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Background: Aggressive fibromatosis is a rare benign tumor with no potential
for metastasis; however, its aggressive nature causes treatment failure and episodes
of recurrence. There is no report from Iran about the treatment of this tumor, and all
published articles are single-case reports, therefore in this study, we report our
experience from two of the largest referral centers of the South of Iran.

Methods: During five years (2007-2011), among more than 20000 surgical
pathology specimens, 25 cases of fibromatosis were identified. Clinicopathologic
findings were recorded for all of the cases, and follow up history according to the
patients’ charts and direct contact by phone call were extracted.

Results: There were 25 cases of fibromatosis, with female predominance,
especially in the reproductive ages. All of the tumors had been located in the
abdominal area, lower extremity, and head and neck area. Twenty-three cases had
been operated for surgical excision. Fifteen cases had at least one episode of
recurrence, mostly located in the abdominal area. No death or metastasis occurred.

Conclusion: Clinicopathologic findings of desmoid tumor in Iran are very
similar to other countries, however, there is still much controversy about the method
of treatment for fibromatosis, and there are many challenges for patients, regarding
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Introduction There are a few studies regarding the
experiences of different centers with this type of

Aggressive Fibromatosis, known as desmoid e i
tumor; in this report, we describe our

tumor, refers to a group of tumors, which arise from
musculoaponeurotic structures (1). These tumors
were first described in 1832 by MacFarland, in the
abdominal wall of a young lady. However, the term
desmoid tumor was first used in 1838 by Muller,
extracted the word “Desmo”, which means tendon-
like in Greek (2).

Its annual incidence is 0.2-0.5/100000, and Materials and Methods

constitutes less than 4% of all soft tissue tumors (3). In this retrospective cross sectional study, there
were 25 cases of fibromatosis, operated and

followed up for at least 3 years at two large referral
centers of the South of Iran.

clinicopathologic experience from two large
referral hospitals in the South of the country, with
25 cases of fibromatosis, among more than 20000
pathology specimens, during 5 years (2007-2011).
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All of the demographic, clinical, paraclinical,
and surgical information were extracted from the
patients’ charts; however, for the evaluation of
recurrence and other information, for which charts
were not adequate, patients were directly contacted
by phone.

In these 25 patients, the age range was 2 months
to 68 years, with a mean age of 32.9. The mean age
for males was 28.4 and mean age of females was
36.6 years. There were 14 females and 11 males
(F/IM=1.27/1)

Results

From 25 cases, 56% were female (14 patients)
and 44% were male (11 patients).

Fifteen cases (60%) had tumors that were extra-
abdominal in the extremities, head, and neck, i.e. 11
tumors were located in the lower extremities, and 4
tumors in the head and neck area, and no tumor in
the upper extremities.

Ten cases (40%) had tumors that were in the
abdominal area, 6 in the abdominal wall and 4 in
the intra-abdominal or in the retroperitoneal area.

Size of the tumors was between 3 and 25 cm; the
largest tumor was located in the retroperitoneum,
measuring 25 cm in diameter; the mean size was
7.24 cm.

Overall, 44% of patients (11 cases) were
females and in the reproductive age (15 to 45 years
of age).

Eight patients had positive family history of
fibromatosis and one case (31 year-old male) was a
known case of Familial Adenomatous Polyposis
(FAP) with a huge intra-abdominal desmoid tumor,
and  despite  resection and  multivisceral
transplantation, he had several episodes (at least 3)
of recurrence.

All of 25 patients, except one case, were
symptomatic, and two of the most common
symptoms were palpable mass and pain. Three
cases presented abdominal pain and intestinal
obstruction secondary to intra-abdominal mass.
One case had been incidentally diagnosed during
sonography for pregnancy.

All of the patients, except two cases were treated
with surgery and excision of the tumor. Two
patients had huge tumors with extensive adhesion,
so they were inoperable. One of them was a 47-
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year-old male with a huge retroperitoneal mass and
severe adhesion to the bladder, for whom surgery
was not performed. The other patient was an 18-
year-old young female, with large thigh mass with
extensive adhesion to peripheral nerves and vessels,
and the only treatment option was lower limb
amputation, which was refused.

