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ABSTRACT

Case Report

Lingual Schwannoma-A Common Tumour
at Uncommon Site in a Paediatric Patient:
A Case Report and Review of the Literature

ALKA MARY MATHAI', K PREETHA?, S VALSALADEVI®, C KARTHIKEYAN*

Schwannomas are infrequent tumours of oral cavity that are not routinely included in the differential diagnosis of oropharyngeal
masses. The tumour presents with non-specific clinical symptoms and is clinically indistinguishable from varied soft tissue
neoplasms of the oral cavity. Of the 84 cases of lingual schwannoma reported in English literature in the past 61 years, only 18
cases have been reported in paediatric age group ranging from 1 to 15 years. We, herein, report a rare case of schwannoma of the
tongue in a 14-year-old boy, presented as a painless swelling with characteristic Antoni A and Antoni B pattern with Verocay bodies
on histopathology. Strongly positive immunohistochemical staining with S 100 protein confirmed the Schwann cell origin.

CASE REPORT

A 14-year-old boy presented with slowly progressing non-tender
swelling at the tip of the tongue for three months duration. There was
no history of trauma or bleeding. The swelling was not associated
with dysphagia or dysphonia. The patient was otherwise healthy.
There was no significant personal, past or family medical history.
Intraoral examination revealed a smooth, firm, non-tender, non-
ulcerated swelling, one centimeter in diameter, present towards the
right lateral border of anterior two-thirds of tongue. The margins
were well-demarcated. There was no associated neurologic deficit
or palpable neck nodes. The rest of the oral and head and neck
examination was unremarkable. The systemic examination revealed
no swelling elsewhere. All routine laboratory investigations were
within normal limits. No imaging modalities were done as the swelling
was easily visible and palpable. The provisional work up diagnosis
was oral fibroma, mucocele and haemangioma. An excisional
biopsy was planned as a diagnostic and therapeutic measure. The
patient underwent transoral excision of the swelling under general
anaesthesia. After applying two stay sutures, an oblique incision
was made over the swelling. The whole mass was completely
enucleated from beneath the mucosa using blunt dissection and
primary closure was done. Intraoperatively, the mass appeared
well-encapsulated with no extension to surrounding muscle or
nerve fibers. The postoperative period was uneventful.

The excised specimen was a well-encapsulated nodule measuring
1x0.7x0.5 centimeter size. The cut surface was firm and grey white in
colour [Table/Fig-1]. On histopathological analysis, the nodule was a
benign neoplasm with dual hypercellular (Antoni A) and hypocellular
(Antoni B; [Table/Fig-2a]) pattern. Antoni A pattern comprised of
closely packed spindle shaped tumour cells arranged in interlacing
bundles and in rows with elongated palisaded nuclei embedded
in a neurofibrillary stroma forming Verocay bodies in between.
Antoni B pattern comprised of less number of disorganized tumour
cells separated by abundant oedematous stroma. No mitosis or
necrosis was seen. The tumour showed complete excision. The
histological features were that of a schwannoma. A strongly positive
immunohistochemical cytoplasmic reaction for S 100 protein
confirmed the diagnosis [Table/Fig-2b]. After the final diagnosis, a
thorough objective general examination was performed to check
the presence of other characteristic signs of Von Recklinghausen’s
syndrome, including spinal and peripheral neurofibromas, café au
lait macules, axillary and inguinal freckling, optic gliomas, Lisch
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nodules, skeletal deformities, neurological or cognitive impairment,
malignant tumours of the nerve sheath, and pheochromocytoma.
The patient had no signs of von Recklinghausen’s syndrome. He
was followed-up for a period of one year after surgery and there
was no evidence of any recurrence of the tumour.
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[Table/Fig-1]: Excised specimen of
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[Table/Fig-2]: a) Photomicrograph showing the Antoni A region (white arrow) where
spindle shaped tumour cells are arranged in palisaded pattern forming Verocay bod-
ies and Antoni B region (black arrow) where tumour cells are loosely arranged in an
oedematous stroma (haematoxylin and eosin, original magnification x200); b) Tumour
strongly positive for S 100 protein.

