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A b s t r ac t
Neurofibroma is a benign tumor rarely seen in the larynx. It is a peripheral nerve sheath tumor arising from the fibrous covering of peripheral
nerve. Peripheral nerve sheath tumors include schwannomas (neuromas or neurilemmomas) and neurofibromas. The presenting symptoms
in laryngeal neurofibroma may be a change in voice, dysphagia, dyspnea, or globus sensation depending on the site and size of the tumor.
The most common site of neurofibroma reported in the larynx is the supraglottis. We report a case of neurofibroma of the glottis, which is an
uncommon location for this rare tumor. The patient underwent microlaryngoscopic excision of the tumor and histopathological examination
including immunohistochemistry which confirmed the diagnosis of neurofibroma.
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Introduction
Neurofibroma is a benign peripheral nerve sheath tumor
arising from the fibrous covering of peripheral nerve. Peripheral
nerve sheath tumors include schwannomas (neuromas or
neurilemmomas) and neurofibromas. Most of them are associated
with neurofibromatosis (NF1, von Recklinghausen’s disease). First
report of nerve sheath tumors was by Verocay in 1910 and the
first report of laryngeal neurofibroma was by Suchanek in 1925 as
mentioned by Cummings et al. in their review article “neurogenic
tumors of larynx.”1
Neurogenic tumors are rare in the larynx. There are two
subtypes of neurofibroma–plexiform type and nonplexiform
type. The most common site of neurofibroma in the larynx is the
supraglottis. We are reporting a case of neurofibroma of the glottis,
which is an unusual site for this rare tumor.

Case Description
A 63-year-old man presented to us with gradual onset, persistent,
progressive hoarseness of voice of 6 months duration. There was no
associated history of breathing difficulty or difficulty in swallowing.
He was a reformed smoker, having quit smoking 5 months ago.
The general physical examination and the routine laboratory
tests were normal. There were no café-au-lait spots or peripheral
subcutaneous swellings.
On indirect laryngoscopy, a smooth mucosa-covered swelling
was seen arising from left vocal cord. Bilateral vocal cords were
mobile and the rest of the larynx and hypopharynx were normal.
These findings were later confirmed by flexible laryngoscopy.
He underwent microlaryngoscopy and excision biopsy
of the lesion. Intraoperatively, a large polypoidal mass arising
from superior surface and extending to medial surface of the
anterior half of left true vocal cord was observed (Fig. 1). The
lesion was firm in consistency on palpation. It was excised and
sent for histopathological examination (Fig. 2). Hematoxylin
and eosin staining of the specimen showed polypoidal tissue
covered by focally hyperplastic stratified squamous epithelium.
The subepithelial stroma was uniformly mildly cellular with
spindle-shaped cells, some exhibiting wavy/bent nuclei with
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pointed ends. There were areas of myxoid change, patchy mild
fibrosis, ectatic, congested, thick- and thin-walled blood vessels.
There was no dysplasia or evidence of malignancy (Fig. 2).
Special stain for fungal microorganisms was negative. On
immunohistochemistry, the stromal cells were diffusely positive
for S100 (nuclear and cytoplasmic staining) (Fig. 3).

Discussion
Neurofibromas are very rare in the upper aerodigestive tract. They
can be solitary or multiple. Sometimes seen as a component of NF1
(von Recklinghausen’s disease) which is characterized by café-au-lait
spots, neurofibromas, axillary and inguinal freckling, optic gliomas,
astrocytomas, Lisch nodules, osseous and dural dysplasia.
Laryngeal neurofibroma is rare even though 25–35% of
neurofibromas occur in head and neck. In the larynx, schwannomas
are more common than neurofibromas.2 Neurofibroma originates
from Schwann cells and perineural fibroblasts within the nerve
sheath. The most common site for laryngeal neurofibroma is
aryepiglottic fold. Women are affected more than men, in a ratio
of 3:2.3 A literature review on anatomic distribution demonstrated
the aryepiglottic fold as the most common location (34%) followed
by arytenoid (18%) and postcricoid/hypopharynx (14%).4
Plexiform and nonplexiform neurofibroma are the two distinct
subtypes of neurofibroma. They differ in clinical presentation,
histological features and management. In neurofibromatosis, the
nonplexiform subtype is more common, whereas the plexiform
subtype is more distinctive in the setting of NF1.5 Nonplexiform
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Fig. 1: Microlaryngoscopic view showing lesion arising from left
vocal cord

