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Desmoid tumor of the mesentery. Case report of
a rare non-metastatic neoplasm
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Abstract

Desmoid tumors (DT) are rare non-metastatic neoplasms that occur through
myofibroblast proliferation in musculoaponeurotic or fascial structures of the
body, being commonly diagnosed in young women during pregnancy or in the
post-partum period. We present the case of a 38-year-old woman, who recently
gave birth, manifesting non-specific abdominal symptoms. Computed tomography
indicated the presence of a solitary tumor arising from the intestinal wall or from the
mesentery. Surgery confirmed the diagnosis, revealing a tumor that was localized
at the level of the jejunal mesentery, having about 7 cm in diameter, in tight contact
with the duodenum and the mesenteric vessels. “En bloc” resection of the tumor
was performed, together with the involved enteral loops followed by end-to-end
anastomosis of the jejunum. Histopathological examination of the surgical specimen

sustained the diagnosis of desmoid tumor.
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Introduction

Desmoid-type fibromatosis or
desmoid tumors (DT) are rare non-
metastatic  neoplasms  that occur
through myofibroblast proliferation in
musculoaponeurotic or fascial structures
of the body. The incidence of DT in
the general population is 2-4/million/
year [1]. DT are more commonly
diagnosed in younger women during
pregnancy or post-partum period. DT
can present as sporadic tumors, but
in some cases, they can be associated
with familial adenomatous polyposis
(FAP) or with Gardner’s syndrome [3].
Although histologically benign, DT are
characterized by local invasiveness,
especially in the mesentery, and high risk
of recurrence after surgery [4].

Case Report

A 38-year-old woman, with no
significant medical history, who recently
gave birth, presented with acute onset
of diffuse abdominal pain, asthenia and
loss of appetite for the past 2 weeks. She
described the suffering as a continuous
pain in the entire abdomen, with back

radiation and intermittent episodes of
severe pain. Blood tests revealed anemia
(Hb 8.6 g/dl) and thrombocytosis (791.000/
microL).

Computed tomography scan of
the abdomen and pelvis was performed
indicating a solitary tumor arising from
the intestinal wall or from the mesentery,
measuring 5/7/6 cm (Figure 1). The
lesion had a pedicle with a 9 mm base
of implantation and two aeric inclusions
inside. Lymphadenopathy was observed
in the perilesional fatty tissue. No
displacement of the surrounding vessels
was described (only a tight contact).

Intraoperatively, the mass was
localized at the level of the jejunal
mesentery, having about 7-8 cm in diameter,
in tight contact with the duodenum and the
mesenteric vessels (Figure 2a). “En bloc”
resection of the tumor was performed,
together with the involved enteral loops
(about 40 cm of enteral loops were
resected) (Figure 2b), followed by end-
to-end anastomosis of the jejunum. The
patient recovered well and was discharged
in the 6™ post-operative day.
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Case Report

Figure 1. Computed tomography of the abdomen showing the b
intestinal lesion (red arrow). Figure 2. a. “In situ” intraoperative aspect (upper image).
b. Surgical piece after resection (lower image).

Figure 3. a. HE staining 4X. Fusocelular proliferation; b. Tricrom-Manson staining 10X. Green coloration of fibrocytic-fibroblast
proliferation; ¢. Gomori 10X; d. CD34 10X. Fuzocelulare positive focal proliferation marker (and the vascular endothelial cells); e.
Beta-Catenin 20X. Intracytoplasmic focal marker; f. 10X Ki67 proliferation index 10%.
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Histopathological examination of the surgical
specimen revealed a 7/6/5.5 cm tumor. The circumferential
margin was microscopically positive (R1) with the other
margins free of tumor (R0). Microscopical examination
showed a moderate proliferation of spindle and few stellate
cells, with indistinct cell boundaries and elongated nuclei
arranged in intersecting fascicles with collagen fibers
interspersed. The lesion had infiltrative margins including
the submucosa of the small bowel. In the periphery of
the lesion, recent bleeding, granulation tissue and fibrin-
hematic deposits were seen, along with a mixt inflammatory
process. Mitotic index was 3/10 and no intratumoral
necrosis was highlighted. Immunohistochemistry was
made with negative results for SMA, c-Kit, DOG1, S100,
CD34. B-catenin was stained positive and the proliferation
index Ki-67 was 10%, all of this sustaining the diagnosis of
desmoid tumor (Figure 3a-f).