A

DISCUSSION

Schwannoma of the tongue is a slow growing benign tumour of nerve
sheath origin first described by Verocay in 1908 [1,2]. It is relatively
rare in the head and neck, with an incidence of approximately 25-
45% cases. Of these, 1% cases occur intraorally, most frequently
being the tongue [3,4]. In the review of literature, few studies have
reported that base of the tongue is the commonest site while other
studies have reported approximately 66% cases in the anterior
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one-third of tongue [5]. The peak incidence is between third and
sixth decade with no gender predilection and is relatively rare in
paediatric age group with only about 18 in 84 cases reported in
English literature in a duration of six decades [3,6,7]. Including the
present case, 19 cases of lingual schwannoma have been reported
till now.

A review of literature about the 19 paediatric cases have been
described in [Table/Fig-3] [1-3,7-19]. The mean age at presentation
was 13.2 years. Eleven cases were males and eight cases, females.
Fourteen cases (73.7%) presented with lump on the tongue. Mean
size of the tumour was 1.5 centimeter. The tumour was anterior in
location in 11 (57.9%) of the cases and, posterior in seven (36.8%)
of the cases. Standard treatment was transoral excision in
17 (89.5%) cases. All cases were histopathologically diagnosed
as schwannoma. The overall disease free survival ranged from
3-136 months (median, 12 months).

Schwannomas present as submucosal, painless, encapsulated
neoplasms arising from Schwann cells of cranial, peripheral or
autonomic nerve neural sheath [3,20-22]. In head and neck region,
the commonest nerve involved is the 8™ nerve, followed by 5™, 7,
12" nerve and rarely 9", 10" and 11™ cranial nerves. Within the
tongue, schwannomas are of an average size of 2.5 centimeter and
can originate from hypoglossal, glossopharyngeal or lingual nerve.
Intraoral schwannoma, apart from tongue occur in palate, mouth
floor, buccal mucosa, gingiva, lip, and vestibule. Usually, they remain
asymptomatic till the tumour enlarges in size causing dysphagia,
dysphonia, bleeding, infection or ulceration, or they can impinge on
the affected nerve causing pain, loss of sensation, motor or sensory
loss. The specific functional deficits caused and the area involved
may be used to identify the nerves involved. However, in more
than 50% of cases, it is difficult to differentiate between tumours
of the lingual, hypoglossal, and glossopharyngeal nerves [5].
Schwannomas are commonly solitary, albeit multiple lesions which
occur in association with neurofibromatosis in von Recklinghausen’s
disease and schwannomatosis with intracranial tumours [1].

Clinically, schwannomas mimic other benign reactive and
soft tissue neoplasms including mucocele, traumatic fibroma,
neurofibroma, granular cell tumours, haemangiomas, leiomyomas,
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rhabdomyomas, lymphangiomas, lipomas, and benign salivary
gland tumours [23,24]. However, histological differential diagnosis
include other neural tumours such as neurofibroma, neuroma, or
muscular or fibroblastic origin tumours. An excision biopsy with
histopathological evaluation is mandatory for confirmation.

The differentiation between schwannoma and neurofibroma is
essential because a ‘solitary’ neurofibroma may be a manifestation
of neurofibromatosis that can have malignant transformation in
one or more lesion, which is in contrast to the typical biologic
behaviour of a schwannoma [24]. Schwannomas have a well-
defined capsule and dual pattern of tumour arrangement. In
one pattern (Antoni type A), the Schwann cells are arranged in
interlacing fascicles, palisades and organoid pattern resulting in
Verocay bodies. In the other pattern (Antoni type B), the Schwann
cells are loosely packed and embedded in an oedematous
stroma. Immunoreactivity for S 100 supports the Schwann cell
origin. Long standing cases may show degenerative changes
including nuclear atypia, formation of cysts, stromal oedema,
xanthomatous change, and fibrosis and sometimes referred to
as ‘ancient’ Schwannoma [25]. A rare variant, pseudoglandular
schwannoma have also been reported [26]. Neurofibroma, having
origin from the fibroblasts of the perineurium, is unencapsulated
and comprise of a mixture of Schwann cells, perineurial cells
and endoneurial fibroblasts [24]. The absence of large multipolar
fibroblasts, smooth muscles, epithelial-myoepithelial elements,
adipose tissue, reticulin, and a mucoid matrix distinguishes
schwannoma from other similar histologic entities.

