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Abstract

The fibromatosis are a rare group of lesions that can infiltrate widely, replacing muscle, fat and bone with fibrous tissue of varying
cellularity. They do not develop distant metastases, however, locally they show an aggressive and infiltrative behaviour. Clinically,
aggressive fibromatosis manifests as a painless, firm, often rapidly enlarging mass, fixed to underlying bone or soft tissue. It is never
encapsulated. Histologically, it is rich in collagen and fibroblastic cells that are devoid of hyperchromatic or atypical nuclei. Treatment
is based on either excision of the mass, or radiotherapy and chemotherapy if the condition is inoperable. We describe a case of

aggressive fibromatosis of the mandible in a young adult initially misdiagnosed as a case of some centrally originated pathology.
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Introduction

Aggressive fibromatosis (AF or desmoid tumour) is characterised by infiltrating growth of well-differentiated fibroblasts or

myofibroblasts, and often recurs, in particular if the resection was incomplete, but it has no metastatic potential [1].

The most common sites of these lesions are the mesentery, the retroperitoneal space, and the abdominal wall, or in extraabdominal
sites such as the trunk and the extremities [2]. Its frequency is reported to be between two and four cases per million per year, representing
0.003 - 0.1% of all tumours. AF occurs more often in women, especially between 25 and 35 years [3]. These neoplasms have been described
for almost every part of the body, the most common sites being the shoulder, chest wall, back and thigh. AF is a rare neoplasm in the
head and neck, constituting approximately 2% of all cases [4,5]. It believe trauma and hormonal changes have been reported to occur in
conjunction with the tumour [6]. Genetic disorders such as the Gardner syndrome may also lead to desmoids [7]. Clinical differentiation
of desmoids from malignant tumours may be difficult in view of the local invasive growth of the former. The treatment of desmoids is
controversially discussed. Most authors suggest surgical radical resection [8-10], while others recommend radiotherapy. In case of unclear
tumour margins or incomplete resection, radiotherapy after surgery is advocated [11,12]. Hence, surgical treatment was planned in the

present.
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Case Report

A 21-year-old adult was referred with a painless hard mild swelling over left body of the mandible. The patient was asymptomatic
and his medical history was without any findings. Physical examination showed a firm mass around the left mandible involving the entire
body. No mucosal surface ulceration was present, but corresponding extraoral swelling was evident (Figure 1). Radiographically, ill-
defined radiolucency was visible over mandibular body with respect to molars, and bone loss in relation to alveolar crest associated with
premolars (Figure 2), these findings were not substantial to ascertain any provisional diagnosis. Subsequently, patient underwent cone
beam computed tomography scan (CBCT) for the respective area, which revealed a large portion of eroded buccal cortical plate region
(Figure 3 and 4). Still in account of the uncertain diagnostic dilemma, an incisional biopsy was planned. On approaching the pathology
through standard envelop incision, the abnormally high fibrotic nature of the overlying soft tissue alerted the surgeon of some rare
pathological presence. Thereby, the biopsy sample was obtained from the over lying fibrotic soft tissue and also from the eroded bone
region, which was sent for further histopathological examination. The histopathological examination revealed a mesenchymal tumor
with spindle-shaped tumor cells growing in fascicles. The tumor showed areas of high cellularity, changing with less cellular areas with a
myxoid background. Especially in the less cellular areas, a network of collagen fibers was obvious (Figure 5 and 6). Thus, the final diagnosis
was aggressive fibromatosis as confirmed by the histopathological examination, was made. distinguished the lesion from fibrosarcoma.

The postoperative course was uneventful. Eighteen months postoperatively there has been no evidence of recurrent disease.

Figure 1: Extra orally visible mild swelling over left mandible body region.

Figure 2: Panoramic view showing certain inconclusive radiolucent patches.
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Figure 3: Axial view of the mandible showing erosive changes over buccal cortical plate.

Figure 5: Histological examination (haematoxylin and eosin, original magnification 200X) showed proliferation of uniform
spindle cells in densely collagenized stroma. Cells and collagen fibers were arranged in sweeping bundle that intersected at

various angles.
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Figure 6: Histological figure (HE-staining, 50X) showing connective tissue cells infiltrating musculature confirming diagnosis of AF.

Discussion

Aggressive fibromatosis is a soft tissue neoplasm that presents as a mass within skeletal muscles or in the adjacent fascia or periosteum.
Usually, the tumor is oriented with its long axis parallel to the muscle bundles in which it is found. Secondary bony involvement, presumably
because of mass effect, can range from cortical remodeling to destructive lesions [14,15]. In present case there were Involvement over left

body of the mandible, and there are case reports of infantile fibromatosis involving the submandibular space.

Clinical presentation of the lesion as a rapidly growing swelling was consistent with the reported cases of aggressive fibromatosis. No
sexual predilection, most of the reported cases of aggressive fibromatosis of the mandible were young females [9,16]. In the present case,

lesion was mainly located in buccal and body of mandible.

Radiologically bony eroded buccal cortical plate was observed in buccal aspect of the alveolar process away from the main tumor mass.
Bony destruction could be explained by periosteal extension of the lesion. In study of Roychoudhury, et al. [16] and Shuker, et al. [17]
bone erosion and periosteal bone deposition are reported in only one study, in which there was erosion of the mandibular angle and body

of mandible with Destruction of cortical bone with adjacent soft tissue mass were evident.

Histologically they consist of well-differentiated fibroblast, fibrocytes and myofibroblasts with a collagenous to myxoid cells. Atypical
mitotic figures or anaplastic cells are most commonly seen [13]. In present case there were mesenchymal tumor with spindle-shaped cells

and areas of high cellularity, changing with less cellular areas with a myxoid background were seen.

Surgical excision and radiotherapy are the two principal modalities of treatment [6]. A complete en-bloc resection is the treatment
of choice if possible. In head and neck, unless the lesion is small, complete resection with wide margins is technically difficult due to the
complex anatomy, presence of important structures and the chances of increased morbidity after excision. In present case the lesion
were small and not extensive surgical excision was done with one year of follow-up. Other treatment modalities described are of use of

hormonal therapy and chemotherapy [13,18]. There are limited studies on the effectiveness of these modalities [13].

Fibromatosis is benign histologically, but local aggressiveness and high recurrence rate (20% - 70%) may result in associated morbidity
and mortality. Recurrence is more commonly reported in the first year, but there are reports of lesion recurrence even 5 years after

treatment. A duration of at least 3 years is recommended for follow-up in the literature [13].
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Conclusion

Aggressive fibromatosis is a histologically benign soft tissue tumor with nonspecific clinical features, Radiographic appearance of
bony involvement, secondary to mass effect, ranges from cortical bone erosion. Histopathological examination plays an important role
for definitive diagnosis. Surgical removal with large rim of normal-appearing tissue is advised. Because of local aggressiveness and high

recurrence rate, long-term follow-up is necessary.
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