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. ABSTRACT
Mesenteric Fibromatosis is a locally aggressive myofibroblastic proliferation of the mesentery and adjacent tissues
that lack the capacity to metastasize. Mesenteric Fibromatosis (MF) and gastrointestinal stromal tumors (GISTs) are
distinct lesions, but they are often confused with each other. Although rare, it is the most common primary tumor of
the mesentery and can develop at any age. Here, we describe a rare case of primary Intra-abdominal Fibromatosis
involving the mesentery and transverse colon in a 50 year old female which clinically, grossly and histologically
mimicked gastrointestinal stromal tumor (GIST). Immunohistochemistry was done which revealed that the tumor
mass showed focal coarse granular positivity for c-kit (CD117), while negative for CD34, DOG, desmin, S-100 and
SMA. Furthermore, tumor mass showed over expression of -catenin. This confirmed the diagnosis of localized
mesenteric fibromatosis. Correct identification of both the entities (GIST & Fibromatosis) is of utmost importance
as they differ vastly in therapeutic and prognostic considerations.
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Fibromatosis is benign and exclusively locally
aggressive, whereas GISTs are malignant and may
lead to distant metastases.

INTRODUCTION

Mesenteric Fibromatosis (MF) is a locally aggressive
myofibroblastic proliferation of the mesentery and
adjacent tissues that, lacks the capacity to

metastasize™? and can occur throughout the CASE REPORT

gastrointestinal tract. Although rare in humans, intra-
abdominal fibromatosis (IAF) is the most common
primary mesenteric tumor with spindle cell
morphology. It may occur at any age, can be solitary
or multiple, and may involve the small bowel,
omentum, mesocolon and/or retroperitoneum.™ &
GISTs originate from gastrointestinal pacemaker
Cajal cells, which are the primary effectors
controlling gut motility." !

We describe here a rare, localized variant of primary
Intra-Abdominal ~ Fibromatosis  involving  the
mesentery and transverse colon, which mimicked a
GIST clinically, grossly, histo pathologically & also
focally expressing the c-kit protein. Because of the
remarkably overlapping immuno phenotype of the
two lesions, the aim of this report is to highlight the
need to discriminate them because of the introduction
of specific therapeutic strategies and the fact that they
have different biological behaviors: Intra-Abdominal

A 50 yr old female was admitted to our hospital with
complaints of abdominal discomfort. She gave
history of similar symptoms intermittently for 7
months duration. No history of diarrhea/ constipation,
blood in stools or any other relevant complaints. No
previous history of surgical therapy or trauma.
Colonoscopy done was normal. General examination
findings were unremarkable. Abdominal examination
revealed a mobile, non-tender, firm and globular
mass measuring approximately 15cm x 10cm in the
suprapubic area. A trans- abdominal ultrasound
showed an ovoid, well- defined, homogenously
hypoechoic mass. CT scan- abdomen was suggestive
of a mass arising from transverse colon. This patient
underwent surgery. Intra operatively, a huge mass
along the mesenteric border of transverse colon was
found. Subsequent lumpectomy along with segmental
resection of transverse colon was done and sent for
histopathology.
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We received a 45cm long, segment of intestine and a border. Cut surface of the mass showed hemorrhagic
mass measuring 14 x 14 x 7cm, well circumscribed, areas in the periphery with homogenous grayish
congested external surface, attached to its mesenteric white central area (Fig.1).
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hemorrhagic areas in the periphery( red arrow) with homogenous grayish white central
area(blue arrow)

Histopathologic findings revealed a circumscribed cells showed wavy pattern with moderate amount of
mild to moderately cellular mass composed of eosinophilic cytoplasm and plump elongated nuclei.
spindle cells arranged haphazardly and at places in Amidst these proliferating cells, many bands of
fascicles and storiform pattern (fig.3). Individual collagen (fig.2) were seen.

Fig. No : 2 Histological picture (10x10mm) - showing proliferating spindle shaped
cells(black thin arrows) and bands of collagen(yellow broad arrows)

Fig. No : 3 Histological picture (4x10mm)- scanner view showing tumor mass composed of
spindle cells, collagen bands(black arrows)

Numerous thin walled, compressed and few dilated showed mild mononuclear inflammatory cell
vascular channels were also seen. Perivascular spaces infiltrate. No evidence of cellular atypia or necrosis.
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2-4 mitotic figures were seen per hpf. Abnormal
mitoses were not evident. Further, immuno
histochemistry was done, which revealed, the
proliferating spindle cells showing focal coarse
granular positivity for c-kit (CD117) & negative for

CD34, DOG1, desmin, SMA (smooth muscle actin)
and S-100( fig.4). However B-catenin overexpression
was seen in these proliferating spindle cells (Fig.5,
6).

