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An 83-year-old woman was admitted to our hospital
because of colicky pain under the right costal arch sug-
gesting cholecystitis. Physical examination confirmed by
ultrasound scan indicated a palpable tumor in that loca-
tion. Laparotomy was performed and the tumor was re-
moved. Histopathological examination revealed malig-
nant peripheral nerve sheath tumor (MPNST) originating
in neurofibroma of the mesentery. Macroscopic, histo-
logical and cytological features were typical for MPNST.
High nuclear pleomorphism, hyperchromasia were ob-
served but on average only two mitotic figures per high
power field were seen. The growth fraction determined by
Ki-67 immunoreactivity was about 30%. Immunohisto-
chemical stains revealed positivity of individual cells for
NK-1(CD57), S-100 protein and NSE. It was lack of po-
sitivity for cytokeratin, EMA, vimentin, desmin, SMA,
CD34. We report a well documented case of MPNST orig-
inating in preexisting neurofibroma of the mesentery. To
our knowledge, is the first case in the Polish literature.

Introduction

MPNST is a spindle cell neoplasm with features of
neural differentiation with a high probability of local re-
currence and distant metastases [2, 4]. The proximal upper
and lower extremities and the trunk are the most common
sites of the neoplasm development. Almost two-thirds of
MPNST arise from neurofibromas. The second in fre-
quency are MPNSTs arising from peripheral nerves. Usu-
ally, plexiform neurofibromas and neurofibromas of
major nerves are precursors for majority of malignant pe-
ripheral nerve sheaths tumors. Approximately 50% of
MPNST tumors are associated with neurofibromatosis I
and 10% develop at the site of prior irradiation [1, 2].

A Case Description

An 83-year-old woman was admitted to our hospital
with complaints of colicky pain under the right costal arch
suggesting cholecystitis. The pain protracted before ad-
mission to hospital for several days. Physical examination
confirmed by an ultrasound scan indicated a tumorous-
like mass under the right costal arch (Fig.1). Laboratory
tests revealed anemia. Mild fever was noted. Laparotomy
was performed and the tumor of the ileal mesentery was
removed. The patient’s postoperative recovery was un-
eventful.

Pathological findings

The surgical specimen comprised a tumor faced with
peritoneum 12 cm x 9 cm x 8 cm in size (310 g of the
weight) and a fragment of the mesentery (Fig. 2). On gross
examination two components were seen. The first one —
firm, white-gray mass spreading diffusely into the me-
sentery was neurofibroma. Histologically, elongated,
slender, spindle-shaped cells surrounded by collagen fi-
bers were seen (Fig. 3). We found spindle-shaped cells to
be positive for NK-1(CD57) (Fig. 4), S-100 protein and
CD34 positive cell population at periphery of the lesion. It
was lack of positivity for cytokeratin, EMA, NSE, vi-
mentin, desmin, SMA. The second component, constitut-
ing majority of the lesion was firm, cream and grey
colored mass with foci of hemorrhage and necrosis. The
histological features consisted of loosely arranged inter-
lacing fascicles of spindle cells, with light eosinophilic
cytoplasm. High nuclear pleomorphism, hyperchromasia
were observed but only two mitotic figures per high power
field were noted. The growth fraction determined by
Ki-67 immunoreactivity was about 30%. Foci of geo-
graphic necrosis were seen. Epithelioid cells, gland form-
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Fig. 1. Ultrasound scan of the tumor situated under the right costal arch.

Fig. 2. Gross picture of the tumor with fragment of the mesentery.

Fig. 3. Neurofibroma component and MPNST (on the right side). HE.

ing epithelium or rhabdomyosarcomatous differentiation
were not revealed (Fig. 3). Immunohistochemical stains
showed positivity in individual cells for NK-1(CD57)
(Fig. 5), S-100 protein and NSE. It was lack of positivity
for cytokeratin, EMA, vimentin, desmin, SMA and CD34.
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Fig. 4. Neurofibroma component — NK-1(CD57).

Fig. 5. MPNST component — decreased immunoreactivity for NK-1 (CD57).

Discussion

Neurofibroma of small nerve spreading diffusely into the
surrounding tissues as precursor for MPNST is rare. Usually,
plexiform neurofibroma or neurofibromas of major nerves are
precursors to MPNST. Neurofibromas are common and occur
either as sporadic solitary nodules unrelated to any syndrome
or, far less frequently in individuals with type I neurofibro-
matosis. Neurofibroma presents most commonly as a cutane-
ous nodule or circumscribed mass in a peripheral nerve or as
a plexiform enlargement of a major nerve trunk [4]. Neuro-
fibroma of the mesentery without neurofibromatosis is ex-
tremely rare [5]. Approximately 50% of MPNST tumors are
associated with neurofibromatosis I and in such situation they
are characterized by higher histological grade and a very poor
prognosis [1, 2, 7]. Two variants of MPNST have higher asso-
ciation with type I neurofibromatosis: glandular and with
rhabdomyosarcomatous differentiation (Triton tumor). Epi-
thelioid variant of MPNST shows no association with neuro-
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fibromatosis [4]. The incidence of MPNST arising in type I
neurofibromatosis is about 4.6% and 0.001% in the general clinic
population [2]. Usually, mitotic activity in MPNST is at least 4
mitotic figures per high power field and the growth fraction de-
termined by Ki-67 immunoreactivity is from 5% to 65% [4, 6].

MPNSTs usually show immunoreactivity for S-100,
CD57, NSE but most of high-grade MPNSTs display de-
creased or negative reactivity to CD57 or S-100 compared
with neurofibromas and the majority of low-grade MPNSTs,
which display diffuse or focal reactivity for CD57 or S-100 [6,
10]. CD34 expression in MPNSTs arising within neurofibro-
ma can be lower in the sarcomatous areas of the tumor [8, 9].

MPNST occurs predominantly in the third to sixth de-
cades of life with the mean age of patients without neuro-
fibromatosis 40—44 years. Neurofibromas are rarely painful
and most MPNSTSs are rarely antedated by symptoms before
detection of mass, excluding MPNSTs that arise from major
nerves typically giving pain [4].

Our report on MPNST is interesting because tumor devel-
oped in neurofibroma of a small nerve with location in the
mesentery. The patient was 83-year-old woman free of type |
neurofibromatosis. No more than two mitotic figures per high
power field were noted. We have found CD34 positive cell
population at the periphery of the neurofibromatous part of the
tumor and lack of CD34 expression in MPNST part of the le-
sion. It was decreased reactivity for NK-1(CD 57) in sarco-
matous part compared with neurofibromatous part of the lesion.
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