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Case Report

Dermatomyositis Associated with Laryngeal Rhabdomyosarcoma:
A Case Report

Larenks Rabdomyosarkomu ile iligkili Dermatomyozit: Olgu Sunumu

Gokee SAYGI UYSAL, Murat OZCAN, Sabri KOSEOGLU, Mehmet Ali CETIN, Hiiseyin DERE

Department of Otolaryngology, Ankara Numune Training and Research Hospital, Ankara, Turkey

Dermatomyositis is a systemic autoimmune inflammatory
disorder which is characterized by cutaneous
manifestations and associated with various types of
malignancies. Rhabdomyosarcoma is a rapidly growing,
malignant mesenchymal neoplasm which arises from
primitive muscle cells known as rhabdomyoblasts.
The head and neck are the primary sites for
rhabdomyosarcoma. To the best of our knowledge,
concurrent dermatomyositis and rhabdomyosarcoma have
not been reported before. In this article, we present a case
with dermatomyositis and laryngeal rhabdomyosarcoma
who was treated with surgery and chemoradiotherapy.
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Rhabdomyosarcoma (RMS) is a rapidly growing,
malignant mesenchymal neoplasm that arises from
primitive muscle cells called rhabdomyoblasts and
accounts for 15-20% of all soft tissue sarcomas.! In
fact, in pediatric patients, RMS accounts for up to
50% of all soft tissue tumors.?

The head and neck are the primary sites for RMS in
children and teenagers followed by the genitourinary
tract, limbs, thorax, and retroperitoneum, but it can
be found anywhere in the body. Hawkins et al.l”
reported that the head and neck account for 24% of
all RMS sites.

In the head and neck, RMS may appear in the
orbit, nasopharynx, nasal cavity, paranasal sinuses,

Dermatomyosit kitanéz bulgularla karakterize olan
sistemik, otoimmin, inflamatuvar ve cesitli malignite
tipleri ile iligkili bir hastaliktir. Rabdomyosarkom,
rabdomyoblast olarak adlandirilan primitif kas
hicrelerinden kéken alan ve hizli blyldyen malign
mezenkimal bir neoplazidir. Rabdomyosarkom en
sik bas ve boyun bdlgesinde gérulmektedir. Bilgimiz
dahilinde dermatomyozit ve larengeal rabdomyosarkom
birlikteligine literatirde rastlanmamistir. Bu makalede,
cerrahi ve kemoradyoterapi ile tedavi edilen
dermatomyozit ve larengeal rabdomyosarkom birlikteligi
olan bir olgu sunuldu.
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temporal bone, pterygopalatine fossa, infratemporal
fossa, and other sites,” but in less than 3% of the
cases, it has also been found in the larynx. In
addition, orbital lesions have a better prognosis than
the other locations.?

Dermatomyositis (DM) is a systemic autoimmune
inflammatory disease with characteristic cutaneous
manifestations. It was first described in 1887, and
both children and adults are affected.”! The muscles,
skin, vessels, joints, gastrointestinal tract, cardiac
tissues, and lungs can be involved, and it is well
known that DM is associated with various types of
cancer. The coexistence rate of a malignancy with
DM has varied widely in the literature (6-60%). This is
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most likely because comprehensive studies are lacking
on this topic and the fact that those reports focused
on different regions in the various patients.”*

Malignancy can occur before, after, or at the same
time as the onset of myositis, and it has been reported
that the malignancy risk is highest in the first 3-5
years after the diagnosis of this condition.”

In addition, only a few case reports have been
published concerning the association of sarcomas
and DM, making it a rare event.'"! Dermatomyositis
that is linked with cancer is generally resistant to
corticosteroids and cytotoxic therapies, and this
activity reflects the state of the cancer. Some reports
also exist that have described an improvement in DM
without immunosuppressive drugs after resection of
the cancers.

This case report presents a patient with DM
and laryngeal RMS who was treated with surgery,
chemotherapy, and radiotherapy. To our knowledge
this is the first reported case of concurrent DM and
RMS in a patient.

CASE REPORT

A 59-year-old man was admitted to our clinic with
a six-week history of intermittent alteration in his
voice quality. He had no history of sore throat or the
feeling of a lump in his throat and had no symptoms
suggesting laryngopharyngeal reflux. The patient had
smoked one pack of cigarettes per day for 25 years and
had been diagnosed with dermatomyositis six months
prior to his admission after undergoing a skin biopsy.

A videolaryngoscopic examination showed a
5x5 mm polypoid mass at the posterior commissure
(Figure 1). However, the pyriform fossae, other
vocal cord, epiglottis, and valleculla were normal.
Computed tomography (CT) of the larynx showed an
irregularity at the posterior commissure, but there
was no nodal involvement or evidence of metastasis
on the thoracic CT.

