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INTRODUCTION:  Rhabdomyosarcoma  (RMS)  is  a malignant  mesenchymal  neoplasm  uncommon  in  adults.
PRESENTATION OF  CASE:  We  report  the  case  of  an  alveolar  rhabdomyosarcoma  in  a rare  location  and  in
an  adult.  It concerns  a  46-year-old  woman  with a mandibular  location  invading  the  parotid  gland.  The
Immunohistochemical  analysis  revealed  intense  positivity  for myogenin  and  desmin,  favoring  the  diag-
nosis of alveolar  rhabdomyosarcoma.  The  patient  had  a right  hemi-mandibulectomy  with  parotidectomy
and  received  chemotherapy  with  radiotherapy.  The  evolution  was  good  up to 2 years  postoperatively  then
the  patient  relapsed  with  a recurrence  of  tumour  rapidly  progressing  and  metastases  in  the  cervical  spine.
Mandibular location
Prognosis
Case report

DISCUSSION:  RMS  is an aggressive  but rare  disease  that is  one  of  the  most  common  malignant  head  and
neck  tumors  in  children.  The  predilection  sites  of  adult  rhabdomyosarcoma  are  the  extremities.  Current
treatment  includes  a  combination  of  ablative  surgery,  chemotherapy,  and  radiation  therapy.
CONCLUSION:  The  prognosis  of  head  and  neck  rhabdomyosarcomas  in adults  remains  very poor  given the
often initially  advanced  stage  of the  disease  and  the high  metastatic  potential.

©  2020  Published  by  Elsevier  Ltd on  behalf  of IJS Publishing  Group  Ltd.  This  is an  open  access  article
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1. Introduction

Rhabdomyosarcoma (RMS) is a skeletal muscle tumour divided
into three main groups: embryonal, alveolar and pleomorphic [1].

Alveolar rhabdomyosarcoma predominates in an older age
group (10–25 years) than embryonic rhabdomyosarcoma. It also
appears in the head and neck, including the parameningeal region
[2].

Later studies have shown that in older patients, these lesions
occur mainly in the third and fourth decades and show a striking
predilection for the head and neck region [3].

Treatment options include surgery, radiation therapy, and
chemotherapy.

The work has been reported in line with the SCARE criteria [4].
Abbreviations: RMS, rhabdomyosarcoma; CT, Computed tomography.
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. Presentation of case

A 46-year-old woman presented to the Otolaryngology Depart-
ent, for evaluation of a huge mandibular angle mass extending to

he parotid region, increasing in size progressively over 6 months.
he patient reported chewing discomfort with limited mouth open-

ng, but denied any problems with speech or swallowing, without
eripheral facial paralysis facial.

Physical examination found a mass of the right hemiface, volu-
inous, measuring about 10 × 8 × 7 cm,  fixed in relation to the

eep plane, painless (Fig. 1) with V3 right paraesthesia.
Intra-oral examination revealed vestibular bulging, without

rismus or cervical lymphadenopathy.
A panoramic x-ray showed an ill-defined radiolucent lesion,

ith osteolysis on the right mandibular branch extending to the
ower edge of the mandible body (Fig. 2).

Computed tomography (CT) scan demonstrated the presence
f a seat tissue density process enhanced heterogeneously on the
ngle of the right mandible, with osteolysis. It extends to the region
f the parotid gland, with erosion of the upper edge of the mandibu-

ar canal (Fig. 3).
A positron emission tomography (PET) scan showed the hyper-

etabolic mass of the soft tissues of the right face (44 × 38 mm).

ithout hypermetabolic right cervical lymphadenopathy or hyper-
etabolic focus identifiable elsewhere.
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Fig. 1. Frontal (A), and profile (B) views demonstrating the right-sided facial mass.

s with

r
c
r
s

3

o
i

t
b

i
a

d
w

Fig. 2. Ill-defined radiolucency of the right mandibular ramu

Histological examination revealed large round cells with hyper-
chromatic nuclei and an eosinophilic cytoplasm (Fig. 4A); further
immunohistochemical studies were conducted to further classify
this lesion. Neoplastic cells were positive for myogenin (Fig. 4B)
and desmin (Fig. 4C).

Based on the immunohistochemical results, a diagnosis of alve-
olar RMS  was made.

