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Abstract

Neurilemmoma is a benign peripheral nerve sheath tumour arising from schwann cells. It is relatively uncommon;
around 25% to 48% of all cases occur in the Head and Neck region. Only 1% occur in the oral cavity and tongue being
the most common site. Here, we report a case of a 40-year-old female patient with swelling in the junction of the hard
and soft palate on the left side for 15 years. Due to its duration, site, and nature, it mimicked a glandular neoplasm.
Clinical, histopathological, and immunohistochemical findings confirmed it as a neural tumour -Neurilemmoma.
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INTRODUCTION

Benign soft tissue lesions that occur in the oral cavity comprised of salivary gland neoplasms, neural tumours, muscle
tumours, as well as non-neoplastic lesions like fibroepithelial polyps, and mucoceles.[1] Neurilemmoma is a benign
neural tumour arising from schwann cells present on the nerve sheath of peripheral, cranial (except for the optic and
olfactory), or autonomic nerves.[2] It mostly occurs as an encapsulated, slow-growing, painless, solitary tumour. Here,
we report a case of a neural tumour in a 40-year-old female which presented as a swelling in the junction of the hard and
soft palate on the left side.

Case report

A 40-year-old woman presented with a swelling in the left throat region that has persisted for approximately 15 years
which was accompanied with mild pain and dysphagia over the last year. She gave the medical history of iron deficiency
anemia and under medications for the past 5 months. She was moderately built and nourished. No other abnormalities
were detected on general examination. On intra-oral examination, a well-defined, solitary swelling measuring
approximately 2x2 cm was observed at the junction of the hard and soft palate on the left side. It appeared smooth and
had a reddish-pink hue, likely due to dilated capillaries (Figure [i]). Palpation confirmed the inspectory findings, and it
was firm, mobile, non-tender, and blanched on pressure. It was provisionally diagnosed as pleomorphic adenoma based
on location, duration, and clinical presentation by the clinicians. The lesion was excised in four bits under local
anesthesia (Figure [ii]) and two bits were processed for microscopic evaluation. On microscopic examination, varying
numbers of spindle-shaped cells with elongated fusiform nuclei and capillaries were seen. This excluded the differential
diagnosis of pleomorphic adenoma, lipoma, and fibroma. The spindle cells in the tumour area made us suspect
myoepithelioma, leiomyoma, and benign neural tumours too. Immunohistochemistry was carried out using smooth
muscle actin, for which it was negative. This excluded the differential diagnoses of myoepithelioma and leiomyoma. In
the meantime, other bits were processed which on microscopic evaluation revealed areas of Antoni A and Antoni B
region (Figure [iii], [iv], [v] and [vi]). Therefore, the present case was diagnosed as Neurilemmoma and further
confirmed by immunohistochemistry using S100 protein (Figure [vii]).

Figure [i] A swelling of size 2x2 cm seen in the
left junction of soft and hard palate.

Figure [ii] - Post-operative specimen
received as multiple bits.
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Figure [iii] - H&E stained lesional tissue showed
well-localized spindle cell tumour. (x40)

Figure [iv] - An encapsulated mass with antoni A areas and verocay
bodies are seen in a fibrous background under H&E (x100)

Figure [v] Verocay bodies with palisaded
nuclei and acellular eosinophilic areas. (x400)

Figure [vi] Antoni B area showing myxoid stroma. (x400)
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Figure [vii] Intense positivity for S-100 in spindle
cells observed in the tumour area. (x400)

Discussion

Neurilemmoma is a benign nerve sheath tumour arising from schwann cells. It was first reported as ‘neurinomas’ by Jose
Juan Verocay (1910), later as ‘neurilemmomas’ by Arthur Purdy Stout (1935). In 1968, Harkin and Reed used the term
‘schwannoma’ since ultrastructural studies demonstrated that these are almost entirely composed of schwann cells.[3]

It usually arises 90% sporadically, 5% in association with multiple meningiomas in patients with or without
Neurofibromatosis 2 (NF2), 3% in patients with NF2, 2% in those with schwannomatosis, and also in few cases of
Carney’s complex.[4][5] The exact etiology is unknown, however, chronic irritation, external injury, oxidative stress,
exposure to radiation, and genetic susceptibility have been presumed as risk factors in the literatures.[6] The possible
pathogenesis for most cases points to a mutation in the NF2 gene that results in loss of merlin in both sporadic and other
NF2-related neurilemmomas. No other consistent genetic alterations have been identified. [4][5][7]

