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Leiomyosarcoma is a malignant smooth-muscle tumor that has a predilection for the gastrointestinal and
female genital tract and is a rare entity in the paranasal sinuses. It is locally fast-spreading and highly aggressive,
and the prognosis is poor. We report a rare case of leiomyosarcoma of the maxilla in a patient who sought
treatment for maxillary swelling, nasal obstruction with no epistaxis, orbital involvement or cervical lymph node
metastasis. The patient underwent total maxillectomy followed by radiotherapy. At present after 5 years of
follow up, he is symptom free with no recurrence.

Background

Leiomyosarcoma accounts for 6.5 % of all soft-tissue sarcomas, and only 3% of them
arise in the head and neck [1]. Leiomyosarcoma of the head and neck are believed to be
originated in the tunica media of the blood vessels or pluripotent mesenchymal cells.
Leiomyosarcoma with regional lymph node involvement are also rare and cervical
metastasis has been reported in 15% of leiomyosarcomas arising in the oral cavity [2].
Clinically, leiomyosarcoma is very aggressive and carries a poor prognosis. The 5-year
survival rate with disease-free status is 23 % [3].

Leiomyosarcoma of nose and paranasal sinuses is very rare. When they occur in
the sinonasal tract, the most common sites are the nasal cavity, the maxillary sinus,
and the ethmoid sinus, in decreasing order. We report a rare case of leiomyosarcoma
of the maxillary sinus.

Case Report

We report a 56-year male, farmer by occupation with a painless swelling on the
left cheek region for 6 months. Since last 1 month he developed pain over the swelling
associated with nasal obstruction. There was no epistaxis, proptosis and loose teeth.
Clinical examination revealed a single globular swelling of 5 x 4 sq. cm present on the
left side of face 4 cm lateral to midline, 2cm below the infraorbital rim and extending
laterally to zygomatic process. Margins were well defined, firm to hard in consistency,
non-tender, immobile, not adherent to skin but adherent to underlying structure, no
impulse on cough and transillumination test was negative. There was adequate mouth
opening with multiple nicotine staining of teeth. In the neck, bilaterally no palpable
lymph nodes palpable (Figures 1,2).

On Anterior Rhinoscopy, a fibrous band connecting the left inferior turbinate with
the septum was present. No any bleeding sign, no any obvious nasal mass or bulging.
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Figure 1: Preoperative photograph of the patient with zygomatic swelling.

Figure 2: Preoperative photograph of the patient with zygomatic swelling.

All the cranial nerves were intact. A clinical diagnosis of the malignancy of left maxilla
was made. Computed Tomography of Nose and Paranasal Sinuses revealed a soft
tissue mass of 5 x 4 cm in the region of left zygomatic bone and left cheek. Laterally,
it was causing destruction of part of zygomatic bone with focal bulge in the left cheek,
maintaining the intervening fat plane with skin and subcutanous tissue. Medially, there
was destruction of part of posterolateral and anterior wall of left maxillary sinus with
extension into maxillary sinus and thinning of medial wall of left maxillary sinus with
blockage of left ostemeatal complex and bulge into the left nasal cavity. Inferomedially,
there was thinning and erosion of hard palate,alveolar process of maxilla on left side,
left pterygoid plate, left medial and lateral pterygoid process. Superiorly, there was
thinning and erosion of floor of left orbit with mass minimally bulging into left orbit.
Inferiorly,there was extension to left infratemporal fossa with loss of intervening fat
plane with temporalis and masseter muscle on the left side. The lesion was mildly
heterogenously enhancing with few nonenchancing hypodense areas within. Soft tissue
opacifications were seen in left maxillary sinus suggestive of retained secreations. The
neck showed submental, bilateral submandibular and upper jugular lymph nodes,
largest measuring 15mm (Figures 3,4).

