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ABSTRACT

Aggressive fibromatosis or desmoid tumor is a benign but locally-aggressive tumor, which most
often affects the muscles of the shoulder, the pelvic girdle, and the thigh. This tumor has high
potential for loco regional extension. It is very rarely located in the mandible. The differential
diagnosis with malignant tumors is difficult. Surgery is the first-line treatment. However, alternative
therapies should be considered, especially in children, to avoid mutilating operations. This article
reports a case of aggressive fibromatosis involving mandible in a 13 year old female and literature
review.
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INTRODUCTION

Desmoid tumors (DT), also called
aggressive fibromatosis (AF), are rare
neoplasms, occurring both sporadically and in
the context of familial adenomatous polyposis,
also recognized as Gardner ’s syndrome.
Fibromatoses are a group of fibrous connective
tissue lesions that are morphologically classified
as benign neoplasms. They do not usually
develop distant metastasis, however, locally they
show an aggressive and infiltrative behavior. The
low incidence of this rare tumor presents
problems in both diagnosis and management.
Juvenile aggressive fibromatosis affects infants
and children and requires radical surgery.

Stout[1] first described ‘juvenile fibromatosis’
as a non-congenital disease affecting children
younger than 16 years. There are two types of
juvenile aggressive fibromatosis, superficial and
deep. The superficial variant is not aggressive,
does not grow faster, and does not invade deep
tissues. By contrast, deep fibromatosis is more
aggressive and invades other tissues. Some
authors tend to classify it as a fibroblastic
proliferative disorder different from neoplasia [2].

This variant affects young children, especially
those from 18 months to 3 years old, and females
in a 3:1 ratio over males[3]. It affects different
regions of the body but especially the neck and
face, specifically the tongue and lower jaw [2,3,4,5].
This disease is characterized by a massive
infiltration of muscle, fat tissue, and bone.

The etiology is unknown. Multiple factors are
thought to influence pathogenesis including
genetic, trauma and endocrine factors.
Membrane-specific estrogen and progesterone
receptors have been implicated in desmoids in
pregnancy and steroid hormones play a vital role
in the dysregulation of fibroblast activity. Loss of
the Y chromosome and deletion of 5q
chromosome may occur [6].

Fibromatosis occurs mostly in the lower
abdominal wall of females during or after
pregnancy [7]. Extra abdominal fibromatosis often
affects the muscles of the shoulder and pelvic
girdles. Between 7% and 15% of AFs occur in
the head and neck region, 26% of which arise
from the soft tissues (including the periosteum)
around the mandible [8,9]. Fibromatoses are more
common in females than males at a ratio of 3:2
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or even higher for the abdominal desmoids [9].

Although fibromatosis can affect any age
group from neonatal to elderly, it is predominantly
a disease of children and young adults. Twenty
five percent of all AFs occur in children under 15
years of age[1]. Surgical ablation in this kind of
tumor should be radical, as there is a high rate
of recurrences after more conservative treatment
[5,10,11].

CASE REPORT

A 13 year old female
presented to Outpatient
Department of Oral &
Maxillofacial Surgery,
K.G.Medical University,
Lucknow with a firm swelling

Fig 1: Frontal view showing
large swelling of right lateral
mandible.

in the right lateral mandible measuring 11x6 cm,
without involvement of skin or gingiva. (Fig. 1)

There was no history of trauma to the face
or neck and no complaints of pain, voice change,
or dysphagia. No relevant diseases were
reported in the family. A general physical
examination was normal. Oral and maxillofacial
examination revealed a large swelling of the right
lateral mandible. It extended from the right ramus
of the mandible to the left parasymphyseal
region, crossing the mid line. The mass was firm,
hard, non-pulsating, and measured 11x6 cm. The
swelling obliterated the right buccal sulcus and
was palpable in the floor of the mouth. The
overlying skin and mucosa were normal. No
cervical lymphadenopathy was present.

The orthopantomograph revealed a radio-
lucent lesion with ill-defined borders extending
from the right mandibular ramus to the left
parasymphysis (Fig. 2). A CT scan showed a
tumour arising from the right mandibular ramus,
extending to the anterior mandibular body,
crossing midline with erosion of the lingual and
buccal cortical plates at some places, and
extending towards the floor of the mouth and
submandibular area (Fig. 3).

Fig 2: OPG showing radio-lucent lesion from the right
mandibular ramus to left parasymphysis.