Eleven (44%) patients had one episode of
recurrence; one patient had two episodes of
recurrence and one patient had three episodes of
recurrence in the follow up period. Two patients
still have tumors, with no change in size during the
past 2 years. Ten patients had no recurrence during
the follow up period (3 to 10 year). Mean age of
recurrent cases was 30.2 with mean size of 9.66 cm.
Most of the recurrent cases (9 cases) had tumors
located in the abdominal area.

Among these 25 patients, 23 were operated, 3 of
which had a positive surgical margins. All of the 3
tumors with positive surgical margin have recurred.
There was no death during the study period.

Figure 1 and 2 show gross specimens of two
cases of fibromatosis. Figure 3 and 4 show
microscopic sections of two cases of fibromatosis.
Figure 5 shows positive beta-catenin, which is a
diagnostic  immunohistochemical marker for
fibromatosis.

Fig 1. Pathology Specimen of an Abdominal
Fibromatosis in the Wall of the Intestine
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Fig 2. Pathology Specimen of an Abdominal
Fibromatosis with Liver Involvement

Fig 3. Muscle of Gastrointestinal Wall with
Infiltrative Fibromatosis

Fig 4. Characteristic Spindle Cell Tumor with
Typical Small Arterioles and Abnormal Veins in
Fibromatosis

Discussion

Aggressive fibromatosis, also known as
desmoid tumors, can be seen at any location of the
body; however, the abdomen, including abdominal
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wall, retroperitoneum and intra-abdominal, as well
as soft tissues of the extremities, shoulder, neck and
chest wall are sites of predilection (4, 5). These are
rare fibrous tissue proliferations with a tendency for
slow, local infiltrative growth. They have an
association with Gardner's syndrome and FAP (6).
Histologically, they are composed of spindle-
shaped cells with bland nuclei and no abnormal
mitoses or necrosis. They do not metastasize, but
can cause significant morbidity through their
locally infiltrative effects and recurrences (7).

Fig 5. Immunohistochemistry of Positive Nuclear
Beta-Catenin

According to the age of presentation, there are
two peaks in incidence among individuals aged 6 to
15 years old and between puberty and 40 years old
in females (8). During our study, in 5 years, we had
the same results and our patients were between 2
months and 68 years old.

This tumor is more common in females, which
in agreement with our findings, with a predilection
for reproductive age. A study from Italy had very
similar findings to that of the current study, and
showed average age of 36 years old (9).

Females of reproductive age are most
commonly affected by desmoid tumor, which is
most probably due to hormonal changes related to
the trauma of cesarean sections (10).

Most of the patients with aggressive
fibromatosis (desmoid tumor) presented abdominal
mass or extremity mass. In our patients, the clinical
presentation was very similar to previous reports
(10).
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The gold standard and final method of diagnosis
is always pathological findings after operation,
however, imaging studies such as ultrasonography,
Computerized-Tomography  (CT) scan and
magnetic resonance imaging studies are helpful but
not diagnostic (11).

The best method of treatment is excision by
surgery. However, adjuvant therapy should be
considered for cases with positive surgical margins,
multiplicity of the tumor, inoperable tumors, and
severe adhesion (12). Another issue in the treatment
of fibromatosis is neoadjuvant therapy and
chemoradiation before surgery, which is considered
in cases with severe adhesion inoperable tumors,
and multiple tumors (13). In addition, preoperative
chemotherapy has been suggested for head and
neck fibromatosis, especially for pediatric age
group (14).

The number of published series of fibromatosis
for neoadjuvant chemoradiation and also adjuvant
therapy after surgery with agents such as
cyclophosphamide, doxorubicin, and dacarbazine,
are not adequate for a documented therapy and in
many reports no recommendation has been made
because of young age of the patients and adverse
complications (15, 16). Treatment of the patients
with  tamoxifen, tamoxifen analogues, and
medroxyprogesterone acetate, has been also
recommended in a few case reports (17). None of
our cases received chemoradiation.

Conclusion

Aggressive fibromatosis is a rare disease with
many controversies, especially regarding treatment
options; more case series with longer follow up is
necessary for better decision making about
treatment protocols.
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