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Introduction

Malignant peripheral nerve sheath tumors are a
rare type of cancer that arise from the soft tissue
that surrounds nerves. They are a type of sarcoma.
Most malignant peripheral nerve sheath tumors
arise from the nerve plexuses that distribute
nerves into the limbs the brachial and lumbar
plexuses or from nerves as they arise from the
trunk. MPNSTs comprise approximately 5-10% of
all soft tissue sarcomas. They can occur either
spon-taneously or in association with neurofibro-
matosis-1.

The etiology is unknown but there is a higher in-
cidence in patients with a history of radiation ex-
posure. Up to 50% of MPNSTSs occur in patients
with NF1, demonstrating the tendency for this tu-
mor to arise from a preexisting neurofibroma.
Cross sectional studies have previously demon-
strated a 1-2% prevalence of MPNST among NF1
patients although a recent study showed these pa-
tients have a 10% lifetime risk of ultimately de-
veloping an MPNST.

The development of plexiform neurofibromas has
been linked to the loss of NF1 gene expression in

a mouse model, while the development of
MPNST has been related to other genetic insults,
such as those involving p53 and p16. While NF1
gene activity does not independently cause
MPNSTSs, it may in fact predispose these patients
to such an event.

MPNSTSs generally occur in adulthood, typically
between the ages of 20 and 50 years of age. Ap-
proximately 10-20% of cases have been reported
to occur in the first 2 decade of life, with occa-
sional cases involving infants as young as 11
months of age.

Malignant peripheral nerve sheath tumours
(MPNSTs) are aggressive, locally invasive soft
tissue sarcomas, typically presenting as a rapidly
growing and painful lump. These tumours account
for up to 10% of all soft tissue sarcomas and are
associated with poor prognosis unless wide exci-
sion of the tumour is undertaken before local in-
vasion or distant metastasis can occur. The inci-
dence of sporadic MPNSTSs is low, with a lifetime
risk of 0.001% but in association with the familial
condition neurofibromatosis type 1 (NF1), where
these tumours often arise from malignant trans-
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formation of a plexiform neurofibroma, the inci- Impression
dence is much higher. Evans et al. estimate the
lifetime risk of developing MPNSTSs in the popu-
lation of patients with NF1 to be as high as 13%.
A number of studies have compared survival in
sporadic and NF1-associated tumours but no con-
sensus has been reached on whether NF1 is an
independent poor prognostic factor or not.

CASE REPORT

A 25yr old female patient presented to department
of surgery, Sri Devraj Urs Medical college, kolar,
Karnataka, with swelling in the inner aspect of left
thigh since 6 month, which was gradually pro-
gressive in size and associated with dull aching
pain, no h/o radiation of pain ,no h/o restriction of
movements of lower limb, no h/o radiation expo-
sure, no h/o previous swelling

On examinassions:

General physical examination was normal

Local examination: A globular shaped swelling
located in the medial aspect of left thigh, non ten-
der, well defined irregular margin, smooth sur-
face, soft to firm in consistency, measuring about
8x8 cms, mobility restricted on contraction of
muscle and the skin over the swelling was normal

Fig.1 Preoperative Image Show The Well Cir-
cumscribed Tumor

INVESTIGATIONS
Routine - normal
Ultrasonography:
> A heterogenous ill defined lesion is seen in
antero medial aspect of left thigh measur-
ing 9.7X8x5.6 cm
» The lesion appears to lie deep to subcuta-
neous plane within the superficial muscle
layer
» The lesion shows cystic and solid compo-
nents within, with increased vascularity in
echogenic components. Few septations
noted within the cystic portion.
» The cleavage between posterior border of
the lesion and rest of the muscle plane is
not clearly defined--- ?infiltration

Fig.3 Image showing the dissection of tumor
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Focal heterogenous soft tissue lesion on the antero
medial aspect of left thigh - suggestive of the soft
tissue neoplasm (? sarcoma)

FNAC
Benign  spindle  cell lesion probably

SCHWANOMA

Fig.4 & 5 Showing the surface of tumor arising
from the nerve sheath

TREATMENT

Surgical exploration was carried out through the
skin crease incision over the swelling in the medi-
al aspect of left thigh. After dissection through
skin, subcutaneous tissue

DISCUSSION
MPNST is a very rare tumor, with an incidence of
1 per 1,00,000 population and which constitutes
between 3 to 10% of all soft tissue sarcomas.
Hence, this entity is often managed as a sub-
category of soft tissue sarcomas. In contrast, in
our series, MPNST constituted 12% (24/200) of
all soft tissue sarcomas, with MPNST represent-
ing the second most common variety of soft tissue
sarcoma seen. The most significant contributions
in understanding the clinical and pathological fea-
tures of MPNST were studied by Mayo clinic in-
vestigators. A combination of gross and micro-
scopic findings along with immunohisto chemical
studies is commonly used to diagnose a case of
MPNST. In most instances, the tumors display
fascicles of spindle cells woven into herringbone
pattern with varying degrees of mitosis and necro-
sis. However, it is not always possible to demon-
strate the origin from a nerve, especially when it
arises from a small peripheral branch. This point
was exemplified in a series by Nambisan et al., in
which nerves could not be identified in 61% of
cases of MPNST and in the series Bilge et al., in
which nerve origin could be identified only in 45—
56% cases. Still, there are several other distinct
features, such as proliferation of tumor in the sub-
endothelial zones of vessels with nepotistic cells
herniation into vessel lumen and proliferation of
small vessels in the walls of the large vessels,
which are very characteristic features of MPNST
A sarcoma is defined as a MPNST when at least
one of the following criteria is met:

1. It arises from a peripheral nerve

2. It arises from a preexisting benign nerve

sheath tumor (neurofibroma)
3. It demonstrates Schwann cell differentia-
tion on histologic examination

CONCLUSION

A high index of suspicion is necessary for early
diagnosis of MPNST a rare type of cancer that
arise from the soft tissue that surrounds nerves.
Treatment consists of wide excision followed by
radiation.
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