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ABSTRACT

The neurofibromatosis is a frequent and polymorphic genetic
disorder. The severity is related to the complications. The
degeneration of neurofibroma is a very rare complication of
neurofibromatosis. In the literature, a few cases of solitary
neurofibroma, which turned into a malignant tumor were
reported. In our case, we described a very rare clinical case of
neurofibrosarcoma in the scalp, and surgical treatment.
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INTRODUCTION

Neurofibromatosis type 1 is a congenital disorder, affecting
one individual in 2500 births." It is one of the most common
genetic diseases, resulting due to a mutation of the NF-1 gene;
The mutation is spontaneous in half of the cases and inherited as
autosomal dominant in the other half.? Penetrance is 100% at the
age of 5 years, however expressiveness, whether for the severity
or location, is extremely variable even within families whose
members have inherited the same mutation.’

Neurofibromatosis is  characterized by  café-au-lait
spots, lentigines and neurofibromas; with eye signs like Iris
hamartoma; also CNS glioma and bone signs like dysplasia,
pseudoarthrosis and scoliosis.* The severity of disease usually is
due to its complications. One of the more morbid complications
is malignant degeneration of plexiform neurofibromas.” The
malignant Schwannoma is one of the forms of degeneration of the
neurofibroma in neurofibrosarcoma.® Here, we described a very
rare clinical case of neurofibrosarcoma in the scalp, and surgical
treatment.

CASE REPORT

We report our experience with a forty-three years old patient,
known carrier of Neurofibromatosis type 1, who presented to us
with a large occipital tumor. Biopsy revealed presence of malignant
Schwannoma (Figure 1). The treatment consisted of wide local
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Fig. 1: A forty-three years old patient, known carrier of Neurofibromatosis type 1 with a large occipital tumor
and malignant Schwannoma.
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excision and reconstruction. Intra-operatively,
the tumor was found to infiltrate the periosteum
and abutting the outer table of the occipital
bone. A wide local excision of the tumor, the
periosteum and the outer table of the bone was
done (Figure 1). Histopathology confirmed
malignant Schwannoma infiltrating into the
outer table. The wound was initially managed by
moist occlusive dressings in the interim till the
histopathology report was available. One month
after the initial surgery, the wound was closed
with a large bipedicle bucket handle flap from the
parieto-occiptal scalp region (Figure 1). There
was some graft loss on the donor area and hence
the patient was again scheduled for skin grafting
of the donor area after two months (Figure 1).
The postoperative course was unremarkable and
without any complications. The patient was then
referred to the Oncology unit for radiation therapy.

DISCUSSION

The degeneration of neurofibromas is a rare
complication of neurofibromatosis, and the
lifetime risk for a patient of NF1 is of the
order of 3 to 5 percent.® Histologically, the
neurofibrosarcoma is characterized by the
presence of fusiform cells, probably derived
from Schwann cells. Collagen fibers are rare.
There is a presence of coarse reticulin fibrils,
in parallel rows between fusiform cells which
is very characteristic of the lesion. Signs of
malignancy are represented by pleomorphic
cells, giant cells, mono or polynuclear cells, an
excess of mitoses, an invasion of surrounding
tissues, and vascular invasion.!®!!

The degeneration of a plexiform neurofibrome
must be considered specifically because there is
usually a rapid increase in size and volume of
the lesion. There is usually also presence of pain,
induration and neurologic signs. 5-year survival
rates range from 48 to 58%. Recurrence rates
vary from 38 to 45 percent and overall survival
at 10 years does not exceed 20 to 40%. Hence,
frequent monitoring is essential.'” The classic
treatment of cephalic and scalp involvement of
the malignant Schwannoma is not codified. It
is variable from patient to patient, depending
on the location and the level of involvement of
structures. Whatever the histological grade,
treatment consists of wide local excision,
complete with radiotherapy for residual
microscopic disease. First line chemotherapy

can be tested to facilitate resection, however the
rate of response is only 25-30 percent.!?