Fig. No : 4 Photomicrograph of Immunohistochemistry- 1) c-kit- tumor cells showing coarse
granular positivity, 2) CD34 negative, 3) DOG1 negative, 4) MIB-I proliferation index(2-3%)

Fig. No : 5 Photomicrograph showing- B-catenin positivity(nuclear) in spindle cell( black arrows)

Fig. No: 6 Photomicrograph showing- B-catenin positivity(nuclear)in spindle cells( black arrows)

Thus, after correlating histopathological features and
immuno histo chemical profile, final diagnosis was
given aslocalized Mesenteric Fibromatosis.

DISCUSSION

The fibromatoses comprise a broad group of
myofibroblastic proliferations that have been divided
into 2 Groups- superficial and deep-seated. Deep-
seated fibromatoses are also known as desmoid
tumors.!® ],
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The deep-seated fibromatoses have been subdivided
into  extra-abdominal, abdominal, and intra-
abdominal. The intra- abdominal fibromatoses have
been sub classified further into Localised Mesenteric

Fibromatosis, MF associated with Gardner syndrome,
and Pelvic Fibromatosis.®

Mesenteric Fibromatosis in particular is characterized
by an infiltrative pattern of growth and a tendency to
local recurrence when excised incompletely and/or
associated with Gardner syndrome.™ 1 However,
they are thought to lack the capacity to metastasize.™
[9]

Some authors consider MF as a non-neoplastic
processes while others as well-differentiated low
grade sarcomas.!%

Table 1: Distinguishing features between Mesenteric fibromatosis and GIST

APC gene mutations have been detected in MF which
suggests their clonal nature. This relates to an
increase of P-catenin, which binds transcription
factors and which can lead to an increase of cell
proliferation through a nuclear mechanism, hence
have abnormal nuclear accumulation of B-catenin
protein. [ 1421

MF and GISTs are distinct lesions, but they are often
confused. A panel of gross, microscopic, immuno
histochemical and ultra-structural features allow a
correct identification in majority of cases. With
reference to immuno histochemical studies MF is
negative for CD34 and S-100 protein as compared to
GISTs. While in the expression of vimentin, CD117,
smooth muscle actin and desmin, both the neoplasms
do not differ significantly.[3 [141 1231

[16]

Feature

Mesenteric Fibromatosis

GIST

Shape of tumor cells Spindle and wavy

Pleomorphism and atypia Absent

Mitotic count per 50 <10, average 1 to 2

HPF
Atypical mitoses Absent
Pattern of growth Uniform

Cellularity Mild, focally moderate
Vessels

Keloid-type collagen Often present

Muscular arteries, dilated thin veins

Spindle and/or epithelioid
Often present

May be >10

May be present

Organoid, fascicles, occasional nuclear
palisading

Moderate to high
Hyalinized vessel walls

Absent

Cystic degeneration Absent May be present

Necrosis Absent May be present

Margins Infiltrative Usually pushing

CD117 Cytoplasmic only, coarsely Cytoplasmic with membrane accentuation
granular

CD34 Negative Usually positive

[-catenin Positive (nuclear) Negative

In our case, the mass was 1) well-circumscribed, 2) CONCLUSION

mild to moderately cellular, 3) composed of spindle
cells arranged haphazardly, at places in fascicles &
storiform pattern, 4) individual cells showing wavy
pattern at places 5)showed bands of collagen amidst
the proliferating cells, 6)Thin-walled compressed &
few dilated vascular channels, 7) focal coarse
granular positivity for C-Kit (CD117), negative for
CD34, DOG-1, desmin, S100 and SMA, MIB-1
proliferative index low (2-3%) & overexpression of
B- catenin was seen.

Considering all the histopathological features and
correlating with IHC profile, diagnosis of mesenteric
fibromatosis was confirmed.
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In conclusion, MF is an uncommon benign locally
aggressive but not meta stasizing mesenchymal
tumor often confused with GIST, which is a
potentially malignant tumor. In doubtful cases,
histological ~ features along  with  immuno
histochemistry —allow a decisive diagnostic
differentiation. Correct identification of the lesion is
of the utmost clinical importance because MF and
GIST are widely diverse processes from biologic,
clinical, prognostic, and therapeutic standpoints.
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