]: Fundus fluorescein angiography (Figure2a-d) shows areas of hyper-
fluorescence increasing in size and intensity in later stages suggestive of CNVM,
and areas of blocked fluorescence corresponding to the areas of haemorrhage.
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[Table/Fig-3]: Spectral domain OCT (Fig 3a) shows altered foveal contour with
increased intra-retinal thickness and hyper-reflective RPE-CC complex suggestive
of CNVM.

B-scan (Fig 3b) reveals a smooth rounded elevated area in the region of the optic
nerve head.

Hence, authors arrived at a diagnosis of Left eye Optic disc
melanocytoma with CNVM with predominant scarring over the
macula. The guarded visual prognosis was explained and anti-VEGF
injection was advised but patient was lost for follow-up.

DISCUSSION

Melanocytoma is defined as a specific variant of melanocytic naevus
which is located in the optic disc or anywhere in the uveal tract
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[1]. Optic disc melanocytoma is usually a stable lesion and does
not affect vision in most cases. In the present case, the vision loss
was due to CNVM which is a rare complication seen in less than
1% of optic disc melanocytoma. Subretinal choroidal neovascular
membrane can occur either due to damage of Bruch’s membrane
directly by the tumour cells or by local inflammatory events leading
to choroidal neovascular tissue formation. Various treatment
modalities have been attempted. Treatment with Anti-VEGF agents
such as Bevacizumab has shown good results. Urrets-Zavalia
JA et al., reported regression of CNVM after three Bevacizumab
injections [2], whereas Kamisasanuk T et al., reported improvement
of CNVM with a single injection of Bevacizumab [3]. Argon Laser
photocoagulation is a treatment option for Polypoidal Choroidal
Vasculopathy (PCV) associated with optic disc melanocytoma [4].
Photo-Dynamic Therapy (PDT) is a treatment option for CNVM
overlying papillomacular bundle. Chalam KV et al., reported the
efficacy of PDT in optic disc melanocytoma with juxtafoveal CNVM
with good visual recovery and regression of the CNVM [5]. Pars
plana vitrectomy and submacular removal of the membrane
has been reported for optic disc melanocytoma associated with
peripapillary CNVM [6].

Vision may be affected due to the mechanical effects of the
mass over the optic nerve head or due to secondary vascular
effects. Mechanical effects of the mass over the optic nerve
head can cause disc oedema, central retinal artery occlusion,
central retinal vein occlusion, ischaemic tumour necrosis, retinal
exudation and rarely CNVM. These complications may result in
the visual loss which is usually mild [7]. Afferent pupillary defect
if present, is due to compression of the optic nerve by the mass
optic disc melanocytomas may be locally invasive but malignant
transformation is rare and can occur in 1-2% of the cases [8,9].
There are also reported cases of vitreous seeding with cataract,
secondary glaucoma. Vitreous seeding is due to the necrosis of the
tumour and the necrotic tissue and the melanin are phagocytosed
by the macrophages which produce an inflammatory reaction that
causes trabecular plugging and secondary glaucoma. On the other
hand, malignant melanoma, even though it’s rare, also can simulate
melanocytoma [10].

One of the main differential diagnosis of optic disc melanocytoma
is malignant melanoma which needs to be ruled out. Mass of more
than 1.5 mm thickness, presence of orange pigment over the mass,
presence of subretinal fluid suggests malignant changes which can
be confirmed with the help of B scan ultrasound and FFA [11,12].
Choroidal nevus, hyperplasia of the retinal pigment epithelium,
adenoma of the retinal pigment epithelium and metastatic melanoma
of the optical disc are the other differential diagnosis. It is very difficult
to distinguish these lesions clinically. Hence procedures like FFA,
OCT and B-Scan are helpful. On FFA, there was hypo-fluorescence
throughout, in the inferior part of the optic disc as compared to
melanoma which is hyper-fluorescent in the later stages. The
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hypofluorescence in the area of the optic disc is due to the deeply
pigmented cells and the compact arrangement.

Visual field analysis usually shows changes in 90% of the patients
even though the patients are asymptomatic. The changes include
enlarged blind spot or nerve fibre layer defect which suggests an
extension of the mass onto the adjacent retina and choroid. Visual
field analysis in the present case was not possible due to poor vision.

CONCLUSION

Vision loss though very rare in optic disc melanocytoma is mainly
due to the compression of the optic nerve fibres or ischaemia due
to compromised vascular supply of the optic nerve head.

Vision loss may also be caused by secondary effects such as tumour
necrosis causing ischaemic optic neuropathy. CNVMis one of the rare
complications associated with optic disc melanocytoma leading to
poor vision. Hence, regular follow-up to look for malignant changes
and also associated complications such as CNVM is important.
CNVM can be treated with intravitreal anti-VEGF injections. Other
modalities such as focal laser and PDT can be used to treat the
exudation but the visual benefit may be limited due to damage to
adjacent neural tissue. Present patient presented at a later stage
when there was significant scarring associated with CNVM which
limited her visual recovery.
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