
Tomasz Górecki 1, Magdalena Ostrowska1, Barbara Kaszuba1, Przemys³aw Nowicki2,
Tomasz Dudzik2, Sebastian Wojnowski2 

Ma lig nant Pe riph eral Nerve Sheath Tu mor Orig i nat ing in Neurofibroma
of the Mesentery. Case Re port

1De partm ent of Pa thom orph ology, Di strict Ho spit al, Ko nin,
2Ge ner al Sur gery Ward, Di strict Ho spit al, Ko nin

An 83-year-old woman was ad mit ted to our hos pi tal

be cause of col icky pain un der the right costal arch sug -

gest ing cholecystitis. Phys i cal ex am i na tion con fir med by

ul tra sound scan in di cated a pal pa ble tu mor in that lo ca -

tion. Laparotomy was per formed and the tu mor was re -

moved. Histopathological ex am i na tion re vealed ma lig-

 nant pe riph eral nerve sheath tu mor (MPNST) orig i nat ing 

in neurofibroma of the me sen tery. Mac ro scopic, histo -

logical and cy to log i cal fea tu res were typ i cal for MPNST.

High nu clear pleo morphism, hyperchromasia were ob -

served but on av er age only two mi totic fig ures per high

power field were seen. The growth frac tion de ter mined by

Ki-67 immunoreactivity was about 30%. Immuno histo -

chemical stains re vealed positivity of in di vid ual cells for

NK-1(CD57), S-100 pro tein and NSE. It was lack of po -

sitivity for cytokeratin, EMA, vimentin, desmin, SMA,

CD34. We re port a well doc u mented case of MPNST orig -

i nat ing in pre ex ist ing neurofibroma of the mesentery. To

our knowl edge, is the first case in the Pol ish lit er a ture.

In tro duc tion

MPNST is a spin dle cell neo plasm with fea tures of

neu ral dif fer en ti a tion with a high prob a bil ity of lo cal re -

cur rence and dis tant metastases [2, 4]. The prox i mal up per 

and lower ex trem i ties and the trunk are the most com mon

sites of the neo plasm de vel op ment. Al most two-thirds of

MPNST arise from neurofibromas. The sec ond in fre -

quency are MPNSTs aris ing from pe riph eral nerves. Usu -

ally, plexiform neurofibromas and neurofibromas of

ma jor nerves are pre cur sors for ma jor ity of ma lig nant pe -

riph eral nerve sheaths tu mors. Ap prox i mately 50% of

MPNST tu mors are as so ci ated with neurofibromatosis I

and 10% de velop at the site of prior ir ra di a tion [1, 2].

A Case De scrip tion

An 83-year-old woman was ad mit ted to our hos pi tal

with com plaints of col icky pain un der the right costal arch

sug gest ing cholecystitis. The pain pro tracted be fore ad -

mis sion to hos pi tal for sev eral days. Phys i cal ex am i na tion

con firmed by an ul tra sound scan in di cated a tumo rous-

like mass un der the right costal arch (Fig.1). Lab o ra tory

tests re vealed ane mia. Mild fe ver was noted. Laparotomy

was per formed and the tu mor of the ileal mesentery was

re moved. The pa tient’s post op er a tive re cov ery was un -

event ful. 

Patho log i cal find ings 

The sur gi cal spec i men com prised a tu mor faced with

peri to neum 12 cm × 9 cm × 8 cm in size (310 g of the

weight) and a frag ment of the mesentery (Fig. 2). On gross 

ex am i na tion two com po nents were seen. The first one –

firm, white-gray mass spread ing dif fusely into the me -

sentery was neurofibroma. Histo lo gically, elon gated,

slen der, spin dle-shaped cells sur rounded by col la gen fi -

bers were seen (Fig. 3). We found spin dle-shaped cells to

be pos i tive for NK-1(CD57) (Fig. 4), S-100 pro tein and

CD34 pos i tive cell pop u la tion at pe riph ery of the le sion. It 

was lack of positivity for cytokeratin, EMA, NSE, vi -

mentin, desmin, SMA. The sec ond com po nent, con sti tut -

ing ma jor ity of the le sion was firm, cream and grey

col ored mass with foci of hem or rhage and ne cro sis. The

histological fea tures con sisted of loosely ar ranged in ter -

lac ing fas ci cles of spin dle cells, with light eosinophilic

cy to plasm. High nu clear pleo mor phism, hyperchromasia

were ob served but only two mi totic fig ures per high power 

field were noted. The growth frac tion de ter mined by

Ki-67 immunoreactivity was about 30%. Foci of geo -

graphic ne cro sis were seen. Epithelioid cells, gland form -
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ing ep i the lium or rhabdo myosar co ma tous dif fer en ti a tion

were not re vealed (Fig. 3). Immuno histochemical stains

showed po sitivity in in di vid ual cells for NK-1(CD57)