The challenge in reconstructive surgery is to
adapt processes to deal with the various problems
posed by this disease." Surgical excision followed
by suitable reconstruction is essential.* The
surgical reconstructive options are based on the
extent of the disease and the resection margins,
the viability of the surrounding local tissues,
the local and the regional or microvascular flap
options as well as the hemodynamic status of
the patient. Neurofibromatosis is a common
pathology, however degeneration of plexiform
neurofibromas remains a serious and often
underestimated complication. Promptevaluation,
wide surgical excision and reconstruction is
essential to minimize mortality and morbidity.

CONFLICT OF INTEREST
The authors declare no conflict of interest.
REFERENCES

1 Huson SM, Harper PS, Compston DA. Von
Recklinghausen neurofibromatosis. A clinical
and population study in south-east Wales.
Brain 1988;111:1355-81.

2 Bachelet JT, Combemale P, Devic C, Foray
N, Jouanneau E, Breton P. Management
of craniofacial type 1 neurofibromatosis.
Rev Stomatol Chir Maxillofac Chir Oral.
2015;116:209-14.

3 Bolande RP. Neurofibromatosis--the
quintessential neurocristopathy: pathogenetic
concepts and relationships. Adv Neurol
1981;29:67-75.

4  Sommelet D. Specificity of benign and
malignant tumoral complications of type 1
neurofibromatosis. Arch Pediatr 2004;11:550-2.

5 Hope DG, Mulvihill JJ. Malignancy in
neurofibromatosis. Adv Neurol 1981;29:33-56.

6  Mehrabani D, Tabei SZ, Heydari ST, Shamsina
SJ, Shokrpour N, Amini M, Masoumi SJ,
Julaee H, Farahmand M, Manafi A. Cancer
occurrence in Fars province, southern Iran.
Iran Red Crescent Med J 2008;10:314-22.

7 Sabol Z, Kipke-Sabol L. Neurofibromatosis
type 1 (von Recklinghausen’s disease or
peripheral neurofibromatosis): from phenotype
to gene. Lijec Vjesn 2005;127:303-11.

8 Jett K, Friedman JM. Clinical and genetic
aspects of neurofibromatosis 1. Genet Med

www.wjps.ir /Vol.7/No.1/January 2018


https://wjps.ir/article-1-261-en.html

[ Downloaded from wjps.ir on 2026-02-01 ]

10

11

2010;12:1-11.

Kolberg M, Holand M, Agesen TH, Brekke
HR, Liestol K, Hall KS, Mertens F, Picci
P, Smeland S, Lothe RA. Survival meta-
analyses for >1800 malignant peripheral
nerve sheath tumor patients with and without
neurofibromatosis type 1. Neuro Oncol
2013;15:135-47.

Minovi A, Basten O, Hunter B, Draf
W, Bockmuhl U. Malignant peripheral
nerve sheath tumors of the head and neck:
management of 10 cases and literature review.
Head Neck 2007;29:439-45.

Hirose T, Scheithauer BW, Sano T.
Perineurial malignant peripheral nerve
sheath tumor (MPNST): a clinicopathologic,
immunohistochemical, and ultrastructural

12

13

14

Rafik et al. K]

study of seven cases. Am J Surg Pathol
1998;22:1368-78.

Laskin WB, Fetsch JF, Lasota J, Miettinen
M. Benign epithelioid peripheral nerve sheath
tumors of the soft tissues: clinicopathologic
spectrum of 33 cases. A Am J Surg Pathol
2005;29:39-51.

Janes LE, Sabino J, Matthews JA,
Papadimitriou JC, Strome SE, Singh DP.
Surgical management of craniofacial
neurofibromatosis type 1 associated tumors.
J Craniofac Surg 2013;24:1273-7.

Cheng XB, Lei DL, Li YP, Tian L, Liu YP, Feng
XH, Xu LX, Zhang H, Zhang TC, Liu R, Shen
L. Surgical treatment of a giant neurofibroma.
J Craniofac Surg 2011;22:2244-6.

www.wjps.ir /Vol.7/No.1/January 2018



https://wjps.ir/article-1-261-en.html
http://www.tcpdf.org

