DOI: 10.5935/0034-7280.20140026 CASE REPORT

Schwannoma of the left superior
eyelid in a 10-year-old child

Schwannoma em pdlpebra superior esquerda em crianca de 10 anos

Marilia de S& Coutinho', Isadora Meyer?, Patricia Jungmann®, Jodo Pessoa de Souza Filho*

ABSTRACT

Schwannoma is a rare benign neurogenic tumor. It arises from Schwann cells located at the myelin sheath of peripheral nerves. Its
incidence is frequently associated with the orbit. Ocular tissues in general and eyelids in particular are rarely affected. Very few reports can
be found in the literature describing eyelid schwannomas. Amongst these, we have found only two describing it affecting children. To
our knowledge, this is the first case report about eyelid schwanomma in Brazil - and it involves a child.
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Resumo

Schwannoma ¢ um tumor neurogénico benigno raro, origindrio das células de Schwann da bainha de mielina dos nervos periféricos.
Sua localizagdo nos tecidos oculares ndo ¢ comum, sendo a Orbita o local afetado com maior frequéncia e o acometimento das
palpebras € muito raro. H4 poucos relatos descritos na literatura sobre Schwannoma palpebral, apenas dois em criancas. Este ¢, em
nosso conhecimento, o primeiro caso relatado no Brasil.
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INTRODUCTION

chwannoma or neurilemmoma is a rare benign neurogenic

tumour originating from the Schwann cells of the myelin

sheath of peripheral nerves!). It is a slow-growing
encapsulated tumour that seldom affects ocular tissues. The orbit
is the most frequently-affected site (1-2% of all orbital tumours),
while the eyelids are very rarely involved'V. Tt usually develops
in adults as an isolated tumour or in association with
neurofibromatosis®®. When isolated it is rarely associated with
neurofibromatosis®, since the presence of multiple schwannomas
is usually indicative of the condition®.

There are few reports of eyelid schwannoma in the
literature!Y, and the case reported here is, to our knowledge,
the first in Brazil.

Case REpPORT

Ten-year-old female patient complaining of a lump in the
lateral corner of the upper left eyelid; the patient was diagnosed
with chalazion and underwent surgical excision. During surgery
it was noted that the lesion’s appearance was not compatible
with the medical diagnosis of chalazion, but suggestive of a hard,
well-demarcated tumour of the subcutaneous tissue with benign
features. The lesion was excised and submitted to histopathology.
Macroscopic examination showed an irregular fragment of
whitish, compact, elastic tissue measuring 1.1 x 0.7 x 0.2 cm.
Microscopic examination showed histological sections consisting
of spindle-shaped cells with oval nuclei and elongated oval
cytoplasm forming bundles, most of them loose, corresponding to
the Antoni A pattern for schwannoma, as well as small areas
corresponding to the Antoni B pattern (Figure 1A). The lesion
was diagnosed as a schwannoma (neurilemmoma) with a
histopathological predominance of the Antoni A pattern.

Immunohistochemical examination of the lesion showed
that the tissue was immunopositive for the S-100 protein and
immunonegative for the other tested proteins (melan-A, smooth
muscle actin, GEAP [glial fibrillary acidic protein], and the Ki-
67 antigen), with evidence of low cell proliferation (Figure 1B).
These tests confirmed the diagnosis of schwannoma.

The patient recovered well postoperatively with complete
wound healing. After six months there were no signs of relapse.
The patient is still undergoing follow-up.

DiscussioN

Schwannomas or neurilemmomas are slow-growing benign
tumours of the cranial and peripheral nerves. Their origin is
ectodermal and they are derived from the Schwann cells of the
myelin sheath?. Schwannomas are firm encapsulated tumours
with solid and cystic areas and a brown-yellow colour. They are
asymptomatic®.

Schwannomas can be associated with neurofibromatosis,
but when isolated they are not related to this condition®>.

Schwannomas occur in two histological patterns. The Antoni
A pattern, found in the patient presented here, presents with
spindle-shaped cells arranged in compact stacks, usually in
palisades. The Antoni B pattern is characterised by cells dispersed
in a myxoid matrix(®>9.

Eyelid schwannomas are extremely rare and usually occur
in adults®7%19_ Only two other cases have been reported in
children®®. The patient presented here was 10 years old at the
time of diagnosis. Among the cases reported in the literature, the
incidence in males and females seems to be similar (there are
reports of schwannoma in 6 males 8 females, including the case
presented here) (Table 1).

Ocular schwannomas are more common in the orbit,
representing 1-2% of orbital tumours®>® while eyelid
schwannomas are extremely rare®”. There are also reports of
schwannomas in the conjunctiva, sclera, and uveal tract®->>,
Orbital schwannomas usually originate from the oculomotor,
ciliary, and supraorbital nerves. Eyelid schwannomas are believed
to originate from branches of the supraorbital, supratrochlear,
and infraorbital nerves®.

Schwannomas manifest clinically as solid, painless, slow-
growing masses which are often confused with chalazion®* or
inclusion cysts®?. The differential diagnosis should include
chalazion, sweat gland tumour, sebaceous gland carcinoma, hair
follicle tumour, and other neurogenic and soft tissue tumours®.

Schwannomas can rarely become malignant®. Computed
tomography is important to delineate the tumour for surgery, as
the lesion has to be excised completely to prevent relapse or
malignant transformation®’!b.

The diagnosis of eyelid schwannoma can be suggested by
clinical examination and imaging studies in conjunction with its
macroscopic appearance during surgery; however, because the
condition is so rare, it is seldom considered in the differential
diagnosis of eyelid masses and the diagnosis is often made by

Table 1

Reported cases of eyelid Schwannoma.

Author Year  Country
Mishra, Sharan (9 1960 India
Baijal et al.(” 1980  India
Shields, Guibor 1984  USA
Butt, Ironside @ 1994  England
Shields et al.® 1994  USA
Siddiqui et al.©® 2005  England
Chung et al.® 2007  Korea
Lépez-Tizén et al.® 2007  Spain
Kumar et al.® 2008  India
Touzri et al.? 2009  Tunisia
Onaran et al.! 2009  TurKey

Sex Age
Male 18 years
Male 19 years
Female 63 years
Female 55 years
Male 8 years
Male 53 years
Female 66 years
Female/Female 41 years/70 years
Male 19 years
Male/Female 47 years/20 years
Female 13 years
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histopathological examination"!V, as was the case with our
patient. However, it is a hypothesis to be considered, especially
in cases of recurrent chalazion. It is also important to search for
similar lesions in other areas of the body in order to investigate
neurofibromatosis, since schwannomas can be associated with
this condition®. In our case no signs of the disease were found.

Schwannomas in the ocular region are rare, although they
represent approximately 1-2% of orbital tumours®>®. Eyelid
schwannomas are extremely rare®®. Although uncommon,
schwannomas should be included in the differential diagnosis of
any eyelid tumour.

Figure 1: A) Histological sections showing a proliferation of spindle-
shaped cells with oval nuclei and elongated oval cytoplasm forming
bundles, most of them loose, corresponding to the Antoni A pattern
for schwannoma, as well as small areas corresponding to the Antoni
B pattern. B) The tissue was immunopositive for the S-100 protein.
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