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Abstract

Rhabdomyomas are rare benign tumours of striated muscle tissue that can be divided into cardiac and extracardiac
types. Cardiac rhabdomyomas are associated with tuberous sclerosis, whereas extracardiac varieties are not
associated with any particular syndrome. Approximately 70% of rhabdomyomas found outside the heart occur in
the head and neck. Rhabdomyomas are typically solitary lesions, although multifocal lesions have been described;
however, there have been no reports of malignant transformation to rhabdomyosarcomas. There have been 32 cases
of laryngeal rhabdomyoma reported. Of these, 10 cases were reported in the supraglottic space. We present the 11th
reported case of a supraglottic rhabdomyoma, and the first to be managed with laser resection without recurrence

of the tumour.

Case Presentation

An 84 year old male presented to the Otolaryngology-
Head and Neck Surgery service at the Queen Elizabeth
II Health Sciences Centre with a left supraglottic
tumour. The tumour had been present for fourteen
years and had previously been asymptomatic. Recently,
the patient had noticed upper airway compromise,
especially during sleep. In addition, dysphagia and
dysphonia were noted. On laryngoscopic examination,
a large supraglottic mass was evident and the overlying
mucosa appeared intact. The patient’s past medical
history was unremarkable except for well-controlled
atrial fibrillation and minor coronary artery disease.

The plan for management was complete excision by
endoscopic CO, laser. Informed consent was obtained
preoperatively and the procedure was performed under
general anaesthesia. In the operating room, the tumour
was visualized with a Bouchayer laryngoscope. The
mass occupied the left supraglottic area causing a bulge
in the aryepiglottic folds, left false vocal cord and left
laryngeal ventricle (Fig.1). The glottis appeared normal
other than partial obstruction of the left true vocal
cord. The lesion was removed by incising the overlying
mucosa with the CO, laser and performing submucosal
dissection with a combination of laser and cold steel
instrumentation.

Postoperative pathological assessment identified the
mass as an adult rhabdomyoma. Grossly, the 4.0 cm
mass had a homogenous tan coloration, with a smooth
surface in some areas and a papillated surface in others.
On microscopy, closely-packed polygonal cells with
abundant eosinophilic cytoplasm and cross-striations
were noted. Crystalline-like structures were evident
in the cytoplasm of some cells. Both cross-striations
and crystalline-like structures were highlighted with
phosphotungstic acid-haematoxylin (PTAH). Mitotic
figures were not seen. Figure 2 shows the microscopic
appearance of the resected tumour.

Discussion

Rhabdomyomas are rare benign tumours of striated
muscle tissue that can be divided into cardiac
and extracardiac types.! Cardiac rhabdomyomas
are associated with tuberous sclerosis, whereas
extracardiac varieties are not associated with any
particular syndrome.? Extracardiac manifestations
of rhabdomyomas may present in the female lower
genital tract, mediastinum, stomach and thigh;
however, approximately 70% of rhabdomyomas,
found outside the heart, occur in the head and neck.!
Rhabdomyomas are typically solitary lesions, although
multifocal lesions have been described; however, there
have been no reports of malignant transformation to
rhabdomyosarcomas.?*
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Figure 1. Intraoperative appearance of left sided
supraglottic rhabdomyoma.

Rhabdomyomas can be divided into three histological
types. Adult type rhabdomyoma is found exclusively
in the head and neck of adult patients. This subtype of
extracardiac rhabdomyoma typically has well defined
margins and is composed of closely packed, large
cells with eosinophilic cytoplasm and evident cross-
striations. Fetal cellular rhabdomyoma is found in the
head and neck, typically in young children but may
also be found in elderly men. These tumours are not
well defined and may contain spindle-shaped skeletal
muscle cells, few of which are mature. Fetal myxoid
rhabdomyoma may be found in the lower genital
tract of women and presents as a polyploidal mass
with loose, edematous and myxoid stroma."? Reviews
of published case reports have shown that adult type
rhabdomyoma occurs most frequently.! In addition,
extracardiac rhabdomyoma occurs more often in men
than women with a mean occurrence at age 52, ranging
from 16 to 82 years of age.'*

Rhabdomyomas of the neck occur in close proximity
to muscle tissue associated with the embryologic
branchial arches.! This has led to the hypothesis that
rhabdomyomas arise from remnants of fetal tissue
that result from developmental anomalies."* However,
cellular studies report cytogenetic abnormalities which
suggest that rhabdomyomas are true neoplasms and
not hamartomous or regenerative lesions.*

Symptoms of rhabdomyomas usually progress over a
long duration. Commonly reported symptoms include
hoarseness, foreign body sensation, dysphagia and
dyspnea.”#? Stridor and acute airway obstruction have
also been reported.®'°
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Figure 2. Photomicrograph of rhabdomyoma showing
closely-packed polygonal cells with abundant
eosinophilic cytoplasm. Note cell with cross striations

in center of field (H&E, 200x)

Several cases of rhabdomyomas have been previously
described, but relatively few cases have demonstrated
recurrence post surgical management. Of 23 cases
reviewed by Johansen et al., (1995), two cases of adult
rhabdomyoma and one case of fetal rhabdomyoma did
recur following surgical treatment.*®''? Additionally,
Winther et al. (1976) presented a case where tumour
recurrence required reoperation on three separate
occasions.”® Most recently, Farboud et al. (2009)
reported recurrence twice following laser excision.'
Recurrence is thought to be due mostly to incomplete
excision.’

From our review of the literature, there have been 32
cases of laryngeal rhabdomyoma reported. Of these,
10 cases were reported in the supraglottic space.*3131¢
We present the 11th reported case of a supraglottic
rhabdomyoma, and the first to be managed with laser
resection without recurrence of the tumour.

In summary, adult rhabdomyoma is a rare benign
tumour with insidious onset of symptoms. Symptoms
range from mild to acute medical emergency. Complete
surgical excision is often curative and recurrence rates
are low. This, to our knowledge, is the first case of a
supraglottic rhabdomyoma excised with the CO, laser
without subsequent tumour recurrence.
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Congratulations 2010 Graduates

Evergreen Home for Special Care is a privately
owned accredited facility that provides long
term and respite care for senior residents and
special needs children.

QOur Mission

To provide a safe, healthy, stimulating, socially
rich and comfortable living environment
through supportive care and services to
members of our community.

For more information or career opportunities,
please visit our website
www.evergreenhome.ns.ca

With expert hands and creative minds P R C
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exceptional care for our patients.  Pelerborough Regional
Health Centre

We value innovative, dedicated and
compassionate professionals who can

meet the needs of our community.

This is where you come in.

It is an exciting time of progressive change and rapid growth
at the Peterborough Regional Health Centre (PRHC).

As one of the region’s largest employers, our staff is 2,000 strong
with more thanGOG volunteers, together serving a population
of over 300,000 people in four counties.

We recognize what it takes to make a successful career in healthcare.
Come and see how much more we can offer you.

PRHC is the place to be for care and career!

Please visit our website or
contact us at: careers@prhc.on.ca

www.prhc.on.ca
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