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Abstract

Case Report

Malignant schwannomas are rare types of malignant peripheral nerve sheath tumors composed of neoplastic Schwann
cells. Many are discovered incidentally as solitary tumors. The cause is unknown. Most develop independently,
although some are associated with genetic disorders such as neurofibromatosis type 2 or schwannomatosis.
Schwannomas can emerge in any part of the body. They affect all age groups, with a peak occurrence between 25 and
40, without predilection to sex or race. Many are asymptomatic; nevertheless, symptoms such as paresthesia and pain
are induced by mass effect and direct nerve invasion. A thorough physical examination, imaging modalities such as
magnetic resonance imaging, and surgical biopsy are used to make a diagnosis. Treatment is affected by several
parameters, such as the location of the tumor and the severity of the symptoms. Asymptomatic patients are treated
conservatively, whereas those who are symptomatic undergo surgical resection with a favorable prognosis.
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INTRODUCTION

Malignant peripheral nerve sheath tumors
(MPNST) are the current term for malignant tumors of
the peripheral nerves. MPNST are any clinically or
histologically malignant tumors that arise from cells in
peripheral nerve sheaths. These tumors account for
around 10% of all soft tissue sarcomas. They appear in
three forms: sporadic, related with neurofibromatosis
type 1, and as a consequence of irradiation [1]. The
tumors have the potential for malignancy and fast
metastasis,  especially  when  combined  with
neurofibromatosis [2]. It requires a precise, early
diagnosis based on imaging techniques and histological
investigations to determine the appropriate treatment
strategy. Surgery is the recommended treatment option
supplemented by postoperative irradiation and/or
chemotherapy. Despite aggressive surgery and adjuvant
treatment, patients with MPNST have a poor prognosis;
nevertheless, prognostic factors have not been reported
consistently in the literature to date [3-5].

CASE PRESENTATION

Our patient is an 11 years-old boy with an
eventful family history. In February 2020, he observed
a tumor growing on the anteromedial region of his left

thigh under the groin, which was gradually enlarging.
He had no symptoms and no neurological impairment
other than a sense of pressure in the lower part of his
thigh. After a visit to the Paediatric Surgery
Department, an MRI was performed with a finding of
an extensive, probably malignant expansion of the
anteromedial compartment of the left thigh in close
touch with the vascular and nerve structures, measuring
8.5 x 3.4 x 6 cm (Figure 1). An excisional biopsy of the
lesion was performed in the Department with the
following conclusion: Malignant sarcoma primarily
referring to a malignant schwannoma of the peripheral
nerve. Post-operative MRI showed the persistence of a
superficial femoral perivascular lesion, compatible with
a tumor residue. Due to that, adjuvant chemotherapy
was administered based on vincristine, adriamycin, and
cyclophosphamide (4 cycles). During the subsequent
follow-ups, there was a significant progression of the
actual lesion.

At this stage, the patient was referred to the
Pediatric Surgery department for a total excision due to
the unsafe resection margins. Then he was referred to
our department for further management.
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The case was discussed in a multidisciplinary
meeting, which recommended deferring radiotherapy
after completion of the surgical resection. The patient

was addressed to surgery, but, the parents refused the
procedure, then he was lost to follow-up. He died after
five months from complications.
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of the left thigh in close touch with the vascular and nerve structures. B: T2-weighted frontal magnetic resonance image of the
extensive malignant expansion of the anteromedial compartment of the left thigh.

DiscussION

Malignant schwannomas are uncommon
sarcomas that evolve from the Schwann sheath cells
that surround peripheral nerve fibers. It is a nerve
sheath tumor described as aggressive and severely
malignant, with a low survival rate despite treatment[2].
They often damage the central nerve trunks, especially
those of the upper limb. The posterior tibial nerve is the
most often afflicted nerve in the lower limb [6-8]. These
tumors are extremely uncommon in children and more
often affect adults ranging from 25 to 40[9].

Most schwannomas are asymptomatic;
however, they may become symptomatic after so many
months or years. The tumor's mass effect can induce
pain at the location of the lesion and radiate pain along
the course of the concerned nerve. Physical examination
may reveal a lump on the knee, and because of the non-
specific ~ symptoms, it is  challenging to
differentiate schwannomas from other soft tissue
tumors. Ganglion cysts, lipomas, and lipofibromatous
hamartomas are often easily compressible and smooth
to the touch, whereas schwannomas are firm to the
touch[4, 5, 10].

The ultrasound examination usually reveals a
focal soft tissue mass within the nerve host. MRI is the
recommended examination for identifying the tumor
and its connections to the nerve [11, 12].
Histopathology would be used to make the final
diagnosis.

The mainstay of treatment for malignant
schwannoma is radical in bloc resection. However, The

quality of the resection influences the use of future
oncological therapy[13]. Survival after surgery is 79%
if the removal is complete and 22% if the removal is
impossible or in metastases[9].

CONCLUSION

Anterior thigh schwannoma is a rare tumor, in
which the pathogenesis is still unknown. More research
is needed to understand this entity, in order to help
making the diagnosis and to provide better treatment.
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