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1. INTRODUCTION

Rhabdomyosarcoma (RMS) is a highly
malignant pluripotent mesenchymal tumor™. It is
the most common soft-tissue sarcoma of the
head and neck in childhood and constitutes
about 4% of all pediatric malignancies, with
10% of all cases occurring in the orbit.> > Most
of these tumors presents in the first decade of
life*>, but RMS has been reported from birth to
the eighth decade.™ *°

The incidence of malignant orbital tumors in
general has been increasing in the last decades.®
Turner et al. in a population studyof incidence
and survival in head and neck RMS reported an
annual percentage increase of 1.16% and a
statistically un- changed 5-year survival over the
past 30years despite advances in treatment
modalities; all this data against other studies
with reports of improved survival.*’ Relative
survival (RS) was more dependent on the extent
of disease than primary site, and it was noted
that most orbital RMS tumors (60.6%) presented
with localized disease and, consequently, had a
5-year survival of about 84.3% which is more
promising when compared with other sites in the
head and neck.*®

2. CASE REPORT

A 39-year-old female with progressive painful
proptosis of 1 year of evolution come to external
consult. She had temporal inferior displacement
of her right eye and also presents exotropia and
glance up limitation (Fig. 1); she refers vertical
diplopia. Patient comments to have experienced
weight loss the last two months and at physical
exam a retroauricular lymphadenopathy was
detected. Her best corrected visual acuity was
20/70 in the right eye and 20/40 in the left eye.
Left eye examination was normal;
Exophthalmometry reading was 22 mm and 17
mm for right and left eye respectively.
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Figurel.Patient at admission with an evident right
exophthalmos with inferior, anterior and lateral
displacement.

She has history of an orbital biopsy 9 years prior
to this event with histological diagnosis of a

non-classified low-grade malign
neoplasm.Orbital CT scan demonstrates an
isodense and ill-circumscribed lesion of 5 x 4
cm, arising from the orbital roof without bone
erosion (Fig. 2).
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Figure2. Orbital CT scan showing right eye inferior
and anterior lateral displacement.
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With the confirmation of an orbital tumor by
imaging an anterior orbitotomy was performed
through the medial upper eyelid crease and a
violaceous well defined tumor was found and
resected, with T2NOMO classification.

The histopathological study revealed a tumor
composed of ill-defined aggregates of poorly
differentiated oval tumor cells that show central
loss of cellular cohesion, with scarce
eosinophilic cytoplasm, round nucleus and
formation of some irregular “alveolar” spaces.
The neoplastic cells are aggregates of densely
packed groups or masses of tumor cells
resembling the areas of  embryonal
rhabdomyosarcoma, yet with a more uniform
cellular picture with little or no fibrosis. The
immunohistochemistry revealed
immunoreactivity for vimentin, Myo-D1 and no
immunoreactivity for S-100 protein and
desmine. A solid wvariant of alveolar
rhabdomyosarcoma was diagnosed. (Fig. 3)

The patient was referred to an oncological
hospital with a Il degree tumor classification by
the IRSG. The patient underwent total orbital
resection and was referred for radiotherapy and
chemotherapy.

Figure3. A. Photomicrography 400x showing cells
with eosinophilic little cytoplasm, with round nuclei.
B. Photomicrography 400x showing positivity in
neoplastic cells for the MYO D1 tumoral marker
specific for rhabdomyosarcoma. C.
Photomicrography 400x showing diffuse positivity to
Vimentin, marker for mesenchymal neoplasm.
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3. DISCUSSION

RMS is a high-grade neoplasm of mesenchymal
origin that arises from primitive skeletal muscle
cells. It is a common soft-tissue malignancy in
children and adolescents but infrequent in
adults.*

The orbit is the primary site in approximately
10% of children with RMS**, and in adults
orbital involvement is very rare.?

The histopathologic types of RMS include
embryonal,  alveolar,  pleomorphic  and
botryoide. Alveolar RMS is an aggressive
subtype with a distinct histology, characterized
by small round cells and with a poorer
prognosis.*

Alveolar RMS may present with a variety of
histopathologic patterns. In the prevailing
pattern, alveolar tumor cells are loosely adherent
to a network of thin interstitial fibrovascular
septa. The tumor cells are loosely attached to the
connective tissue and in many areas become
freely floating in the alveolar spaces.**

Metastasis and recurrence of RMS in adults is
associated with an unfavorable prognosis.*
Moon et al. described a patient with ethmoidal
sinus alveolar RMS of with infiltration to the
orbit, and cervical lymph nodes involvement,
who was treated with surgery and chemo-
radiotherapy. The patient died after seven
months secondary to metastasis to the spine.’
Torres-Pefia et al., described two adults with
alveolar RMS, one patient had involvement of
ethmoid sinus and right orbit; and the other
patient presented tumor on the nasal cavity that
infiltrates the orbit and the fronto-ethmoidal
sinuses. Both patients died of systemic
complications associated with the invasion.* we
report an atypical case of a RMS, with
presentation in the orbit as primary site and
without metastasis in the moment of diagnosis,
which can improve the prognosis after
chemotherapy and radiotherapy.

4. CONCLUSIONS

Although the established protocols for the
treatment of RMS target the pediatric
population, the diagnosis and treatment
protocols in adults need to be extended by the
rarity of this case. The prognosis of RMS
greatly depends on prompt diagnosis and
treatment.
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