On Fine Needle Aspiration Cytology from the left maxillary region yielded blood
mixed aspirate and the cells were arranged in large tissue fragments, sheets, cluster
and singly.The individual spindle cells showed moderate pleomorphism with dense
bipolar to fibrillary cytoplasam,bizare looking cells with irregular nuclear membrane
and prominent nucleoli. The overall cytomorphological features were those of
Malignant Mesenchymal Tumor (Figure 5). The patient underwent total maxillectomy
by lateral rhinotomy approach. The surgical wound was closed primarily without any
flap. An obturator plate was placed at the defect of the hard palate (Figure 6).

Analysis of the biopsy specimen revealed that the tumor tissue comprised of
fascicles of spindle-shaped cells with eosinophilic cytoplasm and oval to elongated
and blunt ended vesicular nuclei. Mitosis was conspicuous. Areas of necrosis, fibrosis,
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Figure 3: CT-Scan of the paranasal sinuses (coronal & axial) showing the left maxillary sinus mass.

Figure 4: CT-Scan of the paranasal sinuses (coronal & axial) showing the left maxillary sinus mass.

Figure 5: FNAC showing features of malignant mesenchymal tumor.

Figure 6: Left Total maxillectomy specimen.

hyalinization, and inflammatory infiltrates were seen. The reticulin stain showed
abundant reticulin fibers around individual tumor cells. The van Gieson’s and Masson’s
trichrome stains showed smooth-muscle differentiation in the spindle cells. The
tumour cells showed strong vimentin and smooth muscle actin (SMA) stains. These
features were suggestive of leilomyosarcoma.
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The patient received 33#/ 66Gy of radiotherapy. The patient is currently well and
under regular follow up for the past 5 years. Clinical evaluation and nasal endoscopy
on follow up revealed normal mucosa with no sign of locoregional recurrence as well
as distant metastasis (Figures 7-10).

Discussion

Leiomyosarcoma are uncommon malignant neoplasams of smooth muscle
origin that tend to occur in the alimentary tract, uterus and retroperitonuem.
Leiomyosarcomas are very unusual soft tissue sarcomas of the head and neck region.

Figure 7: Patient on 7th post-operative day and 5 years of follow up.

Figure 8: Patient on 7th post-operative day and 5 years of follow up.

Figure 9: At 5 years of follow up. Palatal defect and defect covered with prosthesis.

Figure 10: At 5 years of follow up. Palatal defect and defect covered with prosthesis.
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The first case of leiomyosarcoma of nasal cavity and paranasal sinuses was reported in
1958 [4]. Since 1950, only 38 cases of leiomyosarcoma of the head and neck structures
have been reported [5].

Leiomyosarcomas of the sinonasal tract are more common in men than in women.
The average age of diagnosis is 50 years. Initial symptoms in order of decreasing
frequency include nasal obstruction, epistaxis, facial pain, and facial swelling.
Sinonasal tract leiomyosarcoma is characterized as locally aggressive with a low
metastatic potential [1]. Our patient presented with painless facial swelling with nasal
obstruction in the absence of epistaxis and locally invasive features. Sinonasal tract
leiomyosarcoma is characterised as a locally aggressive lesion rather than having
high metastatic potential [6]. The standard treatment is complete resection of the
tumour with at least one cm margin. Radical resection alone having a high rate of local
control but achieving a complete resection is usually not feasible due to anatomical
constraints. Local recurrences are therefore common and a recurrence rate of 35-50%
has been reported [7]. Metastasis occurs via hematogenous route most commonly to
the lungs. Cervical metastasis, mostly due to contiguous spread has been reported in
15% cases [8].

In our case experience, the total maxillextomy with post operative radiotherapy is
adequate and patient doing well without any local recurrences or distant metastatis in
a follow up period of 5 years.

Conclusion

Leomyosarcoma of maxillary sinus is extremely rare. Accurate diagnosis, adequate
surgical resection with adjuvent radiotherapy is the standard of care for such patient.
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