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Abstract: Cicatricial fibromatosis, a form of desmoid tumor, is benign in nature. The incidence of desmoid
tumor is about 0.03% of all cancers. Cicatricial fibromatosis is more commonly associated with abdominal
fibromatosis. Though benign, these tumors are locally invasive and known for recurrence to the tune of 20-30%.
It is usually seen in adults and is rare in children. In this article we present a case of desmoid tumor (cicatricial
fibromatosis) in a post surgical scar from inguinal hernia repair at the inguinal region on the right side of a
young boy.
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I.  Introduction
Desmoid tumors, also known as aggressive fibromatosis are benign clonal fibroblastic proliferations
that arise as firm, non-tender masses from muscular aponeuroses and tend to invade the muscle, corresponds to
0.03% of all cancers and less than 3% of all soft tissue tumors [1]. The term ‘desmoid’ originates from the
Greek word ‘desmos’, meaning band or tendon like, and was first applied in 1838[2]. Despite the benign
histology, desmoid tumors are locally invasive, with high recurrence rate even after surgical resection, but are
unable to generate metastases [3]. Approximately half of these tumors arise in the extremities; the remaining
lesions are located on the trunk or in the retroperitoneum. Abdominal wall desmoids are associated with
pregnancy and are thought to be the result of hormonal influence.

Il.  Case Report
A 14 year old boy presented to the outdoor with a growth over the inguinal region on the right side
since last one and half year, gradually increasing in size and not associated with pain. There was no associated
inguinal lymphadenopathy. There was no family history of any hereditary cancer syndromes. There was history
of prior surgery for inguinal hernia at the same site two years back. On physical Examination, two non-tender,
nodular masses of size 5cmx2cm and 2cmx2cm, firm in consistency, striated surface are found in the inguinal
region on the right side (figure-1, 2).

|
|

Fig. 1 ' Fig. 2

I1l.  Discussion
Desmoid tumors (DT) are, a group of deep fibromatoses, of mesenchymal origin, forming a
heterogeneous group of pathologic entities resulting from the proliferation of well-differentiated fibroblasts [4,
5]. Desmoid tumors usually arise sporadically but may be associated with Familial adenomatous polyposis
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(FAP), with female predominance and incidence is more between 10 to 40 years of age. DTs can arise at any
site of the body but abdominal wall and soft tissues of the extremities, shoulder, neck and chest wall are the
common sites. DTs are multifactorial in origin. Genetic, endocrine, and physical factors play a role in its
etiogenesis. DTs can develop in 10%-15% of patients of FAP and associated with mutation in APC gene.
Sporadic DTs are associated with mutation in either APC gene or beta-catenin gene [6, 7]. DTs can be
subdivided into three categories (i) Abdominal type, (ii) Extra-abdominal type, (iii) Intra abdominal type.

Abdominal wall desmoid tumors arise from musculoaponeurotic structures of the abdominal wall,
especially the rectus and internal oblique muscles and their fascial coverings. Less commonly, they originate
from the external oblique muscle and the fascia transversalis [8]. Abdominal fibromatosis occurs in young,
gravid, or parous women during gestation or, more frequently, during the first year following childbirth. Rare
examples have been reported in children of both genders (especially boys) and adult men [9]. In our case, it
developed from the fascial covering of external oblique muscle of a 14 year old boy.

Desmoid tumor arising in a surgical scar is well known as cicatricial fibromatosis [10]. Cicatricial
fibromatosis usually occur in the anterior abdominal wall or the extremities [11]. They are extremely rare in the
scalp and soft tissue of the neck after surgery. Extra abdominal fibromatosis most frequently occurs in the limbs,
followed by the head and neck region [8].Intra abdominal fibromatoses constitute a group having similar
histologic pictures but can be differentiated from one another by clinical settings and location. According to a
study by Reitamo et al. [12] abdominal fibromatoses (49%) exceeded the extra-abdominal (43%) and mesenteric
(8%) fibromatoses.

Most tumors measure 3 to 10 cm in greatest dimension [9], our excised specimen constitutes two gray
colored masses, and one measuring 5cmx2cm x 2 cm and another mass measuring 2cmx1cm x 2 cm. Those are
composed of poorly circumscribed bundles of uniform spindle cells which resemble fibroblasts or
myofibroblasts surrounded by abundant collagen with extensive hyalinization. The nuclei are small, regular, and
pale staining, with a variable mitotic rate and some of the cells having minute nucleoli. The lesions frequently
infiltrate adjacent striated muscle, entrapping atrophic muscle fibers (figure-3).

Treatment is indicated in patients, when the tumor poses any complication to surrounding structure or
cosmetic concern, with the aim of achieving local control while preserving proper function and providing with
an adequate cosmetic result [13]. Wide Surgical excision with negative microscopic margins is one of the
mainstays of therapy. Local recurrences do occur even after complete surgical excision. Recurrence is 20% to
30% and usually becomes evident within six months after excision or in connection with subsequent gestations
or deliveries in case of abdominal desmoid tumors [9]. As some of the DTs regresses after menopause, they may
be kept under observation. Radiation therapy, chemotherapy (i.e. imatinib mesylate, sorafenib) and hormonal
therapy like anti-estrogens are indicated if surgery fails or the tumor is inoperable. In our case wide local
excision is done and no sign of recurrence is evident till four and half months of postoperative period.

IV.  Conclusion
Cicatricial fibromatosis a rare clinical entity with a distinctive behavior of developing from the surgical
scars. Based on the size and location of the tumor, post operative morbidity and high rates of local recurrence
the DTs can be treated in a multifaceted way. Though, different modalities of treatment like radiation therapy,
chemotherapy, hormonal therapy and observation are available, surgical excision remained the mainstay of
treatment.
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