Fig. 2: Histopathology examination in 400× showing spindle-shaped
cells in myxoid tissue

are slow-growing and locally aggressive as it lacks a capsule. They
are diffuse and poorly defined lesions, infiltrating the surrounding
tissue causing difficulty in complete removal with high chances of
local recurrence. 2 On palpation, plexiform neurofibromas often
resemble “a bag of worms.” Due to its aggressive and ill-defined
nature, airway obstruction is more common than with nonplexiform
type of neurofibroma. As these tumors originate within the nerve
sheath the nerve has to be sacrificed during excision.
On histopathological examination, nonplexiform neurofibromas
demonstrate peripheral zone of myxoid tissue arranged in a
mucinous matrix with a dense central area of spindle-shaped
cells whereas plexiform neurofibromas demonstrate intertwined
spindle-shaped cells grouped in twisted cords that are surrounded
by connective tissue fibers. Enlarged nerve fascicles due to diffuse
tumor growth in the fascicles may resemble a net-like growth.2
The characteristic symptoms of laryngeal tumors include
hoarseness, dysphagia, odynophagia, dysarthria, globus sensation,
dyspnea, and shortness of breath depending on the site and size of
the tumor. Laryngeal examination usually demonstrates a smooth,
submucosal mass. The most common site of involvement is the
supraglottis with a predilection for the arytenoids cartilages and
aryepiglottic folds. 5–7 These tumors are believed to arise from
the distal branches of the superior laryngeal nerve. Subglottic
location of tumor suggests origin from the recurrent laryngeal
nerve. 5 Bilateral ventricular laryngeal neurofibroma was first
reported by Koc et al.7 Diagnosis and subtype categorization can
be achieved by direct laryngoscopy and biopsy of the lesion.
Magnetic resonance imaging of the larynx prior to surgery
is useful in diagnosis, determining subtype, and treatment
plan. T2-weighted images show hyperintensity peripherally but
intermediate signal intensity in central areas arranged in a ringor target-like pattern. T1-weighted images show enhancement
of central areas.5 These T1 and T2 patterns help to differentiate
neurofibroma from other submucosal laryngeal lesions but
differentiation from schwannoma is difficult. Nonplexiform
neurofibroma reveals a distinct interface between tumor
and surrounding tissue whereas in plexiform neurofibromas there
are no distinct margins with tumor merging into surrounding
tissue.5
Primary modality of treatment is surgical excision, which
depends on the size, site, histopathological subtype, and
resectability. The goal of surgery is complete resection,
preserving laryngeal and pharyngeal function. For nonplexiform
neurofibroma of supraglottis, microlaryngoscopic excision
is feasible. Nonplexiform tumors of the subglottis and larger
nonplexiform tumors of the supraglottis usually require a temporary
tracheotomy and external approach via lateral pharyngotomy,
laryngotomy, or lateral thyrotomy.2 Considering the possibility of
malignant degeneration radiation therapy or chemotherapy is not
recommended.2
Nonplexiform neurofibromas have a good prognosis following
meticulous surgical excision when compared to plexiform
neurofibromas. Plexiform neurofibromas usually require an external
approach such as laryngotomy for wider exposure.5

Fig. 3: S-100 positivity in immunohistochemistry

C o n c lu s i o n

neurofibromas are solitary lesions which are usually well defined
and complete surgical excision is possible. Plexiform type presents
early in life and is associated with von Recklinghausen’s disease. They

Neurofibroma is a rare benign lesion of the larynx. It can be
easily overlooked if histopathology is not reported by an expert.
Both the clinician and the pathologist should be aware of these
lesions. Looking for peripheral lesions of neurofibromatosis like
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café-au-lait spots and neurofibroma elsewhere in the body may
aid in diagnosing laryngeal neurofibroma associated with NF1.
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