No postoperative chemotherapy was considered as
necessary at the oncological evaluation.

Currently, after 6 months since the surgery, clinical
examination and imaging control offers normal relations,
with no signs of recurrence.

Discussion

Desmoid tumors are benign lesions consisting of
fibromatous tissue. They occur due to a defect in collagen
formation [5]. DT can be classified in intra- or extra-
abdominal lesions (shoulder, thigh). Small bowel mesentery
is the most common localization [6]. Although DT can
be associated with polyposis syndromes, they are more
often presented as solitary tumors. The frequency of DT
is higher in young women during or after pregnancy and is
closely correlated with estrogen levels. A higher incidence
of the disease is found after use of oral contraceptives or
at menopause [7]. DT diagnosed during pregnancy period
are characterized by slow development and attenuated
symptoms [8]. Also, in the case presented, the patient had
recently given birth.

Intra-abdominal desmoid tumors are characterized
by heterogeneous clinical manifestations. The most
common symptom in DT is the abdominal pain associated
with bowel disorders. DT can also evolve as asymptomatic
lesions but more often the clinical picture is determined
by the invasion of the surrounding structures. In our case,
the patient’s major complaint was linked to an abdominal
discomfort along with recent periods of constipation.

CT or MRI scans are required for the diagnosis of
DT. The heterogeneous signal that is often found varies
depending on the number of fibroblasts that proliferate,
the vascularity of the tumor and the presence of collagen
tissue in the tumor [9]. Most DT appear as well-defined,
homogenous, isodense or hyperdense structures in relation
with the adjacent muscles [10]. In our case, abdominal
CT scan with contrast enhancement confirmed the non-
specific radiologic picture of this tumor, with some minor
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discrepancy between CT imaging and intraoperative
findings.

The role of MR examination in DT imaging consists
in the capacity of delineation between tumor and local
invasion with better accuracy [11].

The treatment of DT can be surgical or non-
surgical. Non-surgical management options of DT include
observation, radiotherapy, systemic chemotherapy,
hormonal substitutes, antiestrogen therapy. Until recently,
complete excision of the tumor with negative margins was
the gold standard therapy [12]. Because the infiltrative
nature of this disease and the frequently evidenced invasion
into different structures , this goal was increasingly difficult
to achieve. Further studies concluded that positive margins
were not a negative prognostic factor in the patient’s follow-
up and that function-sparing surgery should be preferred to
aggressive surgery seeking negative margins [13,14]. The
role of radiotherapy after surgery with positive margins
is controversial and the observation of these patients is
considered to be the best approach [15].

Given the high risk of local recurrence after surgery
and the possible activation of B-catenin pathway by the
growth factors released during wound healing process,
non-surgical treatment options were also considered for
patients with DT [16]. Antiestrogen agents (tamoxifen,
toremifene) alone or in combination with anti-COX2
drugs (indomethacin or sulindac) were found to positively
influence DT patient evolution. Chemotherapy with
methotrexate and vinblastine or doxorubicin should
be used only for cases with previous treatment failure,
considering the fact that DT are benign tumors and
metastatic disseminations were not described [17]. Another
controversial factor for the prognosis of the disease is Ki67
index, which seems to associate a higher risk of recurrence
if positive. However, there is no threshold value that can
predict the prognosis of desmoid tumors [18]. Comparing
literature data with this case, Ki67 index was relatively not
high and the 6 months follow-up did not show any signs of
recurrence.

Unfortunately, given the rarity of this disease, no
evidence-based approach for the treatment is available. A
multidisciplinary approach of individualized patients is
required for optimal therapeutic management.

Consent

For publication of this case report and any
accompanying images, written informed consent was
obtained from the patient.
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