(Fig. 5), S-100 pro tein and NSE. It was lack of positivity

for cytokeratin, EMA, vimentin, desmin, SMA and CD34.

Dis cus sion

Neurofibroma of small nerve spread ing dif fusely into the

sur round ing tis sues as pre cur sor for MPNST is rare. Usu ally,

plexiform neurofibroma or neurofibromas of ma jor nerves are 

pre cur sors to MPNST. Neurofibromas are com mon and oc cur 

ei ther as spo radic sol i tary nod ules un re lated to any syn drome

or, far less fre quently in in di vid u als with type I neuro fibro -

matosis. Neurofibroma pres ents most com monly as a cu ta ne -

ous nod ule or cir cum scribed mass in a pe riph eral nerve or as

a plexiform en large ment of a ma jor nerve trunk [4]. Neuro -

fibroma of the mesentery with out neurofibromatosis is ex -

tremely rare [5]. Ap prox i mately 50% of MPNST tu mors are

as so ci ated with neurofibro matosis I and in such sit u a tion they

are char ac ter ized by higher histological grade and a very poor

prog no sis [1, 2, 7]. Two vari ants of MPNST have higher as so -

ci a tion with type I neurofibromatosis: glan du lar and with

rhabdomyosarco matous dif fer en ti a tion (Tri ton tu mor). Epi -

thelioid vari ant of MPNST shows no as so ci a tion with neuro -
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Fig. 1. Ul tra sound scan of the tu mor sit u ated un der the right costal arch.

Fig. 2. Gross pic ture of the tu mor with frag ment of the mesentery.

Fig. 3. Neurofibroma com po nent and MPNST (on the right side). HE.

Fig. 4. Neurofibroma com po nent – NK-1(CD57).

Fig. 5. MPNST com po nent – de creased immunoreactivity for NK-1 (CD57).



fibromatosis [4]. The in ci dence of MPNST aris ing in type I

neuro fibro matosis is about 4.6% and 0.001% in the gen eral clinic 

pop u la tion [2]. Usu ally, mi totic ac tiv ity in MPNST is at least 4

mi totic fig ures per high power field and the growth frac tion de -

ter mined by Ki-67 immunoreactivity is from 5% to 65% [4, 6].

MPNSTs usu ally show immunoreactivity for S-100,

CD57, NSE but most of high-grade MPNSTs dis play de -

creased or neg a tive re ac tiv ity to CD57 or S-100 com pared

with neurofibromas and the ma jor ity of low-grade MPNSTs,

which dis play dif fuse or fo cal re ac tiv ity for CD57 or S-100 [6, 

10]. CD34 ex pres sion in MPNSTs aris ing within neuro fibro -

ma can be lower in the sarcomatous ar eas of the tu mor [8, 9]. 

MPNST oc curs pre dom i nantly in the third to sixth de -

cades of life with the mean age of pa tients with out neuro -

fibromatosis 40–44 years. Neurofibromas are rarely pain ful

and most MPNSTs are rarely an te dated by symp toms be fore 

de tec tion of mass, ex clud ing MPNSTs that arise from ma jor

nerves typ i cally giv ing pain [4].

Our re port on MPNST is in ter est ing be cause tu mor de vel -

oped in neurofibroma of a small nerve with lo ca tion in the

mesentery. The pa tient was 83-year-old woman free of type I

neurofibromatosis. No more than two mi totic fig ures per high

power field were noted. We have found CD34 pos i tive cell

pop u la tion at the pe riph ery of the neurofibromatous part of the

tu mor and lack of CD34 ex pres sion in MPNST part of the le -

sion. It was de creased re ac tiv ity for NK-1(CD 57) in sarco -

matous part com pared with neurofibromatous part of the le sion.
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