CASE REPORT

Intrascrotal extratesticular schwannoma: A first pediatric case
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Abstract

Scrotal nerve sheath tumours unassociated with neurofibroma-
tosis or schwannomatosis are extremely rare. Very few cases of
benign intrascrotal and extratesticular schwannomas have been
reported, but none of them occurred in childhood. This current
report describes for the first time a case of benign intrascrotal
extratesticular solitary schwannoma in a 16-year-old male.

enchymal origin that can affect the spermatic cord

region, testicular tunics, epididymis and vestigial rem-
nants. The most common tumours that arise from the para-
testicular tissue are benign neoplasms, such as leiomyoma,
lipoma and adenomatoid tumour." Although schwannoma
is the most common tumour of the peripheral nerves, it is
extremely rare in the paratesticular region. To our knowl-
edge, this case is the first of a benign intrascrotal extrates-
ticular schwannoma in the pediatric population.

Paratesticular tumours are infrequent neoplasms of mes-

Case report

A 16-year-old male presented with a painless and slowly
growing scrotal mass first noticed in the past few years.
The patient was initially referred to the pediatric urology
department with a suspected left varicocele. Otherwise, he
had no noteworthy medical or family history, and there was
no trauma or infection reported. On physical examination,
scrotal palpation revealed an irregular, firm, non-reducible
and non-transilluminating mass of about 8 cm in diameter
with a mid-scrotal location at the base of the penis (Fig. 1).
The mass was distinct from the testes and scrotal wall and
did not seem to be attached to any underlying structures.
Spermatic cords and scrotal skin were normal. Testes were
normal in size and shape. There was no palpable lymph
node upon physical examination. Furthermore, there were

no clinical stigmas or family history related to neurofibro-
matosis or schwannomatosis.

Ultrasonographic examination revealed a solid volu-
minous, heterogeneous and lobulated mass measuring
4.3 x 4.1 x 5.5 cm in size on the inferior-anterior side of the
base of the penis (Fig. 2). The mass was highly vascularized
on Doppler examination. Testes and epididymis were nor-
mal, except for a cyst or spermatocele of 8 mm in diameter
located on the right epididymis, with no signs suggesting a
hydrocele. Laboratory results showed B-human chorionic
gonadotropin, alpha-fetoprotein and lactate dehydrogenase
levels were within normal range. A complete surgical exci-
sion of the scrotal mass was performed and did not reveal
any particular attachment to adjacent structures except for
the vessels at its base. Macroscopic examination of the speci-
men revealed a well-circumscribed rounded encapsulated
mass of 5.5 x 5.0 x 3.5 cm in size and 58.2 g in weight.
Its cut surface consisted of a grayish-white fasciculated tis-
sue with very few brownish spots and no obvious area of
necrosis or recent bleeding. The histopathological report
showed an arrangement of spindle cells in a storiform pat-
tern with Verocay bodies interspersed with myxomatous
areas. Blood vessels with hyalinised walls were noted.
Immunohistochemistry studies showed diffusely positive
S100 protein and immunoreactive perineural capsule with
epithelial membrane antigen (Fig. 3). Therefore, we settled
on the final diagnosis of intrascrotal extratesticular schwan-
noma. Afterwards, the patient was assessed by a neurolo-
gist and a geneticist, who both concluded that the patient
did not present any signs related to neurofibromatosis or
schwannomatosis.

Discussion

Schwannomas, also named neurilemmomas or neurinomas,
are benign tumours of the nerve sheath that develop from
myelin-forming cells called the Schwann cells. They mostly
affect the head and neck areas along with the nerves of the
flexor surfaces of the upper and lower extremities, with a
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Fig. 1. Mid-scrotal mass seen in a 16-year-old male.

peak patient age between 20 and 50 years old.? Multiple
schwannomas can be seen as part of type 2 neurofibroma-
tosis, schwannomatosis or Carney complex. Schwannomas
can cause symptoms of dysesthesia, sensory loss, weakness
or radicular-type pain, but most patients will remain asymp-
tomatic.’

Histologically, schwannomas are encapsulated tumours
composed of cells arranged in a biphasic architecture made
of Antoni A and Antoni B areas. Antoni A areas refer to dense
bundles of spindle cells with palisading nuclei (Verocay
bodies). Antoni B areas are char-
acterized by loose-textured tissue,
fewer cells and myxoid changes.*
Immunohistochemisty studies
of schwannomas show a uni-
form staining with S100 protein.*
Malignant transformations are
extremely rare.®

Although schwannoma is the
most common tumour of the per-
ipheral nerves, it represents a rare
finding in the differential diagnosis
of scrotal neoplasms and parates-
ticular lesions. Few cases of gen-
ital schwannomas, involving the
prostate, spermatic cord, testis,
penis, tunica vaginalis and sem-
inal vesicle, have been reported.®”
Based on our literature review, 10
previous reports of solitary benign
intrascrotal extratesticular schwan-
nomas unassociated with neurofi-
bromatosis or schwannomatosis
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Fig. 2. Ultrasound imaging showing an intrascrotal extratesticular mass located
at the base of the penis.

