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Abstract

Schwannoma is typically a benign tumor developed from Schwann cells of
peripheral nerve sheath, although malignant cases have been reported [1]. We
describe a 30-year-old patient who presented with a large perineal mass, close
to the anal sphincter, whose complete excision revealed a perineal shwanno-
ma. We also provide a discussion regarding the clinical, radiological and sur-
gical features of this rare entity.
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1. Introduction

Schwannomas are a rare benign tumor arising from Schwann cells of the peri-
pheral nerve sheath. It is most often located on the level of the cranial nerves and
the posterior roots of the spinal nerves. The perineal localization is exceptional
only a few cases have been reported in the literature; occurring preferentially in
the third and fourth decades rather in men, with a sex ratio of 1.3 [1].

We report the case of a perineal schwannoma, of which we describe the clini-

cal and radiological features as well as the surgical technique.

2. Case Description

30-year-old patient, with no particular pathological history, 4 gesture 4 parity 4
living children, presented for pudendalgia associated to a perineal mass that the
volume had increase gradually, without other associated signs. The clinical ex-
amination found a right lateral perineal mass of 2 cm molle, sensitive without

any injury skin and the rest of the clinical examination was normal. A pelvic pe-
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rineal computed tomography was realized, describing a cystic perineal mass of 4
x 2 cm extended to the ischior rectal fossa. Surgical exploration by transperineal
approach revealed a Latero-anal perineal mass of 4 x 2 x 2 cm, with grayish as-
pect dotted by whitishs deposits in contact with the fibers of the external
sphincter of the anus extending deeply into the ischio-rectal fossa. A complete ex-
cision was made sparing the fibers of the external sphincter of the anus. The post-
operative suites were without particularities. The histopathological report revealed a
proliferation of spindle cells having elongated or ovoid nuclei whose morphological

aspect is in favor of a benign perineal schwannoma (Figure 1).

3. Discussion

Schwannomas are mostly benign tumors and have a very low rate of malignant
transformation, their location is ubiquitous but most are located at the limbs,
head and neck. Indeed, the perineal localization of schwannoma is very rare [2],
which was in our case a source of difficulty diagnosis. Mostly they are an isolated
and sporadic tumor. In 5% to 18% of cases, the lesions are multiple and are part
of a neurofibromatosis type II [3]. Most schwannomas show a mutation or ab-
sence of the NF2 gene. The loss of the functionality of the NF2 protein would be
necessary for the development of the tumor [4].

The symptomatology is mainly, poor and aspecific [5]. Clinically schwannoma
can be manifested by localized pain, as in our case, by neurological symptom re-
lated to localization, or extrinsic compression linked to the size of the tumor. On
computed tomography, schwannomas usually have an ovoid or spherical shape
with well-defined border. In up to 61% of cases, they can present cystic changes
as shown in the presented case. The MRI would be interesting to the extent that
there is a well-encapsulated heterogeneous image with hypointensity on
T1-weighted and hyperintensity on T2-weighted [5] [6]. MRI is also useful for
analysing the tumor’s relationships with adjacent structures in the perineum.
Perineal schwannomas should be excised completely. The most difficult part of
the case presented was the proximity of the anal sphincter. Careful dissection in

such cases is mandatory to avoid injury to the sphincter muscle fibers and

Figure 1. (a) (slide at 10x magnification); (b) (slide at 40x magnification): spindles cell
tumor proliferation with intersecting beams.
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expose patients to the risk of incontinence. Some authors have advised partial
resection to prevent injury to adjacent organs. However, recurrences are related
to incomplete resections. Nevertheless, therapeutic abstention remains an option
if the tumor is asymptomatic. The final diagnosis is made by histopathology that
show the encapsulated aspect of the tumor in which one can find residual nerve
fibers or axonal structures, its palisade organization of fusiform cells and espe-
cially the positivity of the protein S100 in immunohistochemistry. The search for
genetic mutations of the NF2 gene isn’t indicated in the absence of other

schwannomas or family history [7].

4. Conclusion

Schwannoma is a rare tumor whose diagnosis is difficult because of the variabil-
ity of the clinical and paraclinical presentation. Its treatment is surgical in case of
patient discomfort or abstention with surveillance. It must be kept in mind that

it can be integrated into neurofibromatosis type 2.
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