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Vestibule: A Rare Case with Brief Literature Review
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ABSTRACT

Aim: This current report aimed at presenting a rare case of a large solitary intraoral neurilemmoma of the buccal vestibule followed by a brief
review of literature of neurilemmoma published between 1997 and 2017.

Background: The diagnosis of slow-growing intraoral lesions requires a thorough patient history and clinical examination. Despite the best
efforts of even the most experienced oral medicine expert, a definitive diagnosis may sometimes only be reached through excisional biopsy
and histopathological evaluation.

Case description: To the best of our knowledge, there have been only two cases of neurilemmoma of the buccal vestibule reported in the
literature till date and, looking at the size of the lesion, our case is the largest among the ones reported.

Conclusion: In the present case, a rare presentation of solitary buccal vestibular neurilemmoma establishes the need for the consideration of
a wide range of pathologies in the differential diagnosis.

Clinical significance: Clinicians should include neurilemmoma in their differential diagnosis for asymptomatic, slow-growing intraoral growths
and ensure complete excision to prevent tumor recurrence. The reader should be able to recognize the clinical features of neurilemmoma and

describe the histopathological features and management of the condition.
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BACKGROUND

Neurilemmoma, also known as schwannoma, neurinoma, or
perineural fibroblastoma, is a benign, encapsulated neoplasm
of the nerve sheath Schwann cells.! They were first described
by Verocay in 1908 and can arise from any cranial, peripheral, or
autonomic nerve that contains Schwann cells.>* They are one of
the most common neural tumors and up to one-half of cases occur
in the head and the neck.? The origin of Schwann cells occurs from
the proliferation of Schwann cells in the perineurium eventually
leading to tumor growth, which may cause displacement of
the surrounding soft and nervous tissue.? Their appearance
intraorally is uncommon, accounting for 1% of tumors in the head
and the neck region.’ In the oral cavity, the tongue is the most
frequently affected, followed by the roof of the mouth, the floor
of the mouth, the buccal mucosa, the gingiva, the lips, and the
vestibular mucosa.*®> While neurilemmoma can occur at any age,
but the peak incidence is between the second and third decades
of life.5 There is no racial or sex predilection and there are limited
prevalence data.”®

Tumors are generally asymptomatic and less than 5 cm in size.®
Pain and discomfort may occur depending on the site and the size
of the tumor.® In their case series, over a 20 year period, Butler,
Patel, and McHugh found central intraoral neurilemmoma to be
more frequently associated with symptoms, when compared to
their soft-tissue counterpart.® Radiological examinations such as
a cone beam-computed tomography (CBCT) scan and magnetic
resonance imaging (MRI) may be performed to show the extension
of the tumor. A definitive diagnosis of neurilemmoma is achieved
only through histopathological evaluation.® Surgical excision of the
entire tumor is the treatment of choice.*” Recurrence is rare and
is usually associated with incomplete excision due to anatomical
constraints."?
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The objective of this study is to report a rare and large case of
neurilemmoma of the right maxillary vestibule, whose diagnosis
was established upon clinical and histological findings and also a
brief literature review is presented. To the best of our knowledge,
there have been only two cases of neurilemmoma of the buccal
vestibule reported in the literature till date.>'°

CAse DEscRIPTION

A 26-year-old male patient was referred to our department by
a general dentist to evaluate a swelling in the right maxillary
quadrant. The patient complained of a swelling in this region
which had been present for 2 years. The swelling was small initially
and gradually grew to the present dimensions. There was no
accompanying pain, purulent exudate, paresthesia, or numbness.
The patient did not report any similar swellings elsewhere in the
body.He had not consulted a specialist and no treatment had been
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instituted as the swelling was asymptomatic. The family history
was unremarkable and the medical history was noncontributory.

Extraoral examination revealed slight distension of the upper
lip on the right side and a mild facial deformity in the same region.
There was no evidence of any lymph node enlargement. Intraoral
examination revealed a large swelling of approximately 4 x 3 cm
in size that extended mesiodistally from the UR3 region to the UR6
region and obliterating the mesiobuccal fold superio-inferiorly
(Fig. 1). The swelling was sessile and did not differ in color from
the adjacent mucosa. The soft tissue in other areas of the mouth
did not display any abnormalities. There was no tenderness on
palpation. An extensive periodontal evaluation revealed no
significant abnormalities. The teeth were stable and did not show
any malalignment. Cold sensibility testing of UR3-UR6 inclusive
revealed that all teeth were vital. Periapical radiography failed
to reveal any abnormalities (Fig. 2). At this stage, based on the
above clinical findings, provisional diagnoses were established as
some benign soft-tissue tumor or minor salivary gland tumor. The
differential diagnosis of pyogenic granulomas, irritation fibromas,
neurofibromas, neurilemmomas, lipomas, granular cell tumors,
leiomyomas, and rhabdomyomas was considered and this was
based on the type of epithelial and connective tissues associated
in that area of interest.

Fig. 1: Well-defined localized swelling in the maxillary vestibular region
obliterating the buccal-mucobuccal fold

Fig. 2: Periapical radiograph of the region of interest showing no
evidence of any abnormality
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Fig. 3: Mlcroscoplc examination of the mass. Sectlon stalned with
hematoxylin and eosin (200x) showing a diffuse lesion composed
of spindle cells with thin-walled congested vessels and occasional

entrapped nerve fibers. Both Antoni A (with well-organized, high
cellularity) and Antoni B tissues (with less cellularity) were detected
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Fine-needle aspiration biopsy (FNAB) was first performed,
which showed fragments of tissues consisting of cells aligned
to depict nuclear palisading as well as dissociated nuclei and
peripheral blood elements. Incisional biopsy was under local
anesthesia and tissue samples were submitted for histopathological
examination. Histopathological evaluation revealed a spindle-cell
tumor consisting of two types of tissue: Antoni A and Antoni B
(Fig. 3—H&E staining, x200). Section stained with hematoxylin
and eosin (200x) showed a diffuse lesion composed of spindle
cells with thin-walled congested vessels, occasional entrapped
nerve fibers, and no evidence of rosettes. Both Antoni A (with
well-organized, high cellularity) and Antoni B tissues (with less
cellularity) were detected.

