Case Report

Adherent Episcleral Osseous Ghoristoma
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This report is of a rare congenital lesion, an episcleral osseous choristoma, which
was found firmly adherent to the underlying sclera in an adolescent girl. Careful
lamellar scleral dissection of the lesion enabled total excision of the lesion with
histopathology revealing a lamellar bone structure characteristic of this lesion.
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Introduction

Episcleral osseous choristoma (epibulbar
osteoma), a rare congenital benign lesion
presenting as an epibulbar lesion, is typi-
cally seen in the superotemporal quadrant
5to 10 mm from the limbus.'’ To date, only
52 osseous choristomas have been re-
ported in literature.® Osseous choristomas
are generally seen in essentially healthy
eyes and are usually loosely attached to
the underlying sclera.? This report is of the
management of a patient with episcleral
osseous choristoma that was firmly adher-
ent to the underlying sclera, a type that
is rarely described in the literature.®

Case Report

A 16-year-old girl presented in 2002 with
a pea-sized nodule in the upper temporal
quadrant of the left eye, which had been
present since childhood but had slowly
increased in size during the previous year
(Figure 1). There was no history of injury
or any episode of pain or discomfort. The
patient’s best-corrected visual acuities
were 6/6 bilaterally. Examination of the left
eye revealed an 8-mm diameter hard non-
tender quadrangular firm lesion 7 mm from
the limbus at the 2 o’clock position in the
upper temporal quadrant. The lesion was
firmly fixed to the underlying sclera, had
a relatively smooth surface, and showed

no evidence of hair or any adenexal struc-
tures protruding from the surface. Lid
fissure height and levator function were
symmetrical. No obvious diplopia was
noted and full ocular motility was present.
External examination of the right eye,
anterior segment examination of both eyes,
and fundus examination of both eyes were
normal.

Differential diagnoses of dermoid cyst,
dermolipoma, prolapsed orbital fat, or
conjunctival granuloma were made.
Echography revealed superficial scleral

involvement of this high-density lesion.
Conservative observation of the lesion
was advised, but local excision of the le-
sion was done under general anaesthesia
on request from the patient’s carers and
for aesthetic reasons. The tumour was
found to be firmly adherent to the under-
lying sclera. Blunt and careful lamellar
scleral dissection of the lesion was per-
formed leaving more than half of the
scleral thickness. The raw area of the
sclera was covered with conjunctiva,
which was closed with a running 6.0 vicryl
suture. The hard nodule measured 8 mm in
diameter and 3 mm in thickness (Figure 2).
Histopathological examination revealed a
dense lamellar bone with haversian canals
surrounded by a rim of fibrous connective
tissue (Figure 3).

At the 2-year follow-up visit, the pa-
tient was asymptomatic with no evidence
of local recurrence of the lesion.

Discussion

The origin and nomenclature of osseous
choristoma has always been a subject of
controversy.'* First described by Grafe in
1863 as epibulbar osteomas,’ these lesions

Figure 1. Photograph of the right eye of the patient showing episcleral osseous choristoma in the upper
temporal quadrant.
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Figure 2. Excised lesion.

were thought to be teratomas arising from
the conjunctiva. However, they proved to be
congenital quiescent malformations com-
posed only of mature compact bone. Hence-
forth, Beckman and Sugar preferred to call
them ‘osseous choristoma’,* a nomenclature
that has persisted into modern literature.

This lesion is typically noted at birth or
shortly thereafter,? although a few cases
have been reported for which trauma drew
attention to a pre-existing lesion.>® Addi-
tionally, most of the lesions reported in the
literature do not change, with only a few
lesions showing any change in size, as
occurred in this patient.s”

The classical location of this tumour is
the upper temporal quadrant.® The lesion
is seen as a round to oval nodule with a
concave inner surface and a convex outer
surface. Due to the movement of the upper
eyelid pressing on the globe, it may assume
the shape of a disc or a rectangle.

The presentation can be a diagnostic
dilemma but the firm nature of the lesion,
absence of hair and adenexal structures
on the surface, and the characteristic
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Figure 3. Histological appearance of the lesion showing bone surrounded by fibrous tissue
(haematoxylin and eosin).

histopathological findings differentiate
it from dermoid and dermolipoma. Further-
more, differentiation from conjunctival
granuloma is relatively easy due to the pres-
ence of a predisposing factor, inflammation,
and vascularity associated with conjuncti-
val granuloma.

Usually, episcleral osseous choristomas
move freely over the sclera, making local
excision easy. However, they seldom ad-
here firmly to the muscle sheath or the
underlying sclera® as in this patient. In this
situation, careful and blunt dissection of
the lesion is mandatory before shaving off
the tumour level with the sclera. For these
patients, preoperative computed tomogra-
phy scanning or ultrasonography is advis-
able to rule out dense scleral adherence.
The management is controversial as there
is a risk for iatrogenic globe perforation
and scleral ectasia with excision. Thus, con-
servative management or surgery may be
considered, depending on a combination of
orbital imaging and clinical examination.
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