Case Reports

Congenital plexiform schwannoma of the clitoris
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Schwannomas are slow-growing nerve sheet neoplasms
which are rarely found in the female genital system.
In this article, we present a patient with Antony A
congenital plexiform schwannoma of the clitoris. A 6-
year-old girl was brought to our hospital with the history
of a firm non-cystic clitoral mass from birth, which had
been growing more rapidly during the previous year. The
patient was scheduled for surgery. Histological studies
revealed plexiform schwannoma of the clitoris post-
operatively. Therefore, schwannoma should be considered
in the differential diagnosis of clitoral masses.
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litoral enlargement is frequently congenital. The
differential diagnosis of this malformation can be
classified into 4 groups such as: hormonal conditions,
non-hormonal conditions,

pseudo

clitoromegaly,

600

and idiopathic clitoromegaly.! Schwannomas are
nerve sheet tumors characterized by proliferation of
Schwann cells of the peripheral nervous system. They
are generally encountered in young, and middle-aged
adults at the flexor surface of the extremities, neck, and
mediastinum.” These slow-growing neoplasms are rarely
found in the female genital system. They are mostly seen
in neurofibromatosis patients. There have been only 4
reported cases without a history of neurofibromatosis,
which presented after childhood.*” None of them were
congenital. Here, we describe a patient with Antony
A congenital plexiform Schwannoma of the clitoris.
The purpose of the present study was to consider
schwannoma as a possible differential diagnosis of
clitoral masses regardless of age and past medical history
of the neurofibromatosis type 1.

Case Report. A G6-year-old Afghan girl was
brought to our hospital with the history of a clitoral
mass since birth. The child was born at home by normal
vaginal delivery. At first, her mother noticed the mass.
She did not bring her for medical examination from
neonatal period until admission to our ward due to
parental belief, and absence of any growth within the
first 5 years of her life. Her mother described that it
has been growing more rapidly over the last year. In
our interview, there was no family history of hereditary
diseases. There was no fetal exposure to male hormones,
such as, Danazol, and no history of any genital trauma.
Physical examination revealed a 4.5 x 2.5 ¢cm non-
cystic firm pedunculated mass on the tip of the clitoris
without any excess androgenic findings Figure 1. There
was no associated pain, bleeding or urinary dysfunction.
Pelvic ultrasonography showed normal infantile uterus
and ovaries. Heteroecogenous mass in the clitoris area
was seen. Cytogenetic studies of the buccal mucosa
revealed a 46 XX female chromosome karyotype. All
other laboratory results were normal. The pedunculated
clitoral mass had not been extended to the deeper parts
of the anatomic structure. Under general anesthesia
mass excision, and clitoroplasty with preservation of
the neurovascular pedicles by the Papageorgoiou et al®
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technique was carried out. During the operation, the
corpora, and anatomical structure were preserved. Thus,
sensation, and cosmetic appearance were preserved. On
pathologic study, the resected specimen was a white,
multinodular, encapsulated solid lesion. Microscopically,
it was formed by packed, elongated cells arranged in areas
of high cellularity with little stromal matrix (Antony A).
Nuclear free zones lay between the regions of nuclear
palisading (Verocay bodies) along with regions with
a less densely cellularity termed Antony B (Figure 2).
The pathological findings were consistent with clitoral
plexiform schwannoma. During one year regular follow
up after operation the patient did not have any sign of
recurrence. Somatosensory of external genitalia was intact.

Figure 1 - Clitorial mass before surgical resection.

Figure 2 - Microscopic appearance of plexiform schwannoma. a) Antony
A areas with high cellularity b) Antony B arcas with less
cellularity.

(Innervation density tests namely, Semmes-Weinstein
and Threshold). After one year the patient returned to
her country and we have no further follow up.

Discussion. The patient was referred to our center
with a non-cystic firm pedunculated clitoral mass
without any accompanying excess androgenic findings.
It was similar to the presenting features of clitoral mass
in previous studies.””> The congenital clitoral mass in
our patient started to grow in size after the age of 5.
In pediatric patients, such a mass is mostly referred to
ambiguous genitalia, or teratoma despite the clitoral mass
in adult-age group, which is associated with tumors of
peripheral nervous system, and other soft tissue tumors.**
Ambiguous genitalia was ruled out by buccal smear, and
biochemical blood studies. Due to the nonspecific, and
indefinite clinical characteristics of clitoral masses, they
pose diagnostic problems to the physician preoperatively,
and the clitoral mass in our case was misdiagnosed before
the operation. In our patient, ultrasonography was
performed, and a hypoheteroecogenous mass was found
in the clitoris. Imaging studies such as ultrasonography
or computed tomography (CT) would be applicable
in non-aggressive diagnostic modalities to specify the
cystic or solid characteristics of the mass, its extension
to the adjacent tissue, and probable presence of testis in
congenital enlarged clitoris, though only histology of
either biopsy or excised specimen would be suggestive of
definite diagnosis. In our study, CT-scan or MRI was not
performed due to our data from the physical examination,
and results from ultrasonography. Physical examination
revealed a pedunculated mass in the tip of the clitoris,
which had spared the base of the clitoris. There was no
other pathologic feature reported in the ultrasonography
of abdomen and pelvic. Owing to absence of the findings
regarding the aggressive behavior of the mass, results
from physical examination, and ultrasonography, biopsy
was not carried out preoperatively.

In congenital tumors of the clitoris, due to possible
malignancy or local recurrence, wide local resection is the
treatment of choice.” We performed simple excision of the
tumor, preserving corpora, and anatomical structure. The
previously reported patients with clitoral schwannoma
underwent either simple excision of the tumor**
or amputation of the clitoris.”> During pathological
evaluation, a schwannoma must be differentiated from
a neurofibroma.*® In our patient, histological study
of the excised specimen revealed a benign plexiform
schwannoma with domination of Antony A morphologic
characteristics, and high cellular differentiation with
the absence of tumor necrosis, hemorrhage or atypical
mitosis. Mostly, benign schwannoma presents as solitary
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lesions. Multiple lesions may be seen in association with
neurofibromas in von Recklinghausen’s disease, or as the
syndrome of schwannomatosis (neurilemmomatosis).
Malignant transformation of a benign schwannoma
is extremely rare, as opposed to the transformation of
a neurofibroma in neurofibromatosis. Although our
patient demonstrated benign plexiform schwannoma in a
solitary attitude a careful search for Von Recklinghausen’s
disease should be a part of the evaluation as based on
literature reports.’

We add this case to the other previously reported
plexiform schwannoma of the clitoris.> Our patient is
distinctive due to the congenital characteristics of the
tumor. Apart from the particular characteristics of this
case, most aspects are similar to previous reported cases
of clitoral schwannoma. Although schwannoma of the
clitoris is a rare finding, we still suggest it be regarded in
the differential diagnosis of any clitoral mass, specifically
in children.
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