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Case Report

Extra-abdominal fibromatosis, also known as a desmoid tumor, is a rarely observed benign lesion, characterized as a
non-metastatic lesion with local invasiveness. These tumors are due to proliferation of the fibroblast and common in
females. A 40 year old male developed a swelling in the right thigh post traumatic and it progressively increased to
attain present size. On examination, a single, solid, oval, firm, smooth surfaced, ill-defined swelling of size 10 x 8 cm
is noted in the proximal thigh. MRI showed a space occupying lesion in the intramuscular region between rectus
femoris and tensor fascia lata. Core needle biopsy came as possibility of spindle cell neoplasm. Radical surgical
excision showed a poorly circumscribed lesion with clear margins, and IHC study showed beta catenin and CD31
positivity. The diagnosis was in favor of fibromatosis. Patient was discharged and there was no recurrence. This
patient received the optimal treatment modality and he is under careful surveillance for recurrence.
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INTRODUCTION

Extra-abdominal fibromatosis, also known as a
desmoid tumor, is a rarely observed lesion of benign
biological  significance, characterized as a
non-metastatic  lesion  with local invasiveness.
Extra-abdominal fibromatosis represents <0.03% of all
neoplasms, with an annual incidence of 2-4
cases/1,000,000 individuals, worldwide.
Extra-abdominal fibromatosis occurs more often in
females and has a higher incidence between puberty and
the fourth decade of life [1].

The most common locations are the shoulder
and upper limb (33%), gluteus and lower extremities
(30%), chest wall and spine (17%), and head and neck
(10%). The desmoid tumor may be primary or
secondary to trauma, including surgery, or hormonal
stimuli. Magnetic resonance imaging (MRI) is the gold
standard technique for diagnosis [2].

The present study reports a case of 40 year
with swelling in the right thigh diagnosed as extra-
abdominal fibromatosis. It is very uncommon in the
thigh and the optimal treatment is not standardized.

CASE REPORT

A 40 year old male who is a laborer by
occupation with no comorbidities presented with
complaints of swelling in the right thigh for one year.

Initially he noticed a swelling which was small in size
and gradually it increased to attain the present size. He
had a history of trauma one year back. No history of
fever, pain, loss of weight and appetite, difficulty in
walking and restriction of movements. No other
swelling elsewhere in the body and no addictive habits.

On admission, vitals were stable. On
examination, a single solid oval swelling of size 10 x 8
cm noted in the upper 1/3™ of the anterior aspect of
right thigh eextending 8 cm below ASIS and 20 cm
above the patella (Figure 1). There was no local warmth
and tenderness. Swelling is smooth surfaced, margins
indistinct, firm in consistency, non-fluctuant and non-
trans illuminant. Skin was pinch able and swelling
reduces on extending the knee. Swelling had a dull note
on percussion.

Routine blood investigations were normal and
viral markers were negative. FNAC came as a
possibility of spindle cell neoplasm. MRI was taken
which showed poorly circumscribed capsulated space
occupying lesion in the proximal thigh in the
intramuscular plane in between rectus femoris and
tensor fascia lata (Figure 2). Mass was free from
neurovascular bundle. Core needle biopsy was done and
it was suggestive of spindle cell neoplasm.
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RESULTS

Wide local excision was planned. Skin incision
was made and wound deepened in layers. Deep fascia
was opened (Figure 3) and sartorius muscle was
retracted. Tumor was found to be in rectus femoris and
preceded with radical excision of the tumor with 2 cm
clearance (Figure 4). Specimen was sent for
histopathological examination (Figure 5). Wound was
closed and DT was placed.

Biopsy came as poorly circumscribed lesion
with clear margins and features were suggestive of
spindle cell neoplasm. Immunohistochemistry showed
beta catenin, vimentin and CD 31 positivity with S100
negativity. It goes in favour of fibromatosis. Patient is
still in follow up and no recurrence was noted.

Fig-2: MRI of right thigh showing a mass in theinamscular
space
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Fig-5: Wide local excision specimen (Tumor was removed with 2
cm clearance)
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DISCUSSION

Fibromatosis are very rare soft tissue tumors
with proliferation of fibroblast and most commonly
involving the abdominal wall occurring in the rectus
and abdominal scar. It has highly infiltrative with
negligible metastatic potential and considered a benign
entity. They can arise from any skeletal muscle without
skin involvement. They have a high chance of local
recurrence.

Possible risk factors for the development of
desmoid tumors include female sex, or a previous
history of surgery, trauma, or pregnancy. Genetic
susceptibility is believed to play a role in the
development of the disease, but genetic risk factors
have not been identified. Kaygin reported a similar case
of swelling in the popliteal fossa which proved to be
fibromatosis rather than a vascular tumor [3].

Paramanandhan et al. reported a case of 30
year old woman who had fibromatosis of foot and
pulmonary metastasis. In view of metastasis, the patient
was managed with palliative chemotherapy. Yet the
patient succumbed to disease. Though fibromatosis is
considered a benign entity, it can metastasis and can
transform to fibrosarcoma [4].

Tiwari et al. reported a similar case of
fibromatosis in thigh and wide local excision was done
for that patient [5]. Bouffier advocated wide excision in
1899, and it has remained the treatment of choice.
Adjunctive chemotherapy and endocrine therapy have
been studied, but the results are unclear. Radiotherapy
in addition to surgical excision has been shown to be
helpful in the management of these tumors [6].

This case is one of rare presentation of
fibromatosis in thigh while the most common
occurrence is in abdomen. Patient is a male and there
was an association with trauma for this patient. Radical
resection with free margins remains the treatment of

choice. As biopsy had negative margins, chemo and
radiotherapy was not given for this patient.

CONCLUSION

This patient had wide local excision with
negative margin for tumor which still remains the
optimal treatment modality for extra-abdominal
fibromatosis. Patient is under careful surveillance as
recurrence is common after excision.
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