The staging of RMS  before treatment was determined by the
location of the tumor (head and neck), the size of the tumor (> 5 cm
in diameter), the nodal involvement (without affecting the regional
lymph nodes in our patient) and distant metastases (none).

Based on these criteria, the patient underwent local surgi-
cal resection, she underwent a right hemi-mandibulectomy with
parotidectomy.

The final resection sample consisted of part of the mandible and
associated teeth measuring 13 × 12 × 8 cm and extending to the
right parotid gland (Fig. 5A–B).

The histological analysis of the resection sample was  consistent
with the results observed during the initial biopsy (Fig. 4A–C). The
histological margins were free and the resection complete.

The patient received postoperative chemotherapy and radio-

therapy.

The evolution was good for the first 2 years. The patient pre-
sented no symptoms and her condition progressed well. The control
CT scan showed no residual lesions or signs of recurrence.

m
m

849
 cortical destruction are apparent on panoramic radiograph.

After 2 years, the patient unfortunately experienced a recur-
ence with a rapidly progressing tumour and metastases in the
ervical spine that did not respond to rescue chemotherapy. She
eceived additional palliative radiotherapy to manage the local
ymptoms

. Discussion

Rhabdomyosarcoma (RMS) is highly malignant tumors that
riginates from immature cells that are destined to differentiate

nto striated skeletal muscle [5].
The histological aspect of alveolar RMS  is characterized under

he microscope, by round or oval tumor cells separated into nests
y partitions of connective tissue [6].

The only really reliable way  to reach the diagnosis is the
mmunohistochemical demonstration of the positivity of Myogenin
nd desmin in a significant proportion of tumor cells [3].

Myogenin is the most sensitive and specific marker of rhab-
omyosarcoma, it is expressed in a particularly strong and diffuses
ay  in the alveolar type [7].
Desmin is an intermediate filament that is a specific indicator for
uscle differentiation, but it is present in both smooth and striated
uscle [8].

The true etiology of RMS  is unclear.
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Fig. 3. CTscan has demonstrated the presence of a solid heterogeneous mass of 5.5 cm centered on the right mandibular branch, with osteolysis,extending to the region.

Fig. 4. A. Alveolar rhabdomyosarcoma showing a giant multinucleated tumor cell with hyperchromatic nuclei and eosinophilic cytoplasm. B. The lesional cells stained
positive for myogenin. C. The lesional cells stained positive for desmin.
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Fig. 5. A. Intraoperative photo showing a mandibular angle mass arriving at the par
postoperative aspect of an alveolar rhabdomyosarcoma.

Symptoms of RMS  are variable, depending on the site of initial
presentation, the extent of the tumor, and the presence or absence
of distant metastases and lymph node involvement [9].

The radiological characteristics of the tumor are not specific.
CT scanning is useful to assess bone erosion. Magnetic resonance

imaging gives a better definition of the mass and its invasion of
adjacent structures.

Common sites of metastasis reported by conventional investi-
gations are the lungs, skeletal system, lymph nodes, and brain, with
hematogenesis being the common route of metastasis [10].

The standard treatment for adults with localized soft tissue sar-
coma is based on surgery, often complemented by radiotherapy. To
date, some benefit resulting from adjuvant chemotherapy has been
demonstrated in adults with soft tissue sarcoma [11].

Radiotherapy is only reserved for patients who  develop a recur-
rence after the end of the initial treatment. Our patient received
radiation therapy due to the invasion of the parotid gland.

The prognosis depends on histology, primary site, size of the
tumor and extent of disease; in which tumors are classified as hav-
ing either localized, regional, or distant extension. The RMS  with
alveolar histology had substantially worse survival as compared
with those with embryonal histology [11].

4. Conclusion

RMS  is an aggressive but rare disease that is one of the most com-
mon  malignant head and neck tumors in children. The predilection
sites of adult rhabdomyosarcoma are the extremities.

Immunohistochemical staining with muscle-related antigens
(desmin, myogenin) is necessary to confirm the myogenic nature
and confirm sarcomeric differentiation.

Current treatment includes a combination of ablative surgery,
chemotherapy, and radiation therapy.

The prognosis is worse in adults, due in part to the aggressive
biological behavior of RMS.
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