The patient was hospitalized and treated with
prednisolone for his DM because surgery could not
be performed until his general condition became
suitable for general anesthesia.

After the medical therapy for DM, a direct
laryngoscopy was performed, and the lesion was
totally excised. A histological examination showed
that the cells were strongly positive for desmin and
vimentin and also focally positive for myogenin.
However, they were negative for CD-34, BCL-2,
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CD-99, pan-cytokeratin (pan-CK), cytokeratin,
HMB-45 (a melanocytic cell-specific monoclonal
antibody), and S-100 protein as well as the leucocyte
common antigen (LCA) and, epithelial membrane
antigen (EMA). Additionally, a few cells were positive
for actin. A histological examination of the specimen
confirmed the diagnosis of RMS.

After surgery, the patient was referred to medical
and radiation oncologists who recommended
chemotherapy and radiotherapy. The chemotherapy
procedure included four cycles of ifosfamide,
mesna, and doxorubicin (Adriamycin) (IMA)
followed by radiotherapy at 200 cGy/day for a total
of 6000 cGy. Thus far, the patient has undergone
monthly follow-up visits, which include a clinical
examination and videolaryngoscopy, and remains
free of disease 18 months after the histological
diagnosis.

DISCUSSION

The larynx is an uncommon site for sarcomas. Glick™?
first described a case of laryngeal RMS in 1944. In
addition, laryngeal pleomorphic RMS is found more
frequently in males."!

The literature on laryngeal RMS indicates that
the tumor tends to originate in the vocal cord region
and appears as a polypoid mass which may extend
above and below the vocal cords. In our case,
there was a 5x5 mm polypoid lesion at the posterior
commissure.

Since the clinical findings and macroscopic
appearance of RMS are the same as other
laryngeal neoplasms, the histopatological and

Figure 1. A videolaryngoscopic examination showed a
5x5 mm polypoid mass at the posterior commissure.
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immunohistochemical examinations are crucial for
diagnosis,™ and in our case, the definitive diagnosis
was established through these means.

Rhabdomyosarcoma is treated by a combination
of surgery, chemotherapy, and radiation, with the
most frequently used chemotherapy agents being
vincristine, cyclophosphamide, dactinomycin,
adriamycin, ifosfamide, and virion protein VP-16
(etoposid). The use of adjuvant chemotherapy with
radiotherapy is gaining popularity because it reduces
the need for mutilating surgery in the head and neck
due to RMS.1%

After surgery, our patient was treated with four
cycles of IMA and radiotherapy at 200 cGy/day for
a total of 6000 cGy. However it is not clear if this
treatment modality has any significant effect on the
outcome in adult laryngeal disease since only a few
cases have been reported.

Dermatomyositis is an idiopathic, chronic,
inflammatory myopathy characterized by cutaneous
findings. It primarily affects the skin and the muscles
but may also affect other organ systems. In addition,
DM frequently affects the joints, esophagus, lungs,
and, less commonly, the heart.!'*!

The malignancy rate of DM is up to 10% and is
more common in adults over the age of 60 as well as in
the first five years after diagnosis."” Our patient was a
59-year-old man with only a six-month history of DM.

Sigurgeirsson et al.®! reported that had they
detected 61 malignancies in 59 of 392 DM patients
either at the same time as the diagnosis or afterwards
and that the malignancy rate was higher in women
than men.

Uterine carcinosarcoma and soft tissue sarcoma
of the stomach were also reported to be associated
with DM.I'" Furthermore, Sendur et al.' reported
a case with soft tissue sarcoma of the stomach and
DM, and Chandiramani et al." reported DM as a
paraneoplastic syndrome that developed in a patient
with uterine carcinosarcoma.

However, as far as we know, there have been no
cases of DM associated with laryngeal RMS in the
literature, and our patient was the first to have DM
with laryngeal RMS and be treated successfully.

The five-year survival rate ranges between 30%
for patients with metastasis at presentation, but it
increases to 80% when the disease is localized so that
complete resection can be performed.'®"”! Today, our
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patient remains free of disease 18 months after the
histological diagnosis.

In conclusion

In cases involving DM, laryngeal malignancy
should be kept in mind. These patients should be
questioned carefully regarding the presence of
hoarseness, dysphagia, and dyspnea. Together with
these complaints, asymptomatic patients should be
examined by an otolaryngologist. In addition, the
nasopharynx, larynx, and hypopharynx should be
examined endoscopically, and a biopsy should be
planned for any suspicious lesions.
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