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ABSTRACT

Leiomyosarcoma is a malignant smooth-muscle tumor that is extremely rare in the head and neck region. Two
cases of this uncommon tumor localized in the larynx and the nasal cavity are presented in this report. We also
discuss the diagnosis and treatment of Leiomyosarcoma in this aspect.
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1. INTRODUCTION

Soft-sarcomas of the head and neck region are relatively
rare and represent less than 10% of all soft tissue
sarcomas and less than 1% of all neoplasms of this
region.™ In fact, the majority of Leiomyosarcomas of the
head and neck arise in the oral cavity, superficial soft-
tissues like: scalp, paranasal sinuses, and jaws. In one
of the largest series of head and neck sarcomas including
352 patients, Freedman et al. reported only 4 (1.1%)
cases of Leiomyosarcoma located at the neck region.®! In
this report, two new cases of Leiomyosarcomas localized
in the larynx and the nasal cavity are presented, and the
diagnostic  difficulties and management of this
exceedingly rare malignancy will be discussed.

2. CASE REPORTS

2-1.Case 1

A 23-year-old male patient was admitted for laryngeal
dyspnea. On direct laryngoscopy, an invasive process of
the three floors of the larynx was detected. Plus, the
histopathological examination revealed a laryngeal
Leiomyosarcoma grade Il (Figure 1), then the
immunohistochemical study was conducted, and tumor
cells expressed H-caldesmone and did not express
desmin or cytokeratin. The computed tomography had
objectified no secondary locations. Thus, the patient
underwent a total laryngectomy with bilateral neck
dissection, and there was no complication during the
surgery.

After, the patient had an adjuvant radiotherapy with a
total dose of 46 Gy in 23 sessions of 2Gy, and the
evolution was marked by the appearance of secondary
locations.

2-2. Case?

A 62-year-old male patient was admitted to the
emergency because of an epistaxis and a left nasal
obstruction; he had a biopsy as well as a resection of the
tumor arising in the left nasal cavity. The
histopathological examination was in favor of a
Leiomyosarcoma; 5 months later, a tumor recurrence
was detected in the same site by an endoscopic
examination, and the computed tomography (CT)
showed a tumor in the inferior horn of the left nasal
cavity (figure 2), then the patient had for the second time
a biopsy and a resection of the tumor with a left medial
maxillectomy. Then, the histopathological examination
and the immunohistochemical staining both revealed a
Leiomyosarcoma, and the limits of resection were
healthy. The patient had an adjuvant radiotherapy with a
total dose of 66 Gy with Intensity Modulated Radiation
Therapy (IMRT), and he showed good loco regional
control.
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Figures

Figure 1: Atypical spindled mesenchymal cells with
"cigar' shaped nuclei in laryngeal grade Il of

leiomyosarcoma (haematoxylin-eosin, 400x).
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Figure 2: Axial section of computed tomography that
shows the thickening at the nasal cavity.

3. DISCUSSION

The symptoms of Leiomyosarcoma involving the head
and neck region depend on the site and size of the tumor.
Hoarseness, stridor, dyspnea and dysphagia are the most
common complaints of patients with laryngeal tumors.
While the initial symptom of the patient with laryngeal
Leiomyosarcoma - in this report - was only dyspnea, the
main symptom of the second patient with
Leiomyosarcoma of nasal cavity was the obstruction due
to mechanic compression. The existence of few smooth
muscles in the head and neck region is the potential
reason for the rarity of Leiomyosarcoma. Since blood
vessels are the only structures in the larynx and nasal
cavity with smooth-muscle tissue, it has been speculated
that it develops from smooth muscle in the tunica media
of the wvessel walls.! Aberrant mesenchymal
differentiation and metastasis are the other possible
modes of origin.!

The differential diagnosis of this rare tumor may be
problematic; hence, the diagnosis should be supported by
immunohistochemical and ultra-structural investigations.
Histologically, the tumor is characterized by prominent
interlacing bundles and fascicles of elongated spindle
cells with: elongated with ‘cigar-shaped’ or ‘blunt-
ended’ nuclei, prominent nucleoli, and abundant
eosinophilic cytoplasm. The mitotic rate is usually high
and atypical mitotic figures are present.! The
Leiomyosarcoma is positive for muscle specific actin,
and vimentin, and it is negative for S-100 protein
myoglobin and epithelial membrane antigen on
immunostaining.”! The electron microscopy is very
helpful, and the surgical resection remains the principal
treatment method of the soft-tissue sarcoma. Because the
adjacent pseudocapsule is commonly infiltrated by the
tumor cells and satellite lesions are often found at some
distance from the main lesion, the margin of the excision
should be at least 1 cm in all directions when surgery is
used alone. If a combination of surgery and radiation
therapy is performed, that margin can be reduced to
approximately 0.5 cm.! Even the extent and the
adequacy of excision both determine the survival and
local recurrence, because of the proximity of the adjacent
neurovascular structures or vertebral column; en bloc
resection and achieving these margins at all tumor planes
is almost impossible in the head and neck region. During
the surgical removal of the lesion in the presented case
with nasal cavity localization the limits of resection were
healthy. The most aggressive surgical therapy of the
laryngeal Leiomyosarcoma is ‘total laryngectomy’, but
partial laryngectomy procedures can also be preferred in
some selected cases.**®! Total laryngectomy was
performed in the present case in order to achieve more
proper surgical margins, and a disease free survival rate,
keeping in mind that the nature of the tumor may have
satellite  or skip lesions. Unless there is a
lymphadenopathy, neck dissection is wusually not
essential because of the poor metastatic lymph node rate.

Moreover, there are no randomized trials for head and
neck soft tissue sarcomas; the effectiveness of adjuvant
radiation in these sarcomas has been clearly
demonstrated through three prospective randomized
trials that have compared surgery alone with surgery and
radiation.® % Preoperative or postoperative choice of
external-beam irradiation is still questionable for soft-
tissue sarcomas, since there are no supportive data. Some
of the potential advantages of preoperative External-
Beam Radiation Therapy (EBRT) include decreased
intraoperative seeding of tumor cells, and tumor
shrinkage that might facilitate surgery later. Suit et al.
evaluated the relationship between tumor size and the
sequencing of radiation, and they showed that
preoperative radiation was superior to postoperative
radiation in terms of local control for patients with
tumors greater than 15 cm.™™ However, others have
shown no difference.'™! The adjuvant radiotherapy was
carried out to the base of the skull where the tumor was
microscopically positive. Although recurrence was
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expected in this site due to the poor radio response rate
of the Leiomyosarcoma and positive surgical margins,
relapse occurred outside the radiation field where the
surgical margins were negative. This evidence
emphasizes the role of adjuvant radiotherapy in reducing
the risk of recurrence of the head and neck
Leiomyosarcomas that are treated surgically, even
without tumor positive margins. For this purpose,
radiation therapy may be necessary after surgery of these
sarcomas.

CONCLUSION

Leiomyosarcomas are malignant tumors of smooth
muscles accounting for 5-6% of all soft tissue sarcomas.
They are mostly seen in the gastrointestinal tractus, the
uterus, and the retroperitoneum. Soft tissue sarcomas in
head and neck region are rare and total surgical excision
with safe margins and adjuvant radiotherapy are the
mainstay of treatment.
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