Journal of Otolaryngology-ENT Research

A Case of Multifocal Giant Rhabdomyoma in Head and
Neck Region
Abstract
Rhabdomyoma is a rare benign mesenchymal tumor originating
from striated muscle. It is usually located in heart among children. In
adulthood, it is reported most commonly between the ages of 25-40 years,
especially in males, and located in extracardiac regions. It is frequently
located in head and neck region, mainly on tongue, base of mouth, soft
palate, pharynx and larynx in adults. Since rhabdomyomas are slow
growing, painless masses, the clinical picture may be asymptomatic or
may change depending on the affected region. Sixty eight years old male
patient was admitted to our clinic with the complaints of progressive
swelling on neck and swallowing difficulty accompanying unable to
close mouth properly and speech defects of 10 years. Since the mass
completely fulfilling mouth base, submandibular spaces and submental
areas bilaterally was determined after the investigations, total mass
excision was performed under general anesthesia. The clinical picture
and treatment of the patient whose pathological diagnosis was
rhabdomyoma is reported here with the review of the literature.
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Introduction

Rhabdomyoma is a rare benign mesenchymal tumor
originating from striated muscle which is seen usually in cardiac
region in children. However in adulthood, it is in males (M/F: 3/1),
and located in extracardiac regions, especially in head and neck
region with a 90% of incidence [1]. If adult type rhabdomyomas
are located in head and neck region, they are originated from
striated muscle of 3rd or 4th branchial arche, spherical or
lobulated in shape and 3 cm in dimensions in average (between
0, 5-10 cm). They are slowly growing, painless, commonly
solitary but multifocal in 25% of cases and multi-centric in less
than 5% of cases. Surgery is indicated usually if the patient has
functional problem [2-3]. The operation technique performed
and clinical features of an advanced aged patient admitted with
a mass originating from multiple foci which reached to a giant
size (15 cm) in years is reported here with the review of the
literature.
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size of the mass but his flexible endoscopic examination and
other ear- nose- throat examinations were normal. In magnetic
resonance imaging (MRI), a conglomerated, highly contrast
enhanced mass lesion with an approximately 20 cm diameter
that was narrowing the upper airways, considerably widespread
on submental region, at the 2nd region level on bilateral parotid
and submandibular regions was detected (Figure 3).

Case Report

Sixty eight years old male patient was admitted to our clinic
with the complaints of progressive swelling on neck which causes
speech difficulty. He couldn’t close his mouth properly (Figure
1 & 2). It was learnt that he was only drinking fluids but could
not eat solid meals for long years. In his physical examination, a
mass lesion fulfilling mouth base and all oral cavities pushing the
tongue to the posterior was observed. This mass was filling all
submental and submandibular regions bilaterally on neck and
it were running over the secondary regions. The mass was soft
in palpation and was approximately 20x10 cm in dimensions.
The patient’s tongue movements could not be detected due to
Submit Manuscript | http://medcraveonline.com

Figure1: Preoperative appearance of the patient.
White Arrow: Tongue; Black Arrow: Mass (Mass is fulfilling the
oral cavity completely).
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hypoglossus and lingualis were preserved bilaterally. There was
no postoperative complications recorded and the pathological
diagnosis of the patient was rhabdomyoma. The surgical resected
specimens were pieced, with a lobulated brown cut surface.
Microscopically it was composed of tightly packed polygonal
cells with a PAS positive granular or vacuolated cytoplasm.
Nuclei showed vesicular chromatin, mitoses were not found.
Immunohistochemically, the cells strongly expressed desmin but
negative for S-100, vimentin and CD34 (Figure 5). Since minimal
restriction was recorded on the tongue movements of the patient
in postoperative period, swallowing rehabilitation was achieved.
In postoperative period, he was able to eat solid meals together
with the liquid ones and his speech was more understandable. In
1st year follow-up after surgery no sign of relapse was present
on the patient (Figure 6).

Figure 2: Preoperative appearance of the patient.
Black Arrow: Larynx; M: Mentum; *: Mass.
Figure 4: Preoperative appearance of the patient.
a) The appearance of the mass after excision of flap.
b) The appearance of mass after total excision.
White Arrow: Larynx; Black Arrow: Digastric Muscle; *: Mass.

Figure 5: Light microscopy images of patient.
Figure 3: Sagittal T1 scan MRI of the patient.
A: Anterior; P: Posterior; *: Mass; White Arrow: Pharynx.

Intraoral incisional biopsy was performed and the diagnosis
was reported as ‘rhamdomyoma’. Finally, the mass of the
patient was totally excised under general anesthesia (Figure
4). Peroperatively, it was observed that this pink, multilobular
mass without a prominent capsule fulfilling all submandibular,
submental regions and mouth base, which pushed the tongue
completely to the posterior and resulted in atrophy of all
tongue muscles; was originating from multiple foci on intrinsic
and extrinsic tongue muscles. With the aim of exposure
peroperatively, left submandibular gland excision and dissection
of anterior belly of left digastric muscle were performed. Nervi

a) Immunohistochemistry for desmin. rhabdomyoblasts show diffuse
cytoplasmic reactivity (original magnification 10X10).
b) Microscopical view of the specimen, eosinophillic polygonal cells
with a PAS-positive granular or vacuolated cytoplasm (hamatoxylin
and eosin; original magnification 10X10).

Discussion

The term rhabdomyoma was first used by Zenker in 1864 in
order to define a tumor in benign character that was composed
of striated muscle cells with different degrees of differentiation
and maturation [4]. Rhabdomyomas are classified as cardiac
or extracardiac according to their localizations. Cardiac
rhabdomyomas are generally reported in children and young.
Adult type rhabdomyoma, which is reported at the age of 55
years in average, is located in head and neck region especially
on tongue, base of mouth, soft palate, pharynx and larynx [5,6].
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Some authors emphasized that they are originated from 3rd
and 4th branchial arch muscles pathogenically [2]. They very
rarely originate from multiple foci [3]. Although reciprocal
chromosome t (15; 17) was determined to take some place in
etiology, chronic irritation is also thought to be important in
pathogenesis [5,7].
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here. In investigation of PubMed, approximately 20 case
reports of head-neck rhabdomyomas with multifocal origin
were determined. In our patient, in treatment of this huge
rhabdomyoma mass highly effecting life quality and esthetic
appearance, total surgical excision was performed. Additionally,
since the mass was huge and adjacent to important anatomical
structures, the surgery was difficult to perform and vulnerable
to complications. There was atrophy in tongue muscles in our
patient due to the restriction of tongue movements by the mass
effect for long years; this condition was markedly improved with
swallowing rehabilitation. Although there was no sign of relapses
in 1st year follow up, since rhabdomyoma is a slowly growing
tumor, the necessity of long time follow-up in our patient is clear.

In conclusion, head and neck rhabdomyomas are diseases
effecting life quality and producing cosmetic deformities which
are treated with total excision. Especially multifocal and huge
rhabdomyomas are vulnerable to complications due to their
close vicinity with important anatomical structures. Moreover,
some rehabilitation such as swallowing exercises should be
added to the treatment after surgery in order to increase the
life quality of the patient. Since rhabdomyomas grow slowly
with moderately high recurrence rates, the patients should be
followed for a long time in postoperative period.
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It is extremely rare in literature such a case of rhabdomyoma
originating from intrinsic and extrinsic muscles of tongue and
reaching huge dimensions of approximately 15 cm as reported
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