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Abstract

Mesenteric fibromatosis (MF) is a rare, locally aggressive tumor without distant metastasis, which has a high recurrence rate.
Based on its location, it is classified as intra-abdominal, from abdominal wall, and extra-abdominal. The incidence of cystic-solid,
retroperitoneal tumors is very low in comparison to other MF forms. Intra-abdominal MFs are asymptomatic in early stages, but their
symptoms appear late in the tumor course. There is no specific imaging finding since radiological diagnosis is mostly impossible.
Thus, diagnosis is made histopathologically. Nowadays, there is no consensus about its treatment although surgical resection is
widely used. In the present study, a very rare case of cystic-solid retroperitoneal MF associated with separate synchronous skin

tumors is reported.
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Introduction

Mesenteric fibromatosis (MF) is also known as mesenteric
desmoid. ‘Desmoid’ is derived from the Greek word desmos
meaning ‘band of tendons’."> MF is a rare benign tumor
composed of monoclonal proliferation of fibroblasts and
myofibroblasts without any distant metastatic potential
but with a high degree of local invasion and recurrence.
These tumors mostly originated from the abdominal
muscle layer and fascial sheath,?> and they usually occur
sporadically, but familial adenomatous polyposis (FAP)
and Gardner’s Syndrome are the most common hereditary
conditions associated with these tumors.®® Prior surgery,
trauma, and high estrogen states can play an important
role as predisposing factors.® Approximately 5%-10% of
the tumors occur in patients with FAP while 10%-20% of
patients with these tumors develop FAP. Further, 16% of
the pediatric patients with this tumor have adenomatous
polyposis coli (APC) mutations, while 85%-90%
of the tumors include B-catenin mutations, having a
significant correlation with an increased risk of post-
operative recurrence.’” In addition, these tumors could
be classified, based on their anatomical location, as intra-
abdominal, from the deep soft tissues of the abdominal
wall, or deep within the extra-abdominal soft tissues.'
Only 5% of the sporadic tumors are intra-abdominal,
but non-sporadic tumors mostly occur intraabdominally
or on the abdominal wall.” Retroperitoneal desmoid

fibromatosis is rare and accounts for less than 1% of the
retroperitoneal masses.”” Fibromatosis is asymptomatic
in early stages. However, it is more likely for the tumor
to become symptomatic as it grows, which could be
mainly related to the compression effect of the tumor
on nearby organs. Most cases are discovered when they
are symptomatic while some are incidentally discovered
when they are asymptomatic. Depending on its location
and size, this tumor has a wide range of symptoms such as
abdominal pain, nausea, vomiting, abdominal distention
and loss of appetite, abdominal mass, gastrointestinal
bleeding, small bowel obstruction, fistula formation,
and bowel perforation, most of which are related to the
small bowel.»'"'? Lack of specific imaging features makes
preoperative diagnosis extremely difficult.'”®  Surgical
resection with a sufficient margin is the foundation of
the treatment, but neither surgery nor chemotherapy/
radiotherapy constitute the principal therapy. Almost 50%
of the desmoid fibromatosis patients experience recurrence
after surgery and/or radiotherapy.'* The present study aims
to report a rare case of solid cystic retroperitoneal MF with
multiple skin involvements.

Case Report

A 32-year-old man presented with progressive abdominal
pain, nausea, vomiting, and weight loss since 6 weeks ago.
On physical examination, he was reported as conscious,
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cachectic, pale and suffering from nonspecific pain. The
results of digital rectal exam was normal. His abdomen
was boat-shaped without any distension. A non-tender,
non-mobile, firm huge mass was palpated in the left half
and right lower quadrant of his abdomen. No abdominal
tenderness or guarding was detected. Further, there was
no evidence of organomegaly or lymphadenopathy and
the results of genital examination were normal. There
were some firm, nontender skin lesions, similar to kelloid,
especially on his trunk, which had gradually developed
since he was 17 years old (Figure 1).

Discussion

Asolid mass measuring 169*190*133 mmwithahypodense
area inside was found by spiral multislice CT Scan near
the left psoas muscle, the density of which was similar to
muscle density. mass was enhanced by IV contrast and
had a compression effect on the left ureter, causing severe
left hydronephrosis. It appeared as a retroperitoneal mass.
There was no organomegaly or lymphadenopathy (Figure
2). The results of genital ultrasonography was normal.
Radilogical findings suggested a retroperitoneal sarcoma

with necrosis inside the tumor.

e
s = n..'J-\."ll
| WS v |

Figue 1. Kelloid-Shaped Skin Lesions on the Trunk

Giant Mesenteric Fibromatosis

CT-guided transcutaneous core needle biopsy of the
mass was performed. The specimen was processed for
permenant histopathlogic evaluation. After H & E staining,
the mass looked like benign spindle cell tumors without
any evidence of malignancy. Therefore, B-catenin staining
was undertaken, and the pathology was compatible with
fibromatosis.

