Case Report

Solitary Neurofibroma over Lower Lip: A Rare Manifestation
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Neurofibromas are common nerve sheath tumors, occurring either sporadically or associated with Von Recklinghausen’s disease. Only
6.5% of solitary lesions are seen to involve the oral cavity without any features of neurofibromatosis type 1 (NF-1). It presents as a
soft, skin-colored nodule with a characteristic buttonhole invagination. Histologically, it is an unencapsulated lesion consisting of
proliferated neural elements, with a background of mucin and mast cells. Surgical excision is the treatment of choice. A 49-year-old
female patient presented with a 35-year history of single, asymptomatic lesion over the lower lip, with no features of NF-1. On the
basis of the history, histopathological findings, and dermoscopy, a diagnosis of neurofibroma was made and the lesion was excised,
with no recurrence over a period of 1 year. The present case report has been reported for its interesting presentation and unusual site

of involvement.
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INTRODUCTION

Neurofibromas are the most common benign peripheral
nerve sheath tumors, composed of Schwann -cells,
perineural-like cells, and fibroblasts.'! They can occur
either as localized lesions or a part of generalized
syndrome of neurofibromatosis type 1 (NF-1). Solitary
neurofibromas develop as a well-circumscribed mass
along a peripheral nerve but are unencapsulated. The
skin is the most commonly involved site, rarely occurring
in the oral mucosa.” Most of the neurofibromas
present in the second to third decade of life, with no sex
predilection.

Only 25% of cases are seen to be involving the head and
neck regions. Out of which 6.5% of patients present
with oral lesions. Tongue is the most common site of
involvement, with rare presentation over the lips.”!

Microscopically, the neurofibromas of sporadic or
syndromic origin are similar, composed of spindle cells
with myxoid stroma and scattered mast cells. They are
immunopositive for S-100 protein.

Here we report a case of solitary neurofibroma over the
lower lip in the absence of any signs of NF-1.
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Case ReporT

A 49-year-old female patient presented with a
35-year history of solitary swelling over the lower lip
nonprogressive in size or number. It was not associated
with any pain, itching, or bleeding. No similar lesions
were noted elsewhere on the body.

There was no spontaneous resolution seen over years.
There was no significant medical or family history.

Physical examination revealed a solitary skin-colored,
well-defined, firm, compressible, nontender nodule of
0.5cm X 0.5cm size present over the left side of lower lip,
with no secondary changes. No caf¢ au lait spots, axillary
freckling, skeletal abnormalities, and Lisch nodules
were noted. The findings of systemic examination were
unremarkable [Figure 1].

On dermoscopy, a yellowish-white mass with an overlying
vascular network in a reticular pattern was seen [Figures 2
and 3].
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Figure 1: A solitary, well-defined soft, skin colored nodule, smooth
surface of size 1cm x 1cm over the left side of lower lip

Figure 2: Dermoscopy showing a white-to-yellow homogenous lesion
with normal surrounding skin

A provisional diagnosis of mucocele, fibroma, or
lymphatic hemangioma was made, and the lesion was
excised completely.

Figure 3: Focal dermoscopy showing a reticular arrangement of vessels
overlying the lesion, which is skin-colored

On histopathological examination, an encapsulated lesion
composed of bland spindle cells arranged in a storiform
pattern was seen in the dermis. It was interspersed with
collagen bundles and scattered mast cells, with hyalinized
thickened blood vessels [Figures 4 and 5].

On the basis of clinicopathological correlation, a diagnosis
of neurofibroma (a spindle cell neoplasm) was made.

Discussion

Neurofibromas are benign tumors of the nerve sheath,
which can occur sporadically or as a component of
neurofibromatosis. When one or two such lesions are
found, they are usually sporadic in nature without any
systemic manifestations. However, more than three
neurofibromas point toward neurofibromatosis, with
other cutaneous, skeletal, and neural manifestations.

Neurofibromas in the head and neck region can be either
cutaneous, mucosal, or deep neural bundles, usually
related to facial, glossopharyngeal, or vagus nerves.

Oral cavity neurofibromas usually occur as a part of
syndrome, that is, NF-1 or NF-2. Solitary neurofibromas
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Figure 5: Histology on 40x showing cells with a wavy serpentine
nuclei, interspersed with collagen bundles and mast cells

are rare in the oral cavity with a prevalence of 4%-7%.
On the basis of the literature, tongue is the most common
site followed by palate, mandibular ridge, maxillary ridge,
buccal mucosa, and gingiva (in the order of frequency).
They appear as pedunculated or sessile nodules,
characterized by slow growth and asymptomatic nature.*>

Solitary cutaneous neurofibromas are not associated
with axillary freckling, café au lait spots, Lisch nodules,
scoliosis, or any family history of NF-1.

Differential diagnosis includes mucocele, fibroma,
dermatofibroma, lipoma, and lymphatic hemangioma.
Mucoceles are cysts due to mucus accumulation,
presenting as bluish, soft, and translucent swellings, often
preceded by trauma. They usually resolve spontaneously.
Lipomas are yellowish, soft swellings composed of fat
tissue, which show the characteristic slip sign. Fibromas
are nodules with hard consistency, sessile, and located
often on the buccal mucosa.

Microscopically, they are unencapsulated spindle cell
tumors with a bland appearance, restricted to corium
or extending till subcutis. They are arranged in various
patterns such as thin fascicles, storiform, or in haphazard
fashion. Surrounding dermis shows myxoid changes with
few scattered mast cells. This appearance has been called
“shredded carrot” appearance. In 85%-100% of cases,
immunostaining with S-100 confirms its neural origin.[%”

On dermoscopy, yellow-to-skin-colored background is
the most commonly observed global pattern. However,
focal dermoscopy shows exaggerated skin markings and
pigment-like pattern frequently. Dermatofibroma shows
comedo-like openings with irregular crypts.”” Mucocele
shows either reticular or hairpin-like vessels on an
erythematous base.®

Solitary oral neurofibromas are stable in nature, which
seldom shows a malignant transformation into a
sarcoma. Treatment modalities include physical removal
like surgery, radiofrequency ablation, CO, laser, and
electrodesiccation. If admixed with nerves, preservation
of nerve is of utmost importance.”!” Recently, FDA has
approved Selumetinib (MEK inhibitor) for symptomatic
neurofibromas.

CoNncLusIioN

Solitary neurofibromas over the lips are an unusual
presentation and are one of the differential diagnoses
of solitary nodules. They usually do not show any other
features of NF-1 or NF-2. They are characterized by
slow growth and asymptomatic nature. Excision is the
treatment of choice, with minimal recurrence rates.

Providing insight into this cutaneous disorder is important
for patient education and positive outcomes to affected
individuals.
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