Neurilemmoma has a slight female predominance and occurs commonly in the third to fourth decades as in our case,
however, it can occur at any age. Around 25% to 48% of cases occur in the head and neck region, with the
parapharyngeal space being the most common site.[8] Only 1% occurs in the oral cavity where tongue is the most
common site, followed by buccal mucosa, floor of the mouth, lips, palate, and gingiva. Rarely, it also has been reported
as a central lesion within the mandible, arising from the mandibular nerve. Typically, the lesion grows within a capsule
and remain peripherally attached to the parent nerve. The location of the tumour, in the present case, made us believe
that it is from the greater palatine nerve. Intraorally, these present as slowly enlarging, painless submucosal nodules
which are slightly mobile.[9] The presenting symptom depends on the size and location of the tumour. Schwannomas of
the base of the tongue may present with dysphagia or a feeling of a lump in the throat.[10] Size of the tumour ranges
between 0.5 to 3 cm in size, rarely exceeding 5 cm.[6] Due to slow growing nature it may go unnoticed by the patient for
years, which was the exact presentation of the present case.

Microscopically, it is encapsulated and has two cellular patterns namely Antony A and Antony B. Antony A areas are
highly cellular comprising of spindle cells. Nuclear palisading, whorling of the cells, and verocay bodies are seen in
highly differentiated Antoni A areas.[5] Verocay bodies are observed as a stacked arrangement of two rows of spindle
cells with palisading nuclei, separated by an acellular zone. This acellular zone is made up of reduplicated basement
membrane material rich in laminin and collagen IV [3][4] which was first described by Jose Juan Verocay, a Uruguayan
physicist.[3] Antoni B areas are less cellular and loosely arranged in a myxoid matrix accompanied by strands of
collagen fibers. These might exhibit hyalinization around vessels, hemorrhage, microcysts, and inflammatory infiltrate.
[3][4] The present case also showed both Antoni A with verocay bodies and Antoni B areas.

Histological variants include ancient/degenerative, cellular, plexiform, and epithelioid type. The ancient/degenerative
type shows marked nuclear atypia and is usually infiltrated by large numbers of siderophages and histiocytes. This
should not be confused with malignant change due to marked nuclear atypia.[4] Cellular type is predominantly or
exclusively composed of Antoni A areas that lack verocay bodies. The cells are arranged in intersecting fascicles and
whorls of Schwann cells. The Antoni A areas may display long, sweeping fascicles of schwann cells, sometimes
arranged in a herringbone fashion. Since, it had more cellularity, mitotic activity, and occasional presence of bone
destruction, it was diagnosed as malignant in more than one-fourth of cases. [4][5] Epithelioid neurilemmoma has
predominantly epithelioid schwann cells. These are small, superficial, well-encapsulated lesions with a high level of
architectural organization and cytologic differentiation like conventional neurilemmoma. It is composed of small, round
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schwann cells arranged singly, in small aggregates, or in cords within a collagenous or partially myxoid stroma. The
cells may be associated with dense collagen cores forming irregular collagen rosettes like those seen in the
neuroblastoma-like schwannoma. Plexiform or multinodular type may or may not be apparent macroscopically. These
are encapsulated and usually occur in the skin. [5] Rarely, hybrid tumours can also arise which show areas of both
neurofibroma and schwannoma within the same tumours, and these appear to be more common in schwannomatosis and
NF1 and 2. [11]

Immunohistochemically, the tumour cells of neurilemmoma show strong expression for S100 protein and Sox 10. It also
shows positivity for Calretinin (Antoni B areas), Podoplanin (Antoni A areas), TLE1 [Transducer like enhancer of split
1], CD 34, CD 56, and PGP 9.5[Protein Gene Product 9.5].[12] The present case showed strong immunopositivity for
S100 protein confirming the diagnosis of Neurilemmoma.

Conclusion

Neurilemmoma is a slow-growing, benign neural tumour that presents rarely in the oral cavity. This should be
differentiated from other lesions like salivary gland neoplasms especially when it occurs in the posterolateral aspect of
the palate. It is a radioresistant tumor treated by conservative surgical excision.[10] The prognosis is good, chances of
recurrence and malignant transformation are rare.[5]
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