During laparatomy, a huge asymmetrical, dumbbell-
shaped, and mass measuring 20*25 c¢m was found, the
posterior part of which was smaller than its anterior part.
In addition, it encased the middle part of the left ureter,
the third part of duodenum, and a part of the superior
mesentric artery. Some loops of jejunum were partially
entrapped by the tumor. In addition, some loops of the
small bowel had loose attachments to the mass. The mass
was attached to the anterior abdominal wall by a loose
and areolar type tissue. Resection of the tumor was carried
out with a segment of the middle part of the left ureter,
third portion of the duodenum, the superior mesentric
artery, most of the jejuneum, and part of the anterior
abdominal wall. Approximately, 90 cm of the terminal
ileum and 60 cm of the jejuneum remained intact, and GI
tract continuity was reestablished by jejunoduodenal and
jejunoileal anastomosis as two seperate anastomoses. The
end-end anastomosis of the left ureter over a stent was also
performed. A second-look laparatomy was done, in which
the ischemic ileocecal part of the bowel was resected and a
jejunoduodenal anastomosis was performed.

Total parenteral nutrition was started on the second day
after the last operation. After initating the oral diet, the
TPN gradually changed to PPN, and finally stopped.

The patient was treated as a short bowel disease patient
for approximately more than one year. Then, the condition
was resolved, and he could completely tolerate the oral diet
without any need for a supplementary diet, which led to
the establishment of his weight at about 65 kg (body mass

Figure 2. Spiral multislice CT scan imagings shows a solid-cystic, contrast-enhanced mass with a compression effect on the

left ureter and left hydronephrosis.
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index=23).

Macroscopically, the specimen was a dumbbell-shaped,
well-defined, partially capsulated, creamy brownish mass
(25x25%10 cm), to which a piece of duodenal tissue (2x1
cm) was attached. The cut sections showed a creamy soft
area and a cystic area (9.5x5 cm) filled by a brownish fluid
(Figure 3).

Histopathological ~studies revealed an exuberant
fibrous matrix consisting of spindle cells with pale and
eosinophilic cytoplasm, minimal mitotic activity, and
without any atypia admixed kelloidal type collagenous
bundles with foci of hemorrhage (Figure 4) . The
tumor infiltrated the serosal and muscular layer of the
duodenum. Immunohistochemistry showed the tumor
cells to be positive for B-catenin and vimentin, negative
for S100, CD34, Desmin and CD117. In addition, Ki67
was positive in 2% of tumor cells (Figure 5).

He was followed up for forty-four months without any
radiologic or physical evidence of recurrence. His only

compliant was a vague abdominal pain, especially at his

epigastrium.

Figure 3. Gross Appearance of the Mass. Dumbbell-shaped, well-
defined, partially capsulated, creamy brownish mass (25x25x10
cm).

Figure 4. Spindled Cells of Uniform Appearance and Pale Cytoplasm
Admixed Variably Sized Bands of Keloidal Collagen Fibers (H&E
Staining, x100).
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Figure 5. Immunohistochemistry Staining by CD34, S100, Desmin,
CD117, Vimentin and Beta-Catenin Showing Negative Reaction for
CD34, S100, Desmin, CD117 and Positive Reaction for Vimentin
and Beta-Catenin (x100).

MF is also known as mesenteric desmoid. ‘Desmoid’
is derived from the Greek word desmos meaning ‘band
of tendons.! MF is a rare benign tumor composed of
monoclonal proliferation of fibroblasts and myofibroblasts
without any distant metastatic potential but with a high
degree of local invasion and recurrence. These tumors
mostly originate from the abdominal muscle layer and
fascial sheath,”* and they usually occur sporadically, but
FAP and Gardner’s Syndrome are the most common
hereditary conditions associated with these tumors.>®
Approximately 5%-10% of the tumors occur in patients
with FAP while 10%-20% of patients with these tumors
develop FAP. Further, 16% of the pediatric patients
with this tumor have APC mutations, while 85%-90%
of the tumors include B-catenin mutations, having a
significant correlation with an increased risk of post-
operative recurrence.” Lack of specific imaging features
makes preoperative diagnosis extremely difficult.® Surgical
resection with a sufficient margin is the foundation of
the treatment, but neither surgery nor chemotherapy/
radiotherapy constitute the principal therapy .Almost 50%
of the desmoid fibromatosis patients experience recurrence
after surgery and/or radiotherapy.’ The present study aims
to report a rare case of solid-cystic retroperitoneal MF with
multiple skin involvements.
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