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ABSTRACT

A 16 year old female resident of Arunachal Pradesh presented with the complaints of forward bulging of
left eye for 1 year and diminution of vision since 4 months with V/A 6/6 in right eye and 4/60 in left
eye. On examination, abaxial proptosis of around 15mm with inferior dystopia was present in left eye
with restriction of extraocular movements in all directions. Fundus examination revealed clear media with
blurring of disc margin alongdioptre. CT Scan oupto the orbital apex causing displacement of extraocular
muscles and optic nerve that was found to be lymphangioma of orbit. She recievedintralesionalBleomycin
alongin vision and regression of the tumor.
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1. Introduction

Lymphangioma is a rare congenital vascular malformation
of the head and neck region isolated from the systemic
circulation! with a benign etiology, and represents
approximately 1-3% of all orbital tumors.”They
have a lymphocytic composition, and might increase
in size with episodes of viral infection, that cause
progressive proptosis.>* These hamartomas are most
commonly present in the pediatric population with afemale
preponderance.

The management of this lymphangioma is controversial
and depends on the clinical presentation. The treatment
options include partial surgical resection of the major cyst,
needle aspiration, surgical debulking, systemic steroids,
sildenafil, intralesional injection of the sclerosing agents,
and local radiotherapy.>”’

A 16 year old female resident of Arunachal Pradesh
presented with the complaints of forward protrusionof left
eye for 1 year and diminution of vision since 4 months with
V/A 6/6 R/E, 4/60, L/E, that were insidious in onset and
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gradually progressive in nature, not associated with pain.
There is history of trauma to the left eye by friend’s foot
12 months back.

On examination, abaxial proptosis of around 15mm
with inferior dystopia was present in left eye with
restriction of extraocular movments in all directions.
However soft cystic palpable periorbital cystic changes were
present superolaterally. BCVA was 6/12 with +5.00DS.
Lagophthalmos of around 0.5mm was present along/with
mild congestion of conjunctiva. Superficial punctate
keratopathy was present in inferior part of cornea from
around 5 to 7 clock position. Pupils were sluggishly
reactive. Intraocular pressure was within normal limits.

Fundus examination revealed clear media with blurring
of disc margin along with disc elevation of around 1DD,
cup disc ratio being 0.3, tortuous blood vessels and macular
striations. USG B- Scan showed a homogenous opacity
of around 14*14mm size posterior to globe pressing it
anteriorly with no retinal detachment.

CT Scan Orbit revealed an intraconal retrobulbar non
enhancing fusiform hyperdense lobulated lesion with cystic
areas reaching upto the orbital apex causing displacement
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of extraocular muscles and optic nerve that was found to
be lymphangioma of orbit. The patient was referred to a
higher centre for treatment. However due to her exams and
unavoidable covid circumstances patient didn’t go for the
treatment and was lost to follow up.

After Tmonths of follow up and repeated counselling she
was sent for treatment where she had received intralesional
(0.5mg/kg where lunit=Img,here rarely exceeding 10
units)along

Till now she has received 3 intralesional injections
of Bleomycin at an interval of 3 weeks which showed
considerable amount of ocular improvement in vision to
6/36 in left eye and regression of the tumor upto SmmShe is
still on regular follow up.

Fig. 2:

Fig. 3:

2. Discussion

It has been observed that some patients with orbital
lymphangioma may develop proptosis, either slowly as the
mass invades the orbit or suddenly during the hemorrhage
of a lesion. ® In childhood, the diagnosis is often made when
proptosis occurs either after bleeding as a result of some
minor trauma or upper respiratory infection, and may even

Fig. 4:

Fig. 5:

sometimes occur spontaneously. In this case the patient had
a history of trauma by friend’s foot one year back after
which forward bulging of eye commenced.

Lymphangiomas can also infiltrate diffusely into
surrounding vital structures such as the optic nerve and
this feature, along with the associated hemorrhage, presents
many surgical challenges and renders management of
orbital lymphangiomas very difficult. Various methods have
been used to treat orbital lymphangioma, including systemic
corticosteroids, injection of a sclerosant, and surgical
excision, but currently, there are no definitive curative
treatments.’

Orbital lymphangioma that is not threatening to vision
can be medically treated with oral corticosteroids has been
suggested that aspiration of blood, intralesional injection
of a sclerosant, and appropriate drainage to maintain
continuous negative pressure are only necessary for patients

that have threatened vision.

Bleomycin is a sclerosing agent. In 1966, Umezawa '°
first isolated bleomycin as an anti-tumour, anti-viral and
anti-bacterial agent. This was first isolated from the soil

fungus Streptomyces verticillus. The main biochemical
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action of bleomycin is inhibition of DNA synthesis. It
has also a sclerosing effect on the vascular endothelium,
which has been described in treating vascular anomalies.
Additionally, in cases of orbital lymphangioma that are
associated with organized hematoma, partial resection can
be considered as a choice to debulk the mass.
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