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ABSTRACT

The pleomorphic adenoma of lacrimal gland presents as a painless, progressive, slowly growing
supero-temporal swelling with variable proptosis. This tumor is usually found in adults and extremely
rare in teenage. We report a case of a 15-year-old boy with pleomorphic adenoma of lacrimal gland
which mimicked pseudotumor of orbit due to its presentation as an orbital inflammatory disease
and the age distribution. Neuroimaging also suggested pseudotumor and oral steroid was started.
But, there was no improvement on steroids and ultrasound guided Fine Needle Aspiration Cytology
(FNAC) was performed which suggested Pleomorphic adenoma of the lacrimal gland. En-bloc
excision of the mass through antero-lateral orbitotomy was done with satisfactory final outcome The
histopathological evaluation was consistent with pleomorphic adenoma of the lacrimal gland.
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INTRODUCTION

Lacrimal gland lesions represent five percent to 35%
of orbital tumors.' Pleomorphic adenoma is the most
common epithelial tumor of the lacrimal gland which
mainly presents as a slow growing, painless enlargement
of the lateral portion of upper eyelid.? The occurrence
ranges from the third to the seventh decades of life and
the mean age of presentation has been reported to be
39 years.® It is extremely rare in children.* A case of
pleomorphic adenoma of lacrimal gland which mimicked
inflammatory lesion in a teenager is reported here along
with its surgical management and histopathological
correlation.

CASE REPORT

A 15-year-old boy presented with proptosis of right
eye for the duration of three months and diminution of
vision for two months. The proptosis was painful and
progressive. Diminution of vision was insidious in onset
and progressively worsening. There was no history of
constitutional symptoms or trauma.
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Examination revealed the best corrected visual acuity
of 4/60 in the right eye and 6/6 unaided in the left. The
significant findings on the right side included diffuse
swelling of the right upper eyelid with retraction of the
eyelids. A firm in consistency, tender, non-reducible
mass of size approximately 20x10 mm was palpable in
the right superior orbit, the posterior extension of the
mass could not be appreciated (Figure 1). The proptosis
measured using the Hertel’s exophthalmometer showed
the reading of 26 mm on the right side and 18 mm on the
left. The right globe was displaced inferiorly. Superficial
punctuate keratitis was present in the inferior cornea.
There was relative afferent pupillary defect (RAPD) in
the right eye. There was temporal pallor of the disc
along with tortuosity of retinal vessels and macular
edema. The intraocular pressure of the right eye was
15 mmHg which increased to 26 mmHg on upgaze. The
left eye was normal.
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Figure 1. Proptosis of right eye with inferior
displacement of the globe.

The orbital CT scan (Figure 2) revealed a well-defined
homogenously enhancing hyperdense soft tissue lesion
measuring 25x24 mm in size in the retrobulbar region
of the right orbit with involvement of the extraocular
muscle and optic nerve sheath complex with proptosis
of the right globe without bone destruction. The findings
were suggestive of pseudotumor of right orbit with a
differential diagnosis of optic nerve sheath tumor. The
patient was initially treated with oral steroids (1mg/
kg) for the presumed diagnosis of pseudotumor of the
right orbit. After a week there was no improvement.
Subsequently the patient underwent ultrasound guided
fine needle aspiration cytology (FNAC) of the right
orbital mass. The FNAC revealed benign mixed tumor
of the lacrimal gland.

Figure 2. CT scans of the right orbit - axial (A) and
coronal (B) views showing hyperdense soft tissue
mass (arrowhead).

En bloc excision of the mass was performed through
antero-lateral transperiosteal orbitotomy (Figure 3).
Right anterolateral skin incision was made along the
hairline (Fig 3a) followed by a blunt dissection and
separation of muscles (Fig 3b). The bony periosteum
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was exposed and zygomatico-frontal suture landmark
was identified (Fig 3c). A fragment of the bone was
removed using a saw and a bone punch was applied on
either side of the zygomatico-frontal suture and bone
chip was separated (Fig 3d). The underlying mass was
identified and separated from adjacent structures and
removed (Fig 3e). The cut chip of bone was replaced
and stabilized with bone wax and the skin was closed
after putting a penrose drain (Fig 3f).

Figure 3. Surgical steps of right anterolateral
transperiosteal orbitotomy (a- Marking the skin
incision, b- Blunt dissection, c- Exposing bony
periosteum, d- Separating bone chip, e- Identification
of the mass, f- Skin closure with drain).

Figure 4. Histopathological appearance (Haematoxylln
and eosin stain with magnification of 40X) showing
intimal mixture of epithelial and chondromyxoid
stromal elements (arrowhead).

The mass was subjected to histopathological
examination which demonstrated intimal mixture
of epithelial and chondromyxoid stromal elements
suggestive of pleomorphic adenoma of the lacrimal
gland (Figure 4).

At four weeks of follow-up the best corrected visual
acuity in the right eye was 4/60. There was resolution
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in the amount of proptosis with improvement in extra
ocular movement (Figure 5).

Figure 4. Picture of the patient at 4th postoperative
week showing resolution in proptosis.

DISCUSSION

The typical age of presentation of pleomorphic adenoma
is middle age. It rarely occurs in the adolescents.
Vagefi MR et al reported cases of pleomorphic
adenoma of lacrimal gland presenting atypically as
an orbital inflammation mimicking orbital cellulitis, a
painful subcutaneous nodule, and other demonstrating
calcification and bony erosion on orbital imaging.® In
our case, the patient presented with painful proptosis
mimicking pseudotumor.

The localization of the rapidly progressive painful mass
of the superior orbit with the radiological findings
suggestive of pseudotumor led to the treatment with
steroids. As there was no improvement seen with
this treatment, FNAC of the mass was performed.
FNAC differentiates various pathologies of the lacrimal
gland as well as prevents incomplete excision of a
malignant lesion and future recurrences. Though FNAC
of pleomorphic adenoma is not generally advised due
to the fear of spread of the tumor cells, it aided to
establish the diagnosis in this case. Verma and Kapila
demonstrated FNAC of the pleomorphic adenoma to
have specificity of 98.2% and positive predictive value
of 96.7%.°

Surgical excision is the appropriate therapy for
pleomorphic adenoma of lacrimal gland.” Excision of
the mass with intact capsule is advised as the chance
of recurrence within five years is 3% if the lesion
is removed with an intact capsule and 30% if it is
incompletely removed or the capsule is not intact.*We
performed surgical excision of the mass through antero-
lateral transperiosteal orbitotomy with satisfactory
outcome.
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