The presence of these tissues was consistent with
neurilemmoma. In the light of the final diagnosis, a thorough
physical examination was made to rule out any multiple tumors of
neural origin; however, the results were negative.

Based on the patient history, clinical examination, and histo-
pathologic investigation, the definitive diagnosis was determined
to be solitary neurilemmoma of the buccal vestibule. The patient
was admitted and the lesion was surgically excised under local
anesthesia followed by suturing. The postoperative period was,
however, uneventful. Gross examination of the specimen revealed
that it was partially encapsulated and firm in consistency (Fig. 4).
The patient was recalled after 1 week for suture removal which
caused little or no discomfort for the patient. The patient was further
followed up after a month that posed no discomfort.

Discussion

An Ovid Medline search for the MeSH terms “neurilemmoma”
and “mouth” returned 123 case reports published between 1997
and 2018. Neurilemmoma is a benign, encapsulated nerve sheath
tumor which can occur in a solitary form or as a part of genetic
diseases including neurofibromatosis (NF) type I, NF type Il, and
schwannamotosis.* Lesions may be further classified into central
or peripheral type.> While the precise etiology is unknown,
mutation of the NF2 Schwann cell regulator gene is implicated.* Itis
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Fig. 4: Photograph of the excised specimen

etililil

hypothesized that lesions occur due to the proliferation of Schwann
cells, leading to compression and displacement of the associated
nerve.® In most cases of the head and neck neurilemmoma, the
facial nerve is affected in the form of acoustic neuromas.? Of the
1% of lesions occurring in the oral cavity, the tongue is the most
common site followed by the roof of the mouth, the floor of the
mouth, the buccal mucosa, the gingiva, the lips, and the vestibular
mucosa.* Our case is, however, involving the least involved sites
and looking at the size of the lesion, it is the largest among the
ones reported till date.?

Our patient was referred by his general dentist and had
no complaint other than swelling. As in our case, the typical
appearance is a well-circumscribed growth which mimics
other benign soft-tissue lesions.”” Neurilemmoma has no
pathognomonic morphological feature, however. The rarity of
thelesion intraorally, absence of genetic condition combined with
the atypical location in our case rendered a provisional diagnosis
of neurilemmoma difficult. Radiographically, central lesions are
often detected incidentally as they may cause bone resorption. Of
the available imaging modalities, high-resolution CBCT provides
the greatest level of information regarding lesion size, extent,
and involvement of the bone.”® Bony lesions typically appear as a
well-defined unilocular radiolucency with a thin cortical margin.’
A heterogenous radiographic appearance may be suggestive
malignant changes in the tumor.® Alim et al. suggest that MRI is
suitable if there is suspicion of infraorbital or intracranial extension.”
Since intraoral radiography in our case revealed no signs of bony
involvement (Fig. 2) and also because of financial constraints, no
further radiographic investigation was indicated.

Definitive diagnosis is usually confirmed only by histo-
pathological examination.* While all intraoral neurilemmoma
is encapsulated, some extraoral tumors may lack this feature.’
Beneath the capsule, neurilemmoma display two characteristic
histopathological patterns: Antoni A and B. Antoni A comprises
palisading spindle cells arranged around acellular areas known as
Verocay bodies.2 Antoni B comprises hypocellular myxoid areas
of randomly arranged spindle cells.? Both Antoni A and Antoni B
tissues (Fig. 3) were detected and this confirmed the diagnosis of
neurilemmoma in our case. As seen in Figure 3, blood vessels with
thickened hyaline walls may also be present.? Immunohistochemical
features can be useful in determining the neural differentiation.
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Because of their Schwann cell’s nature, neurilemmoma also
displays strong immunohistochemical positivity to S-100 and Leu
7 antigen.® Long-standing neurilemmoma may mimic malignancy
histologically due to the presence of nuclear pleomorphism and
hyperchromatism; these lesions are named ancient schwannomas.®
The Antoni B pattern is also detected histologically in neurofibroma.
However, the two can be distinguished as neurofibroma stains for
Factor Xllla, while neurilemmoma does not.?

Recurrence of neurilemmoma is rare and is usually associated
with incomplete excision due to anatomical constraints.**1%13
Hashiba et al. reported a case of recurrent neurilemmoma of the
upper lip which recurred 9 months after the initial excision and
7 months after the second excision.'® It was completely resolved
following a third surgery. Malignant transformation is very rare
and usually occurs in the form of malignant peripheral nerve
sheath tumor.* Nevertheless, Guglielmotti et al. described a case of
malignant neurilemmoma in the gingivae of an 18-year-old male."
Kurup et al. assert the importance of complete resolution of the
tumor due to the slight but real possibility of malignancy.®

CONCLUSION

In the present case, a rare presentation of solitary buccal
vestibular neurilemmoma establishes the need for the
consideration of a wide range of pathologies in the differential
diagnosis.

CLINICAL SIGNIFICANCE

Clinicians should include neurilemmoma in their differential
diagnosis for asymptomatic, slow-growing intraoral growths and
ensure complete excision to prevent tumor recurrence. The reader
should be able to recognize the clinical features of neurilemmoma
and describe the histopathological features and management of
the condition.
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