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A 6-year-old boy was presented with a small polypoid
growth in inner conjunctival fornix of the left eye. The
parents noted first the lesion as conjunctival congestion
associated with dilated episcleral vessels three weeks
ago. He received a trial of topical corticosteroid which
was not helpful. Examination of the eye described a
papillomatous fleshy tissue arising from the caruncle,
extending onto bulbar conjunctivae, occupying about
three clock hours (figure 1). A conjunctival punch
biopsy was approached under general anesthesia which
was compatible with embryonal rhabdomyosarcoma
(RMS). Immunohistochemical analysis was positive for
desmin and myoglobin. Orbital MRI scan showed an
enhanced thickening of the lower part of the conjunctiva
without orbital infiltration. Extensive staging work-up
was negative. According to Intergroup RMS study
classification, he was considered as stage III and was
treated with chemotherapy alone. One month after
chemotherapy eye examination was almost normal (figure
2). The child is in complete remission after 4 years.
RMS is the most common soft-tissue sarcoma of the
head and neck in childhood and contains 4% of pediatric
malignancies, with 10% of all cases arising in the orbit.
Most ocular RMS arise in the soft tissues of the orbit but
seldom can occur in other ocular adnexal structures and
even within the eye.1 Orbital RMS is usually extraconal
(37–87%) or both intra- and extraconal (13–47%) and
more commonly superonasal in location especially for
embryonal RMS (inferior location is more common for
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Figure 1: Tumoral mass in the lower eyelid at forniceal
conjunctive at diagnosis.

Figure 2: RMS after chemotherapy shows regression of the
tumoral mass.
67

Downloaded from ijbc.ir at 1:04 +0430 on Saturday July 21st 2018

Alavi S

alveolar).2 It may present with misleading signs such as
alterations of the eyelid, conjunctiva or even caruncle,3
the same as our case.
Orbital RMS has a favorable prognosis because of its
anatomic site, (symptoms become apparent at an early
stage), favorable histology, the histologic subtype (80%
embryonal) and also the age of the patient.1 Overall
survival is excellent for groups I, II and III (92% at 5
years and 87% at 10 years).4
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