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Abstract: Abdominal fibromatosis is rare locally aggressive benign soft tissue tumour result of monoclonal fibroblastic proliferation
derived from deep connective tissue characterised by high local recurrence rate and no metastasis. This is a case report of 28 year male
with complaints of abdominal distension with mild dull aching pain since 5 months. CECT suggestive of large mesenteric mass
extending from subdiaphragmatic space up to pelvis. Histopathological studies confirmed it to be a desmoid tumor. The mass was
surgically excised and patient was discharged with stable vitals. On followup 12 months until now there is no recurrence reported.

Keywords: abdominal fibromatosis, benign tumor, desmoid tumor, surgical excision, no recurrence

1. Introduction

Abdominal Fibromatosis (AF) also known as desmoid type
fibromatosis is uncommon locally invasive tumor with
estimated annual incidence of two to four new cases per
million people in general population. Giant mesenteric DTs
are even rare ® AF can affect almost all parts of body, most
commonly affected locations are abdominal wall
neurovascular bundle of extremities, mesenteric root and
head and neck. We report a case of gaint desmoid tumor
arising from root of mesentry which was surgically resected
due to mass effect.

2. Case Presentation

A 28 year man presented with complaints of progressive
abdominal distension associated with dull aching pain for 5
months. On physical examination abdomen was grossly
distended and mass was felt extending from xiphisternum to
pelvis which was firm, non tender, non mobile. Moderate
pitting edema was present on bilateral lower limbs. Bladder
and bowel habits were normal. There was no history of
fever, chills, weight loss. There was no family history of
colon cancer or FAP and no personal history of trauma.
CECT revealed large ill defined heterogeneous density
lesion in left lumbar region extending from periumblical
region to suprapubic region displacing stomach and bowel
loops on right side, abutting tail and body of pancreas,
greater curvature of stomach and spleen. Size of the lesion
31 x 18 x 37 cm.

Figure 1: CT image showing abdominal mass extending
from left hypochondrium to pelvis

Figure 2: Tansverse section

Histopathological examination of USG guided biopsy
revealed desmoid tumor. Patient underwent explorative
laparotomy and the mass was found to be attached to
mesentery displacing whole of the gut to one side. Mass was
excised in toto. The dimension were 30 x 15x 35 cm and it
weighed 24 kg.

Figure 3: Cut section of gross specimen
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Figure 4: Intra operative image

External surface was smooth and lobulated. On cut section it
appeared smooth, whitish, less vascular and firm to touch all
findings in favour of benign pathology [Figure 3].
Macroscopic pathological examination revealed spindle
cells. IHC of tumor cells positive for vimentin and beta
catenin and negative for CK, SMA, CD34, CD117, Desmin
and calretinin.

Patient’s postoperative course was uneventful. Patient was
discharged on post op day 4 with stable vitals. On follow -
up 4 months until now there is no recurrence reported.

3. Discussion

AF are rare and involve a monoclonal fibroblastic
proliferation derived from deep connective or muscle tissue,
which is characterized by a benign pathology, invasive
growth, a high local recurrence rate and no metastasis. The
incidence of AF is very low (~4-6 cases/l, 000, 000
population per year) and accounts for only 0.03% of all
tumors and 3% of soft tissue tumors.

AF commonly develops between the age of 15 and 60 years
(average: 30 years) and it is more likely to involve female
patients (male: female ~1: 3). The 5 - year recurrence is
~50%, and recurrence is related to age, tumor location and
resection margin status. Intra - abdominal AF is the least
common subtype (~15%) and typically involves the small
mesentery and retro peritoneum, with multiple lesions
observed in ~10% cases.

The aetiology and pathogenesis of AF remain unclear. The
first set of factors include genetic. In one the studies it was
found that about 7.5% cases were associated with FAP,
especially patients below 60 years with abdominal wall or
intra abdominal desmoid tumour. Moreover, the Gardner
syndrome is associated with a higher local recurrence rate
than the other AFs.

The second set of factors is trauma or surgery, as ~30%
patients with AF have a history of trauma @ which indicates
that the wound healing process may induce fibroblastic
proliferation and promote AF formation. In one of the
studies 37.5% patients had history of abdominal surgery or
trauma.

Clinical presentation of AF can be variable in many cases it
can go asymptomatic chronic progression leading to
abdominal distension only as in this case. In some cases, it
may lead to obstruction, perforation or symptoms realted to
specific organ involvement. In some cases, the AF may
stabilize or regress over time, with ~20% AF cases
exhibiting natural regression ®). This variable clinical course
may also indicate the need for non-surgical modalities of
treatment.

For investigation ultrasonography, CT and MRI are the most
common modalities. USG reveals round or oval, smooth,
solid soft tissue mass with variable echogenicity. However,
due to lack of its specificity it is only the primary modality
and not the investigation of choice. CT and MRI can provide
more detailed anatomical information, which is critical for
assessing tumor resectability and planning any surgical
treatment. The first choice for diagnosis and evaluation is
typically CT, especially for intra - abdominal AF, which
generally reveals a soft - tissue mass that is slightly denser
than the skeletal muscle, with intra - tumor collagen
components that can exhibit high density. Mild - to -
moderate enhancement can be observed, while necrosis and
calcification are rare. ®

MRI provides better resolution of soft tissue and is
recommended for evaluation in cases involving extra -
abdominal AF and recurrence. Heterogeneous MRI signals
are commonly observed because the AF contains spindle
cells, collagen fibers and extracellular matrix, which
typically exhibit an isointense signal on T1WI and a
hyperintense signal on T2WI. Richer cellular components
are associated with higher signal. There is also a significant
enhancement in the arterial phase and delayed enhancement
in the portal venous phase, which is more obvious when the
tumor has a higher proportion of cellular components. ©:©

Surgery remained the main modality of treatment but the
variable biological behaviour of tumor indicates for other
treatment modalities like active surveilliance as this tumor
may remain stable or may undergo natural regression.
Surgery and radiotherapy remaining local treatment method
for symptom relief. In one of the cohort studies of 771
patients no major difference was found in overall survival of
patients between the surgery and non surgery groups of
patient with no or mild symptoms.(®

Surgery remains the main modality of treatment in patients
with severe symptoms, rapid progression, major organ
involvement and serious complications. Complete resection
is recommended with negative margins to reduce the local
recurrence. As in this case we could achieve complete
resection and histopathological examination found the
margins to be negative. The 3 - year local recurrence rate
after surgery is ~40-50% ® with long - term local
recurrence rate of ~25-70% (°- although negative margins
are associated with a much lower recurrence rate relative to
positive margins (~10 vs.80%) 10

Radiotherapy is recommended in patients with severe
symptoms and contraindications to surgery like very old
patient. Nuyttens et al. performed a retrospective study that
revealed that radiotherapy or radiotherapy after surgery
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achieved a local control rate of up to 70%, which was
significantly higher than the rate for surgery alone,
regardless of margin and recurrence. @9

4. Conclusion

Intraabdominal AF are rare finding with variable
presentation from being asymptomatic to severe symptoms
as a result of organ involvement. Genetic association with
FAP should be ruled out. Most of the cases can be managed
surgically achieving negative margins to reduce the rate of
local recurrence. In recent years systemic modalities of
treatment has been recommended looking at the variable
biological behaviour of the tumor.
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