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Introduction

Fibromatosis are proliferations of highly differentiated fibrous tissue 
from musculoaponeurotic formations [1]. Varieties of this soft tissue 
tumor is known as desmoid tumors (DF), aggressive fibromatosis, or 
desmoid-type fibrosarcoma. These proliferations are commonly seen in 
abdominal region, and the occurrence of these tumors in maxillofacial 
region is a rare entity [2]. Due to locally infiltrative growth and high 
recurrence rate of DF, it is considered as an aggressive tumor [3]. DF 
occurs 2 to 4 per 1 million with a female/male ratio of 3:1 [4]. While the 
incidence of DF in children peaks at about 8 years of age, in adults, peaks 
in the third and fourth decades [5]. While 25% of all desmoid tumors 
occur in children under 15 years of age, 12% and 15% of all desmoid 
tumors are seen in head and neck region [6]. Head and neck lesions 
are more aggressive than extra-abdominal fibromatosis [7]. Although 
exact etiology of DF is still unknown, trauma, genetic mutations and 
hormonal differences are considered as the predisposing factors of this 
disorder. DF shows low cellularity and contains extracellular matrix [8]. 
Although it can arise to great sizes and have local aggressive character, 
malignant transformation is observed less frequently. In this case report, 
an extraordinary desmoid fibromatosis with different histological 
features was identified.

Case Report

A 27-year-old man was admitted to the clinic for a routine dental 
examination. The patient had no history of systemic disease and no 
similar family findings after genetic examination. On panoramic 
radiograph (Figure 1), a unilocular radiolucency was detected in 
the upper left premolar region and root resorption was noticed in 
these teeth (Figure 2). The patient showed no swelling, discoloration, 
tingling, or other signs of clinical or radiological findings. The extraoral 
examination of the patient did not show any cervical or submandibular 
lymphadenopathy. There was no significant facial or cervical asymmetry. 
The patient was consulted to the oral and maxillofacial surgery 
department after clinical and radiological examination. The surgical 
treatment plan was the enucleation of the lesion. Enucleation limits in 
the operation area. Desmoid fibromatosis findings were detected in the 
histopathologic examination was preferred to create significant (Figure 
3). In pathological records immature odontogenic epithelial remnants 
and myxoid matrix in examined mass were remarkable differences in 
comparison to other known properties of DF.
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Abstract
Fibromatosis is an increase in the amount of connective tissue due to hyperplasia in connective tissue cells. 

Desmoid tumor, also called aggressive fibromatosis, is locally aggressive and does not show metastasis. If this tumor 
is not treated, it continues to grow frequently. Recurrence rate is high after treatment. Due to its aggressive nature, 
wide resection is recommended. In our case, a 27-year-old male patient had a desmoid tumor in the left upper premolar 
region. The patient was referred to the surgical clinic and the tumor was removed by wide excision.
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Figure 1: A unilocular radiolucency in the upper left premolar region.

Figure 2: Root resorption in premolar teeth.
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Discussion
Desmoid tumor was first detected by John Macfarlane in 1832 [9]. 

According to the WHO classification of soft tissue tumors, desmoid 
tumors are called as desmoid-type fibromatosis [10]. Desmoid 
fibromatosis is rare in the maxillofacial area [11]. Although it have a 
non-metastatic character, desmoid tumors have been classified by 
WHO as intermediate grade tumors due to aggressive progression 
and repetitive at very frequent intervals [3]. Only 12% of the extra 
abdominal fibromatosis develop in the head and neck region [12]. 
According to Ruan Min et al.’s research, desmoids-type is an 
extremely high ratio of suspected malignant change, mainly high-
grade fibrosarcoma that was found in postoperative paraffinic tissue, 
including either the first operation or the subsequent operation owing 
to recurrence. It is a general opinion that desmoid-type fibromatosis 
is a rare in the oral and maxillofacial region, non-metastatic neoplasm 
and malignant transformation is very uncommon from the literature 
review [7-13]. DF is a difficult pathology to treat and control. Surgery, 
chemotherapy, radiotherapy and hormone therapy are used in the 
treatment [14,15]. Radiotherapy alone can provide local control up to 
75-80% in the presence of large masses or in cases where the surgical 

margin cannot be maintained microscopically [16]. The primary 
treatment of the lesion is surgical excision, of which margins end in 
healthy tissue [17]. The case underwent a surgical excision as suggested. 
In many cases, it was confirmed as benign desmoid-type fibromatosis 
by histopathological examination with the appearance of a fibroblastic 
spindle-celled tumor producing abundant collagen fibers with the cells 
arranged in interlacing bundles and the tumor tissue was always merged 
with a small amount of muscle, gland, and bone [17]. In mucosal tissue 
sample, which has intact epithelial surface, increased fibrous connective 
tissue was observed in subepithelial area, the histopathological mass 
included different cells such as immature odontogenic epithelium 
and myxoid matrix. This case can’t be seen like a classic gingival 
fibromatosis. It was thought that it was fibromatosis (desmoid fibroma) 
of the bone. The lesion was a progressive lesion under the mucosa. In 
the histological picture, fibromatosis was seen to progress under the 
mucosa epithelium. What is interesting is that, unlike classical gingival 
fibromatosis and desmoid, immature odontogenic epithelial residues 
are abundant and contain plenty of myxoid matrix.

Conclusion
As a result, desmoid tumor is a benign, local aggressive tumor 

and does not show metastasis. The primary treatment is surgery with 
negative margins (Figure 4). Recurrence rate is high after surgical 
treatment. Therefore, physicians should be aware of desmoid tumor 
and follow the patients for a long time after treatment.
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