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INTRODUCTION:  Leiomyosarcoma  is  a rare  mesenchymal  tumor  that originates  from  smooth  muscle  cells.
Head and  neck  LMSs  represent  only  3%  of  all leiomyosarcomas  with  less  than  50  cases  of  laryngeal  LMS
reported  in  the  literature  till now.
CASE  PRESENTATION:  We  report  a case  of  50-year-old  male  presented  at our ENT  department  for  a chronic
hoarseness.  Clinical  examination  investigations  found  small  submucosal  lesion  in the right  vocal  cord.
Treatment  consisted  of  CO2  Laser  excision  of  the  lesion.  The  evolution  was  marked  by  the  appearance  of a
tumefaction  in  the  left  submandibular  region  and  a severe  dyspnea  requiring  an  emergency  tracheotomy.
Leiomyosarcoma
Lymph node metastasis
Airway obstruction
Surgical excision

Paraclinical  examination  investigations  found  a supraglottis–glottis-subglottis  tumor.  A total  laryngec-
tomy  with  bilateral  functional  neck  dissection  was  performed  and the  histopathological  examination
found  a laryngeal  leiomyosarcoma.
CONCLUSION:  LMS  of  the  larynx  a very  rare  malignancy.  The  accurate  diagnosis  is  histological.  Surgery  is
the mainstay  of treatment.  Its prognosis  is  correlated  to local  recurrence  and  distant  metastases.

©  2021  The  Authors.  Published  by  Elsevier  Ltd  on behalf  of IJS  Publishing  Group  Ltd.  This  is  an  open
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1. Introduction

Leiomyosarcoma (LMS) is a rare mesenchymal tumor that orig-
inates from smooth muscle cells. It accounts for 5–10% of all soft
tissue sarcomas.

Its laryngeal location was described for the first time by Jackson
in 1939 [1] and since then less than 50 cases have been reported in
the literature [2,3].

Through this case and a literature review, we  discuss epidemi-
ological, clinical, radiological and therapeutic features of this rare
entity. This work is reported by following the surgical case report
(SCARE) guidelines [4,5].

2. Case report
A 50-year-old male presented at our ENT department for a
chronic hoarseness evolving for the past one year with no asso-
ciated dyspnea or dysphagia.
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The medical history found chronic smoking (16 pack/year) and
ccasional alcoholism weaned 20 years, no history of radiation
xposure or previous surgery, no pharmacological allergies, no psy-
hosocial problems, no family genetic disease, and specially no
istory or family history of tumor.

Nasofibroscopy showed a small, smooth submucosal lesion in
he right vocal cord without impaired mobility of the latter.

Direct laryngoscopy under general anesthesia was realized by
n ENT professor and showed the same lesion in the right vocal
ord. Because of these results a CO2 Laser excision of the lesion
as  performed.

The histopathology of the lesion demonstrated an Angioleiomy-
ma  with (CD34+/Ck-/ Ki67 < 1%) on Immunohistochemistry (IHC).

Post-operatively the patient was  lost to follow-up. 14 months
ater, the patient presented with a severe dyspnea requiring an
mergency tracheotomy (Fig. 1).

The clinical examination found a patient in a fairly good general
tate, the larynx structures were normal and a painless mass located
n the left submandibular. It was  slightly fixed to deep structures,

easuring 4 × 3.5 cm (Fig. 1).
Neck CT scan highlighted a tissue process of the

upraglottis–glottis-subglottis areas completely obstructing
he larynx, with the presence of left jugulo-carotid adenopathy

Fig. 2).
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Fig. 3. Nasofibroscopy showing an infiltrative and totally obstructive laryngeal mass
with salivary stasis.
Fig. 1. Clinical aspect of the left angulomandibular mass.

A second Direct laryngoscopy under GA revealed a whitish bud-
ding supraglottis–glottis tumor that was completely obstructing
the laryngeal lumen with a significant salivary stasis (Fig. 3).

Biopsy and histopathological examination of the specimen have
confirmed a laryngeal leiomyosarcoma (Fig. 4).

Clinical and radiological work-up has not found distant metas-
tases.

A multidisciplinary ORL-Oncology meeting has been held where
a total laryngectomy with extemporaneous examination of the
adenopathy was decided (Fig. 5), followed by radiotherapy.