benign intrascrotal extratesticular schwannoma. However,
extremely rare childhood cases of neurofibroma, another
benign nerve sheath neoplasm, and schwannomas of the
clitoris, have been reported.'*'* Schwannomas’ slow growth
and usually asymptomatic presentation could explain the
infrequency of these tumours in the pediatric population.

s

involved patients ages between
24 and 71.%" To our knowledge,
this is the first pediatric case of

Fig. 3. A: Well-circumscribed tumour with fibrous capsule. B: Proliferation of spindle cells with formation
of Verocay bodies. C: Short fascicles of bland spindle cells with hyalinized blood vessels. D: Strong diffuse
immunoreactivity for S100.
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In the reviewed cases, acute pain or occasional tenderness
was uncommon. Ultrasonographic examination was per-
formed in all cases and therefore seemed to be the gold
standard in the evaluation of scrotal masses, while computed
tomography or magnetic resonance imaging were rarely
performed. Complete surgical excision of the tumour was
executed in all reviewed cases with favourable results. There
was no recurrence noted with any of the benign intrascrotal
extratesticular schwannomas. However, periodical surveil-
lance after complete excision was still promoted by some
authors.>1°

Conclusion

Although it is extremely rare, schwannoma must be con-
sidered in the differential diagnosis of a paratesticular tumour
in a pediatric patient, along with other more common
benign neoplasms of the paratesticular tissue, such as leio-
myoma, lipoma and adenomatoid tumours.

Competing interests: Michelle Bergeron declares no competing financial or personal inferests. Dr.
Bolduc s prinicpal investigator for Astellas. Dr. Labonté has received an honorarium for lectures given
and consensus meetings from Merck and Bristol-Myers-Squibb. Dr. Moore is currently an investigator
with Astellas in a dlinical frial.

This paper has been peerreviewed.

First pediatric case of intrascrotal extratesticular schwannoma

References

1. Akbar SA, Sayyed TA, Jafri SZH, et al. Mulfimodality imaging of paratesticular neoplasms and their rare
mimics. RadioGraphics 2003;23:1461-76. http://dx.doi.org/10.1148 /19.236025174
2. Pilavaki M, Chourmouzi D, Kiziridou A, et al. Imaging of peripheral nerve sheath tumors with patho-
logic correlation: Pictorial review. Fur J Radiol 2004;52:229-39. http://dx.doi.org/10.1016/].
gjrad.2003.12.001
3. ESheri Y, Sarva H, Valsamis H. Clinical reasoning: An unusual lung mass causing focal weekness.
Neurology 2012;78:e4-7. http:/ /dx.doi.org/10.1212 /WNL.0b013e31824258af
4. Skovronsky DM, Oberholizer JC. Pathologic dlassification of peripheral nerve tumors. Neurosurg Clin N Am
2004;15:157-66. http: / /dx.doi.org/10.1016,/1.nec.2004.02.005
5. Geschikler CF. Tumors of the peripheral nerves. Am J Cancer 1935;25:377-89. http://dx.doi.
org/10.1158/4jc.1935.377
6. Jiang R, Chen JH, Chen M, et al. Male genital schwannoma, review of 5 cases. Asian / Androl 2003;5:251-
4.
7. HeR, Yong X, Li X, He Z, et al. Cystic schwannoma of a seminal vesicle. J Androl 2012;33:798-800.
http://dx.doi.org/10.2164 /jandrol. 111.015917
8. Barde NG, Sacchidanand S, Madura C, et al. Intrascrotal non-festicular schwannoma: A rare case report. J
Cutan Aesthet Surg 2013;6:170-1. http://dx.doi.org/10.4103 /0974-2077.118434
9. Shamsa A, Omidi AA. Huge primary intrascrotal schwannoma: A case report and review of the literature.
Med J Islamic Rep Iran 2004;18:85-6.
10. Chan PT, Tripathi S, Low SE, et al. Case report-ancient schwannoma of the scrotum. BMC Ural 2007;7:1.
http://dx.doi.org/10.1186,/1471-2490-7-1
11. Bhanvadia V, Santwani PM. Intrascrotal extratesticular schwannoma. J Cyrol 2010;27:37-9. http://
dx.doi.org/10.4103/0970-9371.66696
12. Tiirkyilmaz Z, Sénmez K, Karabulut R, et al. A childhood case of intrascrotal neurofibroma with brief review
of the literature. J Pediatr Surg 2004;39:1261-3. http: / /dx.doi.org/10.1016 /.jpedsurg.2004.04.026
13. Yegane RA, Alage MS, Khanicheh E. Congenital plexiform schwannoma of the dlitoris. Saudi Med J
2008;29:600-2.

Correspondence: Dr. Katherine Moore, Department of Surgery, Division of Urology, CHU de Québec,
Université Laval, Québec City, QC; katherine.moore.1@ulaval.ca

CUAJ ® March-April 2014 o Volume 8, Issues 3-4 E281