Following complete excision, schwannomas carry excellent
prognosis. Recurrences and malignant transformation are rarely
reported in schwannomas. Risk of malignant transformation varies
from 8-10% in head and neck schwannomas, while it is 2.8% in
lingual schwannomas [4]. It has been reported that there is increased
incidence of recurrence and malignant transformation in oral and
maxillofacial schwannomas compared with that of neck [27]. Focal
changes of increased cellularity, numerous mitoses, anaplastic cells,
and invasiveness suggest malignant transformation. In the present
case, excision was complete and patient was completely disease
free one year post-surgery.

Author Year G(:/T;é(;r gg:) (sclrzrs Site Clinical presentation asplgggilh F(;";‘:\t’;;;)

Craig D [8] 1964 F 8 3 Posterior Lump Transoral

Akimoto Y et al., [9] 1987 M 15 1 Anterior Lump Transoral

Cinar F et al., [10] 2004 M 7 1 Anterior Lump Transoral

Bassichis BA et al., [11] 2004 M 9 23 Posterior/base Snoring Transoral 60

Nakasato T et al., [12] 2005 F 9 2 Posterolateral/base Bleeding/ulceration Transoral 17
2006 M 9 1.2 Anterior Lump Transoral 56

Hsu YC et al., [13] 2006 F 15 2 Anterior Lump Transoral 136
2006 F 12 1.6 Anterior Lump Transoral 13

Enoz M et al., [14] 2006 M 7 2.5 Anterior Dysphagia/pain Transoral 60

Pereira LJ et al., [15] 2008 M 12 1.5 Posterolateral/ventral Lump Transoral 12

Karaca CT et al., [16] 2010 F 13 2 S;);t;ﬁolateral/ Dysphagia Transoral 12

Cigdem T et al., [17] 2010 M 13 2 Anterior/ventral Lump Transoral

Naidu GS et al., [2] 2010 M 12 2 Anterolateral/ ventral Paresthesia/bleeding/ulceration Transoral 3

Luksi¢l et al., [18] 2011 M 10 1.5 Postero midline Lump Transoral 60

Husain S et al., [3] 2011 F 10 5 Left lateral Lump Transoral 12

Manna F et al., [7] 2012 M 15 Postero midline Lump

Bhola N et al., [19] 2014 F 14 1.5 Anterolateral ventral Lump Transoral 12

Moreno-Garcia C et al., [1] 2014 F 13 2 Anterior/ventral Lump marlw_(;?bstjlacl%my 12

Mathai et al., Prceass(znt M 14 1 Anterior Lump Transoral 12

[Table/Fig-3]: Demographic and clinical features of lingual schwannomas in paediatric age group reported in literature [1-3,7-19].
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Diagnostic imaging modalities include ultrasonography, computed
tomography, and Magnetic Resonance Imaging (MRI) [2]. The
preferred modality is MRI to know accurate tumour size, its relation
to surrounding structures, the tumour margins, tumour composition,
nerve of origin to reduce postoperative neural deficits and extension
or infiltration of the tumour to surrounding structures. On MRI, a
schwannoma is smooth, well-demarcated, isointense to muscle
on T1-weighted images and homogeneously hyperintense on T2-
weighted images without invasion to surrounding structures.

Transoral resection with an attempt to preserve the nerve remains
the standard treatment [28]. Lately, carbon dioxide laser excision
has also been used to treat base of tongue schwannomas. In the
present case, the tumour was removed completely without mucosal
damage to avoid recurrence and tongue dysfunction.

CONCLUSION

Schwannomas are rarely encountered in children and even rarer
with the involvement of anterior one-third of tongue as in the present
case. A meticulous search for schwannoma or other neural tumours
at another site in the body should be performed, lest any associated
syndromes be missed. The tumour has non-specific clinical
presentation and has to be distinguished with other topographically
similar benign oral soft tissue neoplasms. Histopathology remains
the gold standard for a definitive opinion as complete surgical
excision of the lesion is usually curable without any recurrence. The
availability of newer minimally invasive therapeutic modalities adds
to the importance of accurate diagnosis.
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