The extemporaneous examination was consistent of a sarcoma
metastasis, given these results, total laryngectomy was  completed
by bilateral functional neck dissection performed by an ENT pro-
fessor.

The patient adhered well to the treatment received with a good
tolerance to the surgery and post-operative care.

The postoperative period was unremarkable. Adjuvant radio-
therapy was considered. After 2 years of follow-up, no further
recurrence was noted.
3. Discussion

LMS of the larynx is a very rare malignancy that originates
from blood vessel, smooth muscle or from the heterotopic mes-

Fig. 4. Histological picture showing the appearance of a leiomyosarcoma with
fusiform cells and high mitotic index.

Fig. 2. Cervical CT scan in axial (A) and coronal (B) section with contrast injection showing a totally obstructive laryngeal tumor with left jugular-carotid adenopathy (star).
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Fig. 5. Intraoperative aspect of the subangulomandibula

enchymal tissue in the larynx [5]. LMSs account for 10% of head
and neck sarcomas [6,7]. Head and neck LMSs represent only
3% of all leiomyosarcomas [8]. Head and neck LMSs occur most
often in paranasal sinuses, scalp and cervical esophagus [7,5].
Smoking and alcohol are predisposing factors in the genesis of
laryngeal squamous cell carcinoma, but their role in the genesis
of leiomyosarcoma is still uncertain [9]. It occurs in adult between
30–80 years with maximum frequency during the 5th decade,
preferably in male gender with a male/female ratio of 4:1 [10]. It
may  be a result of a malignant transformation of laryngeal angi-
oleiomyoma which is highly unlikely [11]. Only two reports about
malignant transformation of the benign angioleiomyoma in the lit-
erature have been reported so far, separately in the index finger
and in the forearm [12].

Clinically, laryngeal LMS  cannot be distinguished from other
laryngeal malignancies, with non-specific symptoms, however, it is
more obstructive which may  require an emergency laryngectomy
or tracheostomy [13]. The reported duration of the symptoms may
vary from weeks to years [14].

Laryngeal LMS  originates mostly in the supraglottic or glottic
area. In a previous study of 31 patients, its presence in the larynx
was reported as glottis (48%), supraglottis (32%), and supraglottis-
glottis (6.5%) [15]. In the current case, we found a budding
supraglottis–glottis tumor that was causing a complete airway
obstruction.

Head and neck LMS  are poorly lymphophilic and rarely pre-
sented by lymph node metastasis. Patients with this condition do
not usually have palpable lymphadenopathy at the time of diagno-
sis [16]. Thus, the case of our patient represents an exceptional case
to report for the first time.

CT and MR  imaging evaluate the local extent and the size of the
tumor as well as the lymph node status and the vascular compo-
nent of the lesion [10]. Immunohistochemistry and ultrastructural
findings provide the accurate diagnosis. LMS  s are usually positive
for alpha smooth muscle actin and negative for cytokeratins and
epithelial membrane antigens.

Given the scarcity of cases reported of LMS  in the literature, no
therapeutic protocol has been established yet. Treatment modali-
ties depends on size, location, extension of the tumor beside the age
and the comorbidities that may  have the patient. It is mainly sur-
gical, thus only large radical resection by total laryngectomy with

tumor free-margins provide a long survival [2]. The rate of local
recurrence following surgical excision ranges from 35 to 50% [17].
Radiation therapy is less effective as a mainly therapeutic modality
but still considered as a therapeutic adjunct to surgery. It has also a

3

astatic lymph node (A) and the resection specimen (B).

ole in recurrence and in residual disease. Chemotherapy also has
 limited role [7]. After a review of the literature, the 5-year sur-
ival is estimated at 40% in the absence of metastasis. A long period
f follow up is mandatory since the risk of recurrence persist long
ime after treatment [17].

. Conclusion

LMS  of the larynx a very rare malignancy that can clinically
imic  laryngeal carcinomas. The accurate diagnosis is mainly his-

ological. The treatment is based on surgery and radiotherapy. The
rognosis is essentially conditioned by the quality of surgical exci-
ion and correlated with the occurrence of local recurrence and the
resence of metastases.
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