Review Article

Adult Rhabdomyoma of the Tongue in a Child: Report of a Case and a

Literature Appraisal

Abstract

Rhabdomyoma, by definition is a benign muscle tumour.. Rhabdomyomas constitute 2% of all
myogenous neoplasms. This tumour is in incongruence with other benign soft tissue tumours, in that
it is rarer than its malignant counterpart. They are broadly categorised as cardiac and extra-cardiac.
Three different subtypes exists as 1) the adult type, 2) the fetal type and 3) the genital type, the adult
type being the most common.!"! AR (Adult Rhabdomyoma) generally occurs in the 4™ and 5" decade
with a male predilection.”! There have been very few presentations of this lesion in the paediatric
age group. Here we present a case of lingual adult rhabdomyoma in an 11 year old girl.
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Introduction

Rhabdomyoma, by definition, is a benign
muscle tumor. Rhabdomyomas constitute
2% of all myogenous neoplasms. This
tumor is in incongruence with other benign
soft tissue tumors, in that it is rarer than
its malignant counterpart. They are broadly
categorized as cardiac and extracardiac.
Three different subtypes exist as: (1) the
adult type, (2) the fetal type, and (3) the
genital type, the adult type being the most
common.!!  Adult rhabdomyoma (AR)
generally occurs in the 4" and 5" decades
with a male predilection.”! There have been
very few presentations of this lesion in the
pediatric age group. Here, we present a
case of lingual AR in an 11-year-old girl.

Solitary tongue lesions are a diagnostic
challenge as they have a wide range
of differential diagnosis. The diagnosis
of rhabdomyoma is further difficult

as it is mainly dependant on its
characteristic histopathological and
immunohistochemistry findings. The

purpose of this article is to present our
findings of the case with an appraisal of
literature on the incidence of such cases in
children.

Case Report

An 11-year-old female patient reported with
a painless swelling over the right lateral
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border of the tongue for the past 4 months.
There was no history of trauma in that
region. There was complaint of slight
dysphagia and globus sensation. Medical
history and general physical examination
were unremarkable. There was no regional
lymphadenopathy.

On physical examination, there was a
single 2 cm X 2 cm soft, well-delineated,
nontender mass occupying the right lateral
aspect of the tongue.

The swelling was sessile, submucosal,
and firm in consistency with a smooth
surface. Overlying mucosa was normal
in appearance and not fixed. Tongue
movements and speech were normal.
The magnetic resonance imaging (MRI)
showed a medium-sized hyperintense lesion
arising from the anterior two-third of the
right half of the tongue along the lateral
border on T2-weighted images measuring
1.9 ecm x 1.3 cm x 1.9 cm [Figure 1].
Heterogenous enhancement of the lesion
on intravenous administration of Gd-DTPA
was observed. The MRI was suggestive
of involvement of the intrinsic muscles
of the tongue on the right side with no
involvement of the lingual neurovascular
bundle or the base of the tongue. Level
IB and II lymph nodes were enlarged
bilaterally.

An incisional Dbiopsy was done for
the patient under local anesthesia and
was submitted for histopathological
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examination. The lesion was suggestive of AR. The mass
was explored under general anesthesia with an intraoral
approach. The tumor mass was marked with methylene
blue. An elliptical incision was marked around the tumor
mass and it was excised from the surrounding musculature
of the tongue [Figure 2]. Care was taken to preserve all
the adjacent vital structures; a two-layer primary closure
was done with 3-0 vicryl. No postoperative complications
were noted. There was no recurrence noted up to 2 years
of follow-up.

Histopathological examination of the excised specimen
revealed large polygonal vacuolated cells with a granular
cytoplasm and abundant glycogen that was positive for
periodic acid-Schiff. The tissue stained positive for desmin
and myoglobin [Figure 3]. These characteristic features
confirmed the diagnosis of AR.

Discussion

Extra-cardiac rhabdomyomas are extremely rare
benign tumor of the skeletal muscle. The fetal type
of rhabdomyoma usually presents at or below 3 years
of age. AR mostly presents in the adult age group of
40 years and above. The occurrence is mainly in the
head-and-neck region particularly floor of the mouth,
soft palate, tongue, and buccal mucosa. The tumor is
postulated to originate from the muscle component of the
third and fourth brachial arches. Its cellular genesis is not
definite but is most likely thought to be from primitive
mesenchymal stem cells that undergo striated muscle
differentiation.™

There are very few cases of solitary lingual ARs of
childhood reported in the literature.?'® A comprehensive
search in PubMed/MEDLINE database was done using
MeSH terms such as “Adult Rhabdomyoma,” “Muscle
tumor,” “Tongue,” “Benign” using various Boolean
operators such as “AND” and “OR”. To the author’s
knowledge, till date, 18 cases of AR including the present
have been found in the younger age group. Only 11 cases
of this tumor have been described in infants and children
up to 16 years reported in literature by Cacciari in
2001.51 The age group in our review ranged from 8 weeks
tol6 years. The most common site of involvement is the
head-and-neck region. Seven out of 18 cases occurred in
the tongue showing a predilection toward the oral cavity.
Male preponderance can be seen with 13 out of 17 cases
occurring in males. They were all solitary lesions. Most
were them were asymptomatic and were treated by simple
excision [Table 1].

In the present case, the child recognized the presence of
a mass in the tongue while swallowing. The slow growth
did not allow the patient to realize the increase in size
of the lesion. It presented as a single solitary mass on
the lateral surface of the tongue. Clinically, this tumor
is naive in behavior unless its large size becomes a

Figure 1: Magnetic resonance imaging T2-weighed image showing
hyperintense lesion

Figure 3: Positive staining with desmin

problem. This usually occurs in multifocal type. There
have been reports of dyspnea due to the tumor.”) They
are solitary lesions but have been multifocal in 15% of
cases.

Recognition of the tumor is demanding as the diagnosis
is based on its distinctive histopathological appearance.
Its presentation as a swelling of lateral border of the
tongue should raise a high degree of suspicion. Its
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Table 1: Summary of cases of adult rhabdomyoma in

children
Author Age/sex Location
Pai et al.P! 8/male Esophagus
Firdevs et al.l! 8/female Tongue
Solomon and Tolete-Velcek!”  11/male Tongue
Huang et al.¥ 4/female Tongue
Cacciari et al.l’! 9/male Mediastinum
Corio and Lewis! 13/male Floor of mouth
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