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ABSTRACT

Rhabdomyoma is a rare tumor in the posterior mediastinum. We present a case of adult rhab-
domyoma that occurred multifocally in the head, neck and mediastinum. There have been as few
as four previous reports on rhabdomyoma in the posterior mediastinum. An 80-year-old white man
was admitted to the Division of Pulmonary Diseases because of dyspnea, hemoptysis and fatigue.
Physical examination revealed a tumor in the left submandibular area. Computed tomography (CT)
of the head and neck showed a mass which caused a marked prominence of the left posterolateral
wall of the pharynx. Chest CT revealed a contrast-enhancing tumor. The mass was 20 X 19 X 55 mm
in size and was in contact with the lateral wall of the esophagus. Histological examination showed
that the tumor was composed of cells typical of adult rhabdomyoma. The patient has been followed
in our outpatient clinic for more than the last 7 years. To our knowledge, this is the fifth case of adult
mediastinal rhabdomyoma. We believe that rhabdomyoma is a rare tumor which should be considered

in a differential diagnosis of tumors detected in the posterior mediastinum.

INTRODUCTION Tumors or cysts located
in the mediastinum are lesions which originate
from its structures. Metastases or tumors involv-
ing the mediastinum but originating from other
intrathoracic sites are not classified as mediasti-
nal tumors. Similarly, primary tumors of the tra-
chea, esophagus and heart are not included. Tu-
mors of the posterior mediastinum are most fre-
quently neurogenic tumors arising from periph-
eral nerves and sympathetic ganglia.’2
Rhabdomyoma is a rare benign neoplasm
of soft tissue. It accounts only for 2% of all tu-
mors with skeletal muscle differentiation.? These
tumors may originate from cardiac or skeletal
muscles. Rhabdomyomas may be cardiac or ex-
tracardiac. Cardiac rhabdomyomas are the most
common primary tumors occurring in newborns
and children. They are often associated with tu-
berous sclerosis and are considered hamartoma-
tous. Extracardiac rhabdomyomas are classified
into three clinical and histological subtypes: adult,
fetal and genital. They account for 50%, 40% and
10% of extracardiac rhabdomyomas, respective-
ly. Extracardiac adult rhabdomyomas (EAR) are
located in 70-75% of cases in the head and neck
region. The most common site is the mucosa

of the pharynx, oral cavity and larynx. These tu-
mors have been rarely reported to occur in the ex-
tremities, esophagus, stomach, and mediastinum.
The fetal subtype may occur in children and adults,
typically in the head and neck region. The gen-
ital subtype is a polipoid tumor which occurs
in the vagina or vulva in middle-aged women.

To our knowledge, our patient is the fifth case
of adult rhabdomyoma occurring in the me-
diastinum?®® and the first case of multifocal
rhabdomyoma detected in the head, neck and
mediastinum.

CASE REPORT An 80-year-old white man was
admitted to the Division of Pulmonary Diseas-
es, Krakéw, Poland. He complained of dyspnea,
weakness, sweating (mainly in the neck region),
dry and persistent cough, sore throat, and sub-
febrile state. Hemoptysis and epistaxis occurred
2 days before admission.

The patient suffered from chronic obstruc-
tive pulmonary disease and ischemic heart dis-
ease. At the age of 33 he underwent tonsillecto-
my. At the age of 50, 53 and 63 he expierenced
spontaneous pneumothoraxes treated with
tube drainage. At the age of 63, he underwent
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FIGURE 1
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cholecystectomy due to symptomatic cholelithia-
sis. Frequent upper respiratory tract infections
have been observed over several years.

On admission, a physical examination revealed
alarge tumor in the left submandibular area. Lab-
oratory tests showed only elevated sedimenta-
tion rate (40/h).

Ultrasound examination of the neck showed
hypoechogenic mass, with echogenic septa, ex-
tending laterally (50 x40 mm). A few hypoecho-
genic, well-vascularized, oval lesions were also de-
tected in the submental region, the largest 14 x 13
x 22 mm in size. They were similar to lymph nodes
in terms of appearance and perfusion. Comput-
ed tomography (CT) of the head and neck con-
firmed the presence of a large tumor, which
caused a marked prominence of the left poste-
rolateral wall of the pharynx. The tumor was ex-
tending from the soft palate toward the epiglottis.
It gradually moved laterally, enveloped the hyoid
bone and was localized subcutaneously at the lev-
el of the epiglottis. The contrast-enhanced mass
(up to 120 Hounsfield units [HU]) was homo-
geneous. It was well circumscribed and did not
invade other organs. CT of the neck confirmed
the presence of three other oval, contrast-enhanc-
ing lesions (up to 120 HU), with a maximum di-
ameter of 16 mm (FIGURE 1A).

Chest radiograph showed no abnormalities.
Chest CT with intravenous contrast medium re-
vealed a contrast-enhancing tumor (up to 120 HU)
in the posterior mediastinum. The tumor size was
20 x19 x 55 mm and it was in contact with the left
lateral wall of the esophagus (FIGURE 1B, ¢, D). It had

regular margins and was homogenous. There was
no mediastinal lymphadenopathy.

Bronchofiberoscopy showed no significant ab-
normalities. Mucosa of the medial wall of the right
main bronchus was slightly damaged and covered
with fibrin. Hemoptysis might have resulted from
bleeding from this site.

The patient was referred to a laryngology de-
partment for further diagnostic procedures. Sur-
gical biopsy of the neck tumor was performed.
Cells of adult rhabdomyoma were found on histo-
logical examination. The patient was referred to
a thoracic surgeon. However, a surgery was not
performed due to a benign and multifocal nature
of the neoplasm. He did not give consent to un-
dergo gastroscopy.

