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Abstract

Background: Neurofibroma is a benign peripheral
nerve sheath tumor that may present as a solitary
lesion or as part of neurofibromatosis. Oral
involvement is relatively uncommon, and even in
the reported cases, it rarely affects the lips in
children.

Case Presentation: A 10-year-old male presented
with a slow-growing, painless swelling on the upper
lip for one year. Clinically, the lesion resembled a
mucocele. Surgical excision was performed, and
histopathological examination revealed features
consistent with a solitary neurofibroma.

Conclusion: Solitary neurofibroma of the upper lip
in children is rare and may mimic other common
benign lesions. Surgical excision of the lesion
provides an excellent result and has a good
prognosis.Histopathological evaluation is essential
for definitive diagnosis.
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I. Introduction:
Neurofibroma is a benign tumor arising from the
peripheral nerve sheath and consists of a mixture of
Schwann cells, perineural cells, fibroblasts, and
axons.
It may occur either as a solitary lesion or as part of
neurofibromatosis type 1. Solitary neurofibromas
are usually sporadic and lack systemic
manifestations.
Oral neurofibromas are rare, accounting for
approximately 4-7% of all neurofibromas, and the
lip is an uncommon site. The tongue is the most
frequently affected intraoral site, followed by buccal
mucosa, palate, and gingiva.
Clinically, these lesions present as slow-growing,
painless nodules and can be misdiagnosed as
mucoceles, fibromas, or other benign lesions due to
their nonspecific appearance.
This case report describes a rare occurrence of
solitary neurofibroma on the upper lip of a 10-year-
old child, initially diagnosed as a mucocele.

II.  Case Report:
A 10-year-old male patient reported with a swelling
on the upper lip of one year's duration. (Picture 1)

Picture 1: Patient on arrival

The swelling was gradual in onset and slowly
increased in size. The patient occasionally bit the
lesion during mastication. There was no clear
history of trauma initiating the lesion. The swelling
was painless and not associated with discharge or
ulceration.
Medical and family history were non-contributory,
and there were no signs suggestive of
neurofibromatosis.
On examination, a solitary swelling was present on
the upper lip:

e Size: approximately 1-1.5 cm
Shape: oval
Surface: smooth
Consistency: soft to firm
Tenderness: absent
Mobility: slightly mobile
Overlying mucosa: normal

Based on clinical findings, a provisional diagnosis
of mucocele was made.

Differential Diagnosis includesMucocele,
Irritational fibroma, Lipoma, Minor salivary gland
tumor, or a Neurofibroma.
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Treatment:

Complete surgical excision of the lesion was
performed under local anesthesia, and the specimen
was sent for histopathological examination.

Histopathological Findings:
Microscopic examination showed:

e  Unencapsulated lesion
Interlacing bundles of spindle-shaped cells
Cells with wavy nuclei
Myxoid connective tissue stroma
Presence of collagen fibers and mast cells
These features confirmed the diagnosis of a
neurofibroma. Picture 2

Picture 2:Interlacing bundles of spindle-shaped cells
with wavy nuclei
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The patient recovered uneventfully from the surgical
procedure, with no recurrence. (Picture 3)

Picture 3: One-Year follow-u

III.  Discussion:

Epidemiology and Site Predilection:

Neurofibromas are considered the most
common benign tumors of the peripheral nerve
sheath. While they frequently affect the skin,
involvement of the oral cavity is relatively rare.
Approximately 25% of neurofibromas occur within
the head and neck region, but only a small
percentage of these are localized to the oral cavity.

Within the mouth, the tongue is the most frequently
affected site, followed by the buccal mucosa, palate,
and gingiva, whilethe lipsare considered uncommon.
Reported cases involving the upper lip, especially in
pediatric populations, are even rarer.!

Etiopathogenesis:

The exact etiology of solitary neurofibroma
is unclear, however it isbelieved to arise from a
proliferation of various neural elements, including
Schwann cells, perineural cells, fibroblasts, and
axons. Unlike lesions associated  with
Neurofibromatosis Type 1, solitary neurofibromas
are not linked to systemic manifestations or any
multi-system genetic mutations. However, some
studies suggest that environmental factors may play
a role; trauma or chronic irritation are thought to
potentially act as triggering factors for the
development of these localized lesions. In this
specific case, the patient’s history of occasionally
biting the lesion during mastication may be a
relevant clinical factor.?

Clinical Features and Diagnostic Challenges:
Solitary neurofibromas typically present as slow-
growing, painless nodules covered by normal
overlying mucosa. Their consistency can range from
soft to firm. These clinical features often overlap
significantly with more common benign oral lesions,
such as:

e  Mucoceles: Often the most common
provisional diagnosis due to similar
location and appearance. While mucoceles
typically present as fluctuant, bluish,
translucent  swellings,  neurofibromas
appear firmer and lack this translucency.

e Fibromas: Often result from chronic
irritation.

e Lipomas and Minor Salivary Gland
Tumors: Other = common  benign
differential diagnoses for lip swellings.

In the present case, the lesion was initially
misdiagnosed as a mucocele because of its specific
location and the history of occasional biting. This
highlights that clinical examination alone is often
insufficient for an accurate diagnosis.

Histopathological Characteristics:

Histopathology remains the gold standard
for reaching a definitive diagnosis. Key microscopic
features observed in this case included an
unencapsulated tumor mass composed of interlacing
bundles of spindle-shaped cells. These cells
characteristically ~ exhibit ~ wavy  nuclei.The
background typically consists of a myxoid
connective tissue stroma with scattered mast cells
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and collagen fibers. These findings are consistent
across both solitary and syndromic neurofibromas.
To  further confirm the neural origin,
immunohistochemistry can be utilized to show
positivity for S-100 protein.

Management& Prognosis:

The primary treatment of choice is
complete surgical excision. Solitary neurofibromas
generally have an excellent prognosis with low
recurrence rates and a minimal risk of malignant
transformation. However, the absence of a distinct
capsule can make complete surgical excision
challenging, which may lead to recurrence if the
lesion is not fully excised.>”

Clinical Significance:

This case highlights:
e The rarity of upper lip neurofibroma in
children
e The importance of histopathological
diagnosis

e The need to consider neurofibroma in the
differential diagnosis of lip swellings
Early diagnosis prevents mismanagement and
ensures appropriate treatment.

IV.  Conclusion

Solitary neurofibroma of the upper lip in
pediatric patients is a rare clinical entity that can
mimic common lesions such as a mucocele. Clinical
examination alone is insufficient for diagnosis, and
histopathological evaluation is essential. Surgical
excision provides an excellent outcome,with low
recurrence. Careful follow-up is necessary.
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