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Abstract

We report a case of a 37-year-old man with
an asymptomatic extraparenchymal mass in
the left hemithorax. Complete surgical
removal of the tumour was achieved through a
minithoracotomy and histological analysis
confirmed the diagnosis of myxoid neurofibro-
ma. Given this histological diagnosis, the
patient was re-examined and many café au lait
spots (more than 6, larger than 15 mm in
diameter) and neurofibromas (elastic tissue)
were observed and the patient was diagnosed
with neurofibromatosis (NF) type 1 (von
Recklinghausen’s disease). We have found
only eight case reports of neurogenic tumours
originating from an intercostal nerve; only two
of these corresponded to neurofibromas.
Among these two patients, only one was a case
of NF type 1 and, in contrast to our case, the
diagnosis was reached prior to surgery. We
present a very rare case of intercostal nerve
neurofibroma leading to a definitive diagnosis
of NF type 1.

Introduction

Neurogenic tumours are common in the
thoracic cavity, most originating from the
mediastinum and only rarely from the inter-
costal nerves. More than 95% of these tumours
correspond to neurilemmomas (also known as
schwannomas) or neurofibromas. Up to 45% of
patients with intercostal neurofibromas have
NF type 1 (von Recklinghausen’s disease).! We
present a case in which a diagnosis of NF type
1 was made after the resection of an inciden-
tally discovered neurofibroma of the sixth
intercostal nerve.

Case Report

A 37-year-old man was found to have an
asymptomatic extraparenchymal mass in the
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left hemithorax, during examination prior to
vocal cord nodule surgery. The patient reported
that ten years earlier he had been told he had
a benign pleural mass (no images or reports),
but had no other relevant medical history. On
physical examination, it was not possible to
palpate the lesion, but a chest X-ray showed an
extrapleural mass with well-defined margins
at the level of the eighth rib. A subsequent tho-
racic computed tomography scan confirmed
the presence of an extraparenchymal lesion in
the eighth intercostal space, with dimensions
of 5.3x6.2 cm (Figure 1).

Complete surgical removal of the tumour
was achieved through a minithoracotomy
(Figure 2). Histological analysis confirmed the
diagnosis of myxoid neurofibroma (Figure 3).

Given this histological diagnosis, the
patient was re-examined and many café au lait
spots (more than 6, larger than 15 mm in
diameter) and neurofibromas (elastic tissue)
were observed (Figure 4). Further tests were
carried out to rule out other conditions related
to NF1 but produced no relevant findings, and
the patient was diagnosed with NF type 1 (von
Recklinghausen’s disease).
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Discussion

Neurofibromatosis has three main forms: i)
NF type 1; ii) NF type 2; and iii) Schwanno-

Figure 1. Computed tomography image of
the mass.

Figure 2. Macroscopical view of the surgi-
cal piece.
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Figure 4. Café au lait spots and cutaneous
neurofibromas.
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Case Report

Table 1. Seven diagnostic criteria for neurofibromatosis.

NF1 - two or more of the following criteria

Six or more café au lait macules larger than 5 mm in diameter in prepubertal children or 15 mm in

diameter in postpubertal individuals.

Two or more neurofibromas of any form or one plexiform neurofibroma.
Crowe’s sign (freckling in the axillary or inguinal regions)

Optic glioma
Two or more Lisch nodules (iris hamartomas)

A distinctive osseous lesion (such as, sphenoid dysplasia or thinning of long bone cortex, with or with-

out pseudoarthrosis)

Afirst-degree relative (parent, sibling, or offspring) diagnosed with NF1

NF1, neurofibromatosis type 1.

matosis. These are a group of genetic disor-
ders associated with a predisposition to nerve
tumours. NF type 1 is the most common form
with a prevalence of 1 in 3000 people. It has an
autosomal dominant pattern of inheritance
with complete penetrance but variable expres-
sion though many cases are believed to arise
due to spontaneous mutations. To diagnose
the disorder, it is considered necessary for
patients to meet at least two of the seven diag-
nostic criteria (Table 1).

Neurofibromas are the most characteristic
type of tumour in this disorder. These are
benign tumours composed of Schwann cells,
fibroblasts, mast cells and pericytes.? In addi-
tion, café au lait macules are also very com-
mon. Although neurogenic tumours that cause
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neuropathic pain have been described, our
patient had an intercostal tumour with no
associated symptoms and this was found to be
a neurofibroma.? After surgery, it was observed
that he had many café au lait spots (larger
than 15 mm in diameter) as well as cutaneous
neurofibromas, so a definitive diagnosis of NF
type 1 was made.

In the literature, we have only found reports
of eight cases of neurogenic tumours originat-
ing from an intercostal nerve; only two of
these corresponded to neurofibromas (the
others were neurilemmomas). Among these
two patients,*® only one was a case of NF type
14 and, in contrast to our case, the diagnosis
was reached prior to surgery. Treatment is
based on complete removal of the tumour,
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even in cases with no symptoms, as neurofi-
bromas may become malignant. Surgery can
be performed thoracoscopically or through a
minithoracotomy. To conclude, we present a
very rare case of intercostal nerve neurofibro-
ma leading to a definitive diagnosis of type 1
neurofibromatosis.
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