The patient has been followed in our outpa-
tient clinic for the last 7 years. He complains
of recurrent productive cough with purulent spu-
tum, dyspnea on exertion, the sensation of hin-
drance in the throat, mild dysphagia, and hoarse-
ness. The tumors are stable on a repeat CT scan
of the neck and chest.

DISCUSSION EARs are extremely rare neoplasms,
affecting patients aged 40-70 years.® They are ob-
served more often in men than in women,with
the male to female ratio of about 3-6 to 1. They
are typically found in the region of the head
and neck. An EAR is usually unifocal, but 15%
of the cases are multifocal.® These tumors usually

POLSKIE ARCHIWUM MEDYCYNY WEWNETRZNEJ  2009; 119 (9)



cause symptoms by compressing the neighbor-
ing organs. Symptoms depend on the size and
location of the lesion and typically include air-
way obstruction, dysphagia, hoarseness, and na-
sal obstruction.

So far, four cases of an EAR located in the me-
diastinum have been reported. The first case was
described in 1978.% An 80-year-old male present-
ed with swallowing difficulties. An EAR was di-
agnosed at autopsy. The tumor was located
in the anterior-superior mediastinum extend-
ing to the neck. Its size was 100 x 50 x 30 mm.
In 1995, Box et al.* described a 52-year-old man
with a recurrent respiratory airway infection and
cough. A tumor in the posterior mediastinum was
found on chest radiography. Chest CT showed
that it extended to the neck and partially en-
veloped the trachea and esophagus. The patient
underwent a surgery. Due to the size of the tu-
mor thoracotomy and cervical incision were per-
formed. The patient recovered and no symp-
toms were observed after 8 months. In 2002,
an anterior-superior mediastinal rhabdomyo-
ma was reported® in a 68-year-old man who had
been killed by a moving motor vehicle. The tumor
was detected at autopsy and there were no data
on the patient’s symptoms. Similarly to the pre-
vious cases, the tumor was lobulated. Its size
was 63 x 45 x 30 mm and was surrounded by
a thin capsule. In 2006, the fourth case of EAR
in the mediastinum was reported.? A 75-year-old
woman was diagnosed with recurrent fever. There
was a tumor in the posterior mediastinum be-
hind the trachea and esophagus, extending to
the prevertebral space of the neck. A cervical in-
cision and partial upper sternotomy were per-
formed. The tumor was completely removed. It
was lobulated, had a size of 160 x 87 x 25 mm and
weighed 100 g. It was surrounded by a thin cap-
sule. The patient made full recovery. A 10-month
follow-up was uneventful.

Unlike the previously reported cases, an EAR
in our patient is multifocal. It is also the first me-
diastinal EAR, which has been observed for sever-
al years. We are unable to determine when these
tumors developed in the patient but we have ob-
served no enlargement for 7 years.

An EAR is a benign neoplasm, which consists
of cells with eosinophilic granular cytoplasm
resembling cross-striations of myofibrils. EAR
cells contain desmin, muscle specific actin and
myoglobin. Immunocytochemistry showed fe-
tal myosin.

The diagnosis is established by fine-needle bio-
psy or surgical biopsy and subsequent histological
examination of the tumor. In our case the lesions
were extensive and multifocal. The diagnosis was
based on histopathological examination of a sin-
gle biopsy specimen and CT findings. Despite
their varying sizes, the tumors did not show fea-
tures of invasion. The margins were well-defined
and regular. The density of changes, particularly
the homogenous and intensive contrast enhance-
ment (up to 120 HU) were indicative of a similar

structure of all described changes. The stable tu-
mor size during the 7-year follow-up is an essen-
tial marker of a benign nature of the tumors.

A complete resection is the treatment of choice
for an EAR.7 Tumor recurrence are usually as-
sociated with incomplete resection, therefore
it is vital to completely remove the lesion.” Tu-
mors grow slowly and their clinical manifesta-
tions are late. Patients after resection require reg-
ular follow-up visits.

Rhabdomyoma, although detected extreme-
ly rarely, should always be considered in a differ-
ential diagnosis of tumors observed in the pos-
terior mediastinum.
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STRESZCZENIE

Miesniak prazkowanokomdrkowy jest rzadkg przyczyna guzéw $rédpiersia tylnego. Przedstawiamy
przypadek migéniaka prazkowanokomoérkowego typu dorostych wystepujgcego wieloogniskowo
w obrebie gtowy, szyi i $§rédpiersia. Do tej pory opisano tylko czterech chorych z migéniakiem
prazkowanokomdrkowym $rédpiersia tylnego. 80-letni chory zostat przyjety do Kliniki Pulmonologii
z powodu dusznosci, krwioplucia i ostabienia. W badaniu przedmiotowym uwage zwracat guz okolicy
podzuchwowej lewej. W tomografii komputerowej gtowy i szyi stwierdzono zmiang uwypuklajacg
tylno-lewoboczng $ciane gardta. Tomografia komputerowa klatki piersiowej uwidocznita w $rédpiersiu
tylnym heterodensyjny obszar ulegajgcy wzmocnieniu po podaniu $rodka cieniujgcego. Zmiana o wy-
miarach 20 X 19 X 55 mm przylegata do bocznej $ciany przetyku. W badaniu histopatologicznym
zmiany stwierdzono utkanie typowe dla migé$niaka prazkowanokomérkowego typu dorostych. Od ponad
7 lat chory pozostaje w obserwacji. Wedtug naszej wiedzy jest to pigty opisany na Swiecie przypadek
mie$niaka prazkowanokomérkowego wystepujacego w $rddpiersiu. Uwazamy, ze w diagnostyce
réznicowej guzéw $rodpiersia tylnego nalezy uwzgledni¢ rzadko wystepujaca postaé mig$niaka
prazkowanokomérkowego.
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