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Abstract

Leiomyosarcoma is a rare tumor derived from smooth muscle cells. Oral cavity location is uncommon and represents less than 1%.
Only few cases were described in the mandible. Clinical and radiological findings are not specific. Diagnosis is based to histology. The
main treatment is surgery and prognosis depend of the quality of resection. We report a clinical case of 33-year-old-woman with a
month history of swelling in the left mandible. Computed tomography revealed an extensive lesion involving the left mandibular
angle. Surgery with clear margins was not possible and chemotherapy followed by radiotherapy was given. The aim of this work is to

review literature concerning this rare malignancy and discuss incidence, histology and treatment approaches.
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Introduction

Leiomyosarcoma is a malignant neoplasm of smooth muscle
origin representing 7% of all soft issue sarcomas. These tumors
are more common in gastrointestinal tract, uterus and
retroperitoneal region [1]. Leiomyosarcoma represents only
4% of head and neck sarcomas [1]. Most reported sites of
occurrence are maxillary sinus, mandible and maxilla. Other
reported locations were tongue, lips and palate [2]. Clinically;
it’s an aggressive tumor with a poor prognosis. The standard
treatment is based on surgery. Because of scarcity of cases,
there is no consensus regarding management of this tumor.
By presenting this case, we propose a review of the literature
concerning incidence, diagnosis and treatment options in this

rare malignancy.

Patient and observation

In July 2015, a 33-year-old woman without clinical antecedents
presented with an 8 months history of a swelling in the left
mandible. Clinical examination showed a diffuse left facial
swelling and asymmetry without cervical lymphadenopathy
(Figure 1). Computed tomography (CT) scans with contrast
revealed an extensive lesion in the left mandibular angle
responsible of bone lysis. It measuring about 64x58mm and
extending to the height of 69mm (Figure 2).There was no
regional lymphadenopathy and CT scan of chest, abdomen
and pelvic were normal. A biopsy was performed. Histology
showed intersecting fascicles of spindle cells (Figure 3 A,B).The
cells have a high mitotic activity (13 per 10 high-power fields)
with necrosis. No vascular emboli's was observed.
Immunohistochemical showed a positivity of vimentin,
smooth-muscle-actin and H-caldesmone (Figure 4, Figure 5).
EMA, cytokeratins, PS100 and CD 10 were all negative (Figure
6). And diagnosis of leiomyosarcoma of the mandible grade |l
FNCLCC was made. After a multidisciplinary medical opinions

coordinaton, chemotherapy based on dacarbazine and

doxorubicine was indicated. Assessment after three courses of
chemotherapy, has demonstrated a stability of the disease.

Surgery was excluded and radiotherapy was indicated.

Discussion

Leiomyosarcoma is extremely rare in oral cavity and represents
0.06% of all neoplasms in this region [2]. This scarcity is due to
paucity of smooth cell in this location. First case of mandibular
leiomyosarcoma was described by Carmody in 1944 [3]. To our
Knowledge, about 36 cases of primary leiomyosarcoma of the
mandible have been published in English literature and we
report an additional case of this rare malignancy. The median
age is 34 years old with high incidence occurred in third and
fourth decades. In the total of 36 cases reported, 14 were male
and 22 were female [4-8]. Clinically there are no specific
presentations. These tumors can manifest as a painless or
slowly enlarged mass. Using CT and MRI are the way best to
identify tumor extension [4]. Definitive diagnosis of
leiomyosarcoma is based on histopathologic confirmation.
Histologically, these tumors are characterized by spindle-
shaped cells and presence of myofilaments, pinocytic vesicles,
dense bodies and basal lamina. Malignant criterias to
differentiate from leiomyoma are cellular atypia, necrosis and
number of mitosis. In immunohistochemical analysis, positive
desmin, vimentin, smooth-muscle-specific actin and H-
caldesmon are the best indicator for leiomyosarcoma [9,10].
Due to rarity of cases, treatment recommendations are derived
from clinical trials conducted in extremity sarcomas. The main
therapeutic approach of leiomyosarcoma is based on surgery.
Hemimandibulectomy with a safety margins is the most
important prognosis factor. Neck dissection is indicated if
there is clinical evidence of metastasis lymph node [1].
However, the anatomical characteristic in head and neck make
such radical surgery very difficult, allowing rarely free margins
of resection. Moreover, such surgical approach should be

exclusively dedicated to highly specialized ENT surgery team
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with  high clinical expertise. Post-operative external
radiotherapy is often indicated to improve local control [1].
Chemotherapy is indicated for unresectable or metastatic
tumors [5]. The prognosis of leiomyosarcoma in the head and
neck depends of the site, the extent of the primary tumor and

the quality of resection [11].

Conclusion

Leiomyosarcoma of mandible is very rare. The lack of data
from randomized clinical trials explains the complexity of the
management of these tumors. Early diagnosis and aggressive
surgery with safe margins is the only guaranty for the best

prognosis.
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Figures

Figure 1: photograph shows massive swelling in the left side
of mandible

Figure 2: axial cut of computed tomography showing
heterogeneous mass in the left mandibular angle

Figure 3: (A) photomicrocraph shows fascicles of spindle cells
with high mitotic activity and necrosis (magnification x10); (B)
photomicrocraph shows fascicles of spindle cells with high
mitotic activity and necrosis (magnification x20)

Figure 4

photomicrograph showing positive

immunoreactions for smooth muscle actin in the tumor cell

Figure 5: photomicrograph showing positive
immunoreactions for H.caldesmone in the tumor cell
Figure 6: photomicrograph showing negative

immunoreactions for CD 10 in the tumor cell
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Figure 1: photograph shows massive swelling in the left side of mandible
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Figure 2: axial cut of computed tomography showing
heterogeneous mass in the left mandibular angle
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Figure 3: (A) photomicrocraph shows fascicles of spindle cells with high mitotic activity and necrosis

(magnification x10); (B) photomicrocraph shows fascicles of spindle cells with high mitotic activity and

necrosis (magnification x20)
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Figure 4: photomicrograph showing positive immunoreactions for smooth muscle

actin in the tumor cell

Figure 5: photomicrograph showing positive immunoreactions for

H.caldesmone in the tumor cell
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Figure 6: photomicrograph showing negative immunoreactions for CD 10 in

the tumor cell
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