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Case report: A 25-year-old woman with right subacute sinusitis complained about discomfort
in her right eye. Clinical manifestations and computed tomography were suggestive of sub-
periosteal orbital ethmoid wall abscess, for which the patient underwent urgent drainage.
A solid tumor was found, with a positive biopsy for alveolar rhabdomyosarcoma. Com-
plete remission and resolution of orbital symptoms were achieved with chemotherapy and
radiation therapy.
Discussion: Alveolar orbital rhabdomyosarcoma in adults is uncommon. Rhabdomyosar-
coma has a high risk of spreading. It can simulate a sinusitis, as in our patient, early diagnosis
and early treatment being especially important in these patients.
© 2010 Sociedad Espaiiola de Oftalmologia. Published by Elsevier Espaiia, S.L.U. All rights
reserved.

Rabdomiosarcoma alveolar orbitario enmascarado por sinusitis etmoidal
en un adulto de 25 anos

RESUMEN
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Caso clinico: Mujer de 25 anos con sinusitis subaguda derecha acudi6 por molestias en ojo
derecho. Ante clinica y tomografia urgente sugestiva de absceso subperidstico orbitario
etmoidal, se realizé un drenaje urgente, halldndose una tumoracién sélida con biopsia posi-
tiva para rabdomiosarcoma alveolar. Se inici tratamiento con quimioterapia y radioterapia
con remisién completa y resolucién del cuadro clinico.
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Discusién: El rabdomiosarcoma orbitario alveolar en adultos es infrecuente. Presenta un alto
riesgo de diseminacién y puede debutar simulando una sinusitis, como en este caso, por lo

que un diagnéstico y tratamiento precoces son de especial importancia en estos pacientes.
© 2010 Sociedad Espafiola de Oftalmologia. Publicado por Elsevier Espafa, S.L.U. Todos

los derechos reservados.

Rhabdomyosarcoma is a small cell malign tumor with his-
tological characteristics similar to those of striated muscles in
various embryogenic stages. It is the most frequent orbitary
tumor in childhood, with a prevalence of 5% of pediatric cancer
and 20% of soft tissue malign tumors.! However, it is infre-
quent in adults and the alveolar subtype expression is rare,
particularly in subjects over 45.

Ethmoidal sinus alveolar rhabdomyosarcoma, in a 25-year-
old adult, was diagnosed during the drainage of a presumed
ethmoidal subperiosteal abscess. The literature includes one
case of ethmoidal sinus alveolar rhabdomyosarcoma in adults
which, in contrast with the presented case, exhibited typical
debut with ocular proptosis.®

Rhabdomyosarcoma can appear in paranasal sinuses and
secondarily affect the orbit, presenting with banal symptoma-
tology simulating sinusitis. Early diagnosis and treatment is
particularly important in these cases.

Clinical case

A female, 25, with subacute sinusitis (2 months evolution)
treated without improvement of symptoms visited the emer-
gency section due to headaches and discomfort in right eye
(RE). Examination revealed pain to palpation with slight tume-
faction in right orbit and discreet 6 mm exophthalmos in RE
(Fig. 1), visual acuity (VA) 20/20 in both eyes, isochoric and nor-
mally reactive pupils and no diplopia. Funduscopy showed RE
papillary diffusion.

An urgent CT (Fig. 1) revealed the presence of subperiosteal
intra-orbitary abscess in the ethmoid wall. During urgent
superomedial external approach through the supratarsal skin

fold a solid tumor was found, the biopsy of which led to the
diagnosis of alveolar orbitary rhabdomyosarcoma (Fig. 2). Post-
surgery MR (Fig. 3) confirmed the presence of solid tumor in
the right ethmoidal walls. The findings led to defining the
case as high risk in subgroup G of the European Pediatric Soft
Tissue Sarcoma Study Group and subgroup 111 of the Rhab-
domyosarcoma Study Group. Negative extension study was
carried out with chest and abdomen CT and liver echography:.
While awaiting the extraction of ova prior to chemotherapy,
the rhabdomyosarcoma increased in size compromising the
orbitary apex (Fig. 4), with the appearance of ophthalmople-
gia, RE areactive midriasis with clear afferent pupil defect
and VA reduced to perception of light. Treatment was initi-
ated with radio- and chemotherapy according to the IVADo
scheme (4 cycles of ifosfamide 3 g/m?, vincristine 1.5 mg/m?,
actinomycin D 1.5 mg/m?, doxorubicin 30 mg/m?).

The treatment achieved remission and resolution of prop-
tosis and ophthalmoplegia, with RE papillary atrophy and
amaurosis which remains unchanged to this date (51 months
follow-up) (Fig. 5).

Discussion

There are 4 histological types of rhabdomyosarcoma: pleomor-
phism, embryonary, alveolar and botryoid. The distribution of
subtypes varies according to series being approximately as fol-
lows: 49% embryonary, 31% alveolar, 14% pleomorphic and 6%
botryoid. Other authors report different proportions in adults,
i.e., 43% pleomorphic, 34% embryonary and 23% alveolar.*
The embryonary subtype exhibits a preference for infantile
orbits, and is most frequent in this location." The case reported

Fig. 1 - (A) Discrete right eye exophthalmos over the left one. (B-E) CT cross-section (B) and coronal (C-E): partial right side
ethmoidal scene is occupation with discontinued bone extension in the lamina papyracea and presence of well defined soft
tissue 27 mm x 17 mm isodense image involving orbitary fat and orbital vertex.
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