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Abstract

Neurofibromatosis 1 (NF1) an autosomal dominant disorder, is the most common of 1 pepartment of Surgery, Datta

the phakomatoses (neurocutaneous syndromes) and has a variety of localized or
systemic manifestations and the classic systemic lesions include neurofibromas and

Meghe Institute of Medical
Sciences,Sawangi(Meghe),Wardha,

more specifically, plexiform neurofibromas. A 60-year-old female presented with a  India

progressively increasing swelling over left side of forehead and right lumbar region
associated with pain. In addition she had multiple painless swellings all over body.
Imaging findings of the brain were suggestive of extracranial meningioma in present
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case; however the histopathology confirmed the diagnosis of neurofibroma.
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Introduction
NF1 an autosomal dominant disorder, is the most
common of the phakomatoses (neurocutaneous

syndromes) that occurs in one of every 2,000 live
births. NF1 has a variety of localized or systemic
manifestations and the classic systemic lesions include
specifically,

neurofibromas and more plexiform

neurofibromas [1-5].
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Case Report

A 60-year-old female presented with «a
progressively increasing swelling over left side of
forehead and right lumbar region associated with
pain. In addition she had multiple painless swellings
all over body. Her general and systemic examination
was normal. Higher mental functions were normal.
There were no focal neurological deficits. Local
examination revealed a large painful swelling over

Figure 1. Clinical photograph showing swelling
over left side of forehead

Figure 2. Clinical photograph showing swelling over right
lumbar region
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Figure 3. Computed tomography scan showing the tumor with homogenous
enhancement and erosion of the adjoining bone is present

Figure 4 (A and B). Histopathology from both the lesions was suggestive of Neurofibroma

left side of the forehead and a large swelling over
right lumbar region (Fig 1 and 2). Computed
tomography (CT scan) of the brain showed a
hyperdense, enhancing mass involving left pterional
region with the destruction of bone and associated
with hyperostosis of the bone (Fig 3). Based on the
clinical features and imaging findings a diagnosis of
left pterional extracranial meningioma with multiple
neurofiboroma was made. The patient underwent
surgical of the both the lesions. On histopathological
examination of both the lesions there was presence
of spindle shaped cells with wavy and tapered nuclei
arranged in fascicles, features suggestive of
neurofibroma (Fig 4).

Discussion

The typical clinical picture of NF1 includes spots of
hyperpigmentation (cafe” au lait spots) and
cutaneous and subcutaneous tumors [4]. In addition
there may be axillary freckling, iris hamartomas,
bone dysplasias, affected first degree relatives, and
multiple central nervous system tumors [6]. Long
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standing neurofibroma can lead to the bony
destruction and confirmation is possible only after
biopsy [7-9]. In present case the lesion was confused
with the extracranial meningioma as the appearance
was mimicking the meningioma (bone destruction and
attachment to dura) [10].The mainstay of treatment
for cutaneous neurofibromas is surgical removal;
however carbon dioxide laser may be indicated for
small, superficial lesions [1-5].
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