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Rare presentation of ciliary body medulloepithelioma 
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DESCRIPTION
An 8- year- old girl presented with painless decreased 
vision and leukocoria in the right eye since 6 days. 
There was no antecedent history of trauma. Visual 
acuity in the right eye was counting fingers 1 m. 
Ocular examination revealed right exotropia, 
conjunctival congestion, anterior chamber cells, 
a retrolental white mass (figure 1A) and vitritis. 
On examination under anaesthesia, diffusely hazy 
vitreous was noted with whitish fluffy deposits over 
the optic disc of the right eye (OD) (figure 1B). 
Inferiorly, a whitish endophytic lesion was seen 
posterior to the lens. Ultrasound biomicroscopy 
confirmed the presence of retrolental lesion which 
did not appear to arise from the lens. The retro-
lental lesion extended inferiorly towards the ciliary 
body but did not appear to be attached or arise 
from the same (figure 1C). With a diagnosis of 
OD anterior retinoblastoma, fine needle aspiration 
cytology was deferred. Intra- arterial chemotherapy 
OD was instituted. Owing to poor response and 
worsening of vitreous haze (figure 1D), enucleation 
was warranted. Histopathological examination 
of the enucleated eye revealed a breach in poste-
rior lens capsule with extrusion of lens material 
surrounded by granulomatous inflammation with 
multinucleate giant cell reaction (figure 1E), corre-
sponding to the retrolental mass seen on clinical 
examination. Ciliary body region showed a focus 
of benign non- pigmented ciliary epithelium thrown 
into folds in a diktyomatous pattern made up of 
thin strands in a myxoid background suggestive 
of benign medulloepithelioma (figure 1F). There 
was no evidence of retinoblastoma- like areas or 
retinocytoma- like areas suggestive of any focus of 
malignancy. The ciliary body lesion appeared sepa-
rate from the focus of lens particle- induced granu-
lomatous inflammation which was posterior to the 
lens.

Ciliary body medulloepithelioma usually pres-
ents in early childhood with leukocoria and a 
mass arising from the ciliary body.1 It is known to 
masquerade as conditions such as glaucoma or trau-
matic cataract and rarely uveitis, which can result 
in a delay in the diagnosis.2 Anteriorly located 
retinoblastoma is a close differential in cases with 
ambiguous presentation.3 Leukocoria in ciliary 
body medulloepitheliomas can be due to cataract, 
retrolental cyclitic membrane or a visible mass,1 
the latter usually evident on dilated examination. 
In this case, a breach in the lens capsule led to 
intense intraocular inflammation presenting as a 
retrolental mass, while the tumour itself was clini-
cally not visible. If ciliary body medulloepithelioma 

Figure 1 (A) Clinical photograph of the right eye 
showing a chalky white lesion in the inferior aspect of the 
anterior hyaloid. (B) Fundus photograph of the right eye 
showing media haze due to vitreous cellularity and fluffy 
white deposits over the optic disc (arrow). (C) Ultrasound 
biomicroscopic image through the mass showing 
unremarkable ciliary body and a heterogeneous density 
lesion posterior to it (arrow). (D) Clinical photograph of 
the right eye showing an increase in the size of lesion 
after two cycles of intra- arterial chemotherapy. (E) 
Photomicrograph of section passing through the posterior 
aspect of lens showing a breach in the posterior capsule 
(yellow arrow), with extrusion on lens matter (blue 
arrow) accompanied by granulomatous inflammation 
with multinucleate giant cells (black arrow) (H&E, 2×). 
(F) Photomicrograph of the ciliary body showing non- 
pigmented ciliary epithelium thrown into papillary folds 
with thin strands in a myxoid background (H&E,10×).

Patient’s perspective

The parents of the child were quite apprehensive 
about the nature of tumour within the affected 
eye and the risk of developing systemic disease 
in subsequent years. After the child underwent 
removal of the blind eye and a diagnosis of benign 
tumour was established, they were relieved to 
know the prognosis.

Learning points

 ► Lens particle- induced uveitis with intense vitritis 
can present akin to anterior retinoblastoma 
with diffuse vitreous seeds.

 ► Ciliary body medulloepithelioma is a close 
differential of anterior retinoblastoma, and 
clinical distinction between the two can be 
challenging.

 ► In the presence of coexistent pathologies 
such as lens particle- induced uveitis and 
medulloepithelioma in this case, histopathology 
is the gold standard for diagnosis.
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is suspected, fine needle aspiration cytology can be considered 
to confirm the diagnosis before definitive treatment. However, 
in our case, ciliary body medulloepithelioma was not suspected 
clinically due to atypical presentation.
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