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Introduction

Desmoid tumors are tumors of the fibrous tissue that are
benign. These tumors most commonly occur in the abdom-
inal walls of females who are of childbearing age. The most
common location for extra-abdominal desmoid tumors is the
shoulder and the upper limb. These are benign tumors show-
ing no tendency for metastasis but are locally very aggres-
sive.! Here we report a rare case of extra-abdominal desmoid
fibromatosis in the mandible of a child.

Case Report

A 9-year-old boy reported to the department of oral medi-
cine and radiology with a complaint of inability to open his
mouth since 3 months. Information regarding the complaint
and history was given by the parent. History revealed that the
patient had a fall from a water tank 3 months ago. Around
4 days after the fall the patient had reduced mouth opening.
Approximately 8 days after the fall the patient could open his
mouth very little due to which he could not consume solid
food. The patient had no associated pain. The patient visited the
local hospital wherein FNAC (fine needle aspiration cytology)
was done which suggested spindle cell carcinoma. The
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Desmoid tumors are tumors of the fibrous tissue that are benign, which most com-
monly occur in the abdominal walls of females who are of childbearing age. The most
common location for extra-abdominal desmoid tumors is the shoulder and the upper
limb. They show no tendency for metastasis but are locally very aggressive. Here we
report a rare case of extra-abdominal desmoid fibromatosis in the mandible of a child.

patient then visited another hospital where he was taken up
for biopsy under general anesthesia, but due to the nonavail-
ability of pediatric fiber-optic endoscopy, intubation was not
possible. The patient was then referred to our hospital for fur-
ther management.

On extraoral examination facial asymmetry was detected
in the left angle of the mandible. A diffuse, solitary swelling
was seen on the left side of the face at the region of the left
angle of the mandible, measuring approximately 3 cm x 3 cm
in dimension, extending superiorly 1 cm above the angle of the
mandible, inferiorly 3 cm below the lower border of the mandi-
ble, medially 5 cm away and below the midline below the chin,
and laterally up to the angle of the mandible. On palpation, the
swelling was bony hard in consistency with regular borders.
There was no evidence of surface ulceration or discharge. The
lesion was nontender. There was no evidence of any change in
overlying skin color. Trismus was present. The mouth opening
was found to be 3 to 4 mm. The left submandibular lymph node
was palpable. It was solitary, nontender, mobile, oval in shape,
firm in consistency, and roughly measuring around 0.5 cm x 0.5
cm with well-defined margins. A panoramic image revealed the
presence of a multilocular radiolucency in the angle of the man-
dible on the left side with evidence of destruction of the lower
border of the mandible and the ascending ramus (~Fig. 1).
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Fig. 1 Panoramic image showing multilocular radiolucency, with evi-
dence of destruction of lower border, angle, and ascending ramus of
the mandible.

Fig. 2 (A) Axial section of the computed tomographic image show-
ing an osteolytic hypodense lesion in the left angle of the mandible,
with evidence of perforation and destruction of the cortical plates.
(B) Coronal section of the computed tomographic image showing
destruction of the cortical plates and the angle of the mandible.

Computed tomographic images showed an osteolytic
hypodense lesion in the left angle of the mandible with evi-
dence of perforation and destruction of the buccal and lin-
gual cortical plate. The lesion has caused the destruction of
the lower border of the mandible, the angle, and the ascend-
ing ramus of the mandible, with the advancing side the lesion
positioned beyond the mandible causing pressure effect on
the surrounding structures (=Fig. 2).

An incisional biopsy was performed. The hematoxylin and
eosin-stained sections showed the proliferation of uniform
fibroblasts in a collagenous stroma. The sections showed the
presence of highly cellular condensed fibrous tissue along
with elongated slender spindle cells with wavy and oval-
shaped nuclei. There were occasional mitotic figures. Some
areas were collagenous and some areas were myxoid. Slit-
like vascular spaces were seen scattered throughout the con-
nective tissue. The histopathologic features were suggestive
of extra-abdominal desmoid fibromatosis (=Fig. 3).
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Fig. 3 (A) Photomicrograph showing proliferation of uniform fibro-
blasts in a collagenous stroma (H&E stain; x4 magnification). (B-D)
Photomicropgraph showing interlacing bundles of elongated spin-
dle-shaped cells (H&E stain; x10 magnification). H&E, hematoxylin
and eosin.

Discussion

Desmoid tumors are tumors of the fibrous tissue that are
benign. These tumors most commonly occur in the abdom-
inal walls of females who are of childbearing age. The most
common location for extra-abdominal desmoid tumors is
the shoulder and the upper limb. These are benign tumors
showing no tendency for metastasis but are locally very
aggressive.! The desmoid tumor of the bone constitutes
less than 1% of all bone tumors and approximately 0.3%
of all benign osseous tumors. The mandible is the fourth
most commonly affected site. In the mandible, the poste-
rior part of the mandible, most often in the ramus-angle
region, is the most affected. It is usually seen in the sec-
ond and third decades of life with a slight female predi-
lection. Treatment of choice for desmoplastic fibroma of
bone is segmental resection. Segmental resection and a
thorough curettage must be performed when the lesion
recurs. Wide resection and a thorough “marginal” curet-
tage is the favored method of treatment. Limited curettage
usually leads to the continued growth of the tumor.? Here
we report a rare case of extra-abdominal desmoid fibro-
matosis in the mandible of a child.
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