Fig 3: CT scan showing radiolucent tumor.

The patient underwent an intraoral incisional
biopsy. Sections show a benign mesenchymal
tumor disposed in bundles or fascicles or an
interlacing pattern. The fascicles comprise of oval
to elongated cells having uniform spindle nuclei
(Fig. 4a). Collagen formation is seen. At the
periphery several bone trabeculae rimmed by
osteoblasts and covered by squamous
epithelium are seen (Fig. 4b). The histological
examination revealed aggressive fibromatosis.

Fig 4a: Microscopic picture showing mesenchymal tumor
disposed in intersecting fascicles.
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Fig 4b: Microscopic picture showing osteoid rimming the
tumor tissue.

The patient was planned for surgery under
general anaesthesia for radical excision. A right
mandibulectomy was performed via a
submandibular incision (Fig 5, 6). Immediate
reconstruction was performed by using
reconstruction plate (Fig. 7).

Fig 5: Exposure of tumor via submandibular approach

Fig 6: Resected tumor mass

Fig 7: Immediate reconstruction of mandible with
reconstruction plate

Postoperative healing was uneventful (Fig.
8). Naso-enteral feeding was continued for 6
days, after which the patient was kept on a liquid
oral diet.

Fig 8: Post-operative view
of patient

DISCUSSION

Fibromatosis encompasses a group of soft
tissue lesions which are characterized
histologically by fibroblastic proliferation and
clinically by the potential to infiltrate locally and
to recur after surgical excision, but not
metastasize.

Seper et al. [11] presented a complete
literature of aggressive fibromatosis of the
mandible reported between 1960 and 2003. Out
of 37 published cases, most (89%) underwent
surgical resection with 22% of recurrences
reported after an average follow up of 3.8 years.
The tumor is very rare in the maxilla. We know
only 15 cases that have been reported from1980
to now12, 13.

The incidence of these lesions in the head
and neck is mentioned as from 9.5% to 50% of
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all desmoids tumors.[14] Within this area, 40%
to 80% of the tumors are located in the neck[15].
The face is mentioned as the second most
frequent site for desmoids lesions, with
preponderance in the region of the cheek [15].

Clinically, AF manifests as a painless, firm,
rapidly enlarging mass, fixed to underlying bone
or soft tissue. Histologically, AFs are tumors with
proliferation of mature fibroblasts with long ovoid
nuclei without polymorphism. Abundant collagen
is present with the neoplastic cells.

Radiographic findings are variable ranging
from periosteal thickening with ill-defined
radiolucency to frank bony destruction. CT and
MRI show infiltration of soft and hard tissue
boundaries [4].

The osteolysis of the mandible with a large
extra oral swelling but without involvement of the
mucosal or skin surface could indicate the
presence of a primary osseous lesion. Therefore,
AF could be misdiagnosed as desmoplastic
fibroma, in particular because it has a similar
histopathol[ogical appearance [16].

Estrogen, progesterone receptors and anti-
estrogen binding site studies may be of clinical
importance, as a therapy with hormonal agents
might be effective in AF [17].

According to the literature, surgery is the
most common treatment of AF in head and neck
with local invasion into the mandible [18,19].
Extensive and mutilating resection of a benign
neoplasm is a difficult decision. However, the
disease can result in a lethal outcome. Therefore,
complete excision of AF with a generous border
of histologically tumor-free tissue is generally
recommended [3 ,5 ,20]. When bone is involved, the
treatment has to include the affected part of the
mandible.

Owing to the locally aggressive progression
of AF and patient’s uncompleted growth, the
treatment of head and neck lesions in young
children needs multidisciplinary approach. The
therapy alternatives in AF include Chemotherapy
[21] hormonal therapy (antiestrogen), NSAID
therapy [22]. Radiotherapy is reserved for
inoperable disease and chemotherapy may be
useful as an adjunct.

CONCLUSION

Aggressive fibromatosis presents a
diagnostic dilemma and may mimic malignancy.
The differential diagnosis with malignant tumors
is difficult. Fibromatosis in the maxillofacial
region is a very rare among diverse pathologic
conditions, and because of the rarity of this tumor,
definite treatment regimen is not established,
which may be responsible for a high recurrence
rate of these tumors. Surgery is the first-line of
treatment, however, alternative therapies should
be considered, especially in children, to avoid
mutilating operations.
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