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Desmoid Tumor of the Abdominal Wall: A Case Report

Arzoo S!, Akter MS?, Afroz S°, Rahman MA*, Akther M?

Abstract

Desmoid tumors alternatively known as aggressive fibromatosis are benign myofibroblastic neoplasms
originating from the muscle aponeurosis and classified as deep fibromatoses and these tumors are non-cancerous
growth that occurs in the connective tissue. These tumors constitute 3% of all soft tissue tumors and 0.03% of all
neoplasms and they occur usually between the age group of 20-40 years with a strong prevalence among women
with fertile age group. In female patients presenting a tumor of the lower abdominal wall especially after cesarian
section, an endometriotic tumor as well as an aggressive desmoid tumor should be considered. Symptoms in
correlation with the monthly period can facilitate the presurgical differentiation between endometriosis and
fibromatosis. Ultrasound reveals the typical location of both tumors and its remarkable sonographic appearance.
In the clinical practice, the desmoid fibromatosis of the lower abdominal wall is a very rare disease. We present
a case of a 19-year-old pregnant and discuss diagnostic and therapeutic options by literature review. With the
knowledge of the prognosis of the desmoid fibromatosis and the respective treatment options including wait and
see, complete surgical resection with macroscopically free margins and adjuvant approaches is essential to avoid
further interventions and progression of the locally destructive tumor.
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Introduction
Desmoid tumors are benign myofibroblastic localisations of trauma, and scars or irradiation. The
neoplasms originating from the muscle aponeurosis therapeutic management of these tumors is still
and classified as deep fibromatoses'. Desmoid controversial. Treatment for desmoid tumor
tumors are non-cancerous growth that occurs in the include:1) Monitoring the growth of the tumor, if no
connective tissue. Another term for desmoid tumors sign and symptom 2) Surgery 3) Radiotherapy 4)
is aggressive fibromatosis. They occur usually Chemotheraphy and other medication. This case
between the age group of 20-40 years with a strong report present a case of abdominal wall desmoids
prevalence among women with fertile age group. tumor mimicking endometrioma.
Despite their aggressive local infiltration, desmoid
tumors lack a metastatic potential’>. However, Case report
because of this local infiltration and compression of A 19 years old women, who gave birth by caesarean
surrounding structures, a high recurrence rate exists section(c/s), admitted in Eastern Medical College
and in anatomic locations with restricted access to and Hospital with the complaints of gradually
surgical resection desmoid tumors can lead to increasing painful abdominal mass under her
death’. Especially in patients with familial caesarean section(c/s) incision scar, suprapubic
adenomatous  polyposis  (FAP)  undergoing region. She had a c/s operation 2 years ago without
colectomy desmoid tumors are the leading cause of known post-operative complication. She had severe
morbidity and mortality*. pain particularly during menstruation. A mass about
(6x6) cm in diameter, solid, painful and semi mobile
Molecular studies demonstrated desmoid tumors in mass below the c/s scar on suprapubic region was
FAP as clonal neoplasms arising from germ line detected by abdominal physical examination.
mutation or changes in the APC alleles®. Cytogenic Clinically the case diagnosed as endometrioma.
data verified clonal chromosome aberrations in
deep-seated sporadic extra-abdominal fibromatoses USG examination revealed mixed echogenic area
and lesions of the abdominal wall and therefore (6.23x4.31) cm at the anterior to urinary bladder
provide additional evidence for the neoplastic nature wall, it was below the parietal wall of hypogastrium.
of these lesions®. In sporadic cases, they occur in Diagnosis: complex pelvic subcutaneous mass, due
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to haematoma/ endometrioma. For the further
evaluation FNAC of swelling (mass) was done and
send for cytopathology. Surprisingly, fibromatosis
(desmoids) was found on cytological examination.

So, we performed wide surgical excision of
(6.2x4.5) cm solid mass with 1 cm tumor free
margin. There is no need to repair of fascia and use
of mash. The tumor was a dense, bright beige yellow
in color and located in rectus sheath. When
sectioned it was homogenous and firm in
consistency. Microscopic examination of the
resected specimen in the cases revealed the spindle-
cellular tumors immigrated through muscle-tissues
consisting of partially intact muscle fibers
surrounded by spindle like elements. Tumor-cells
had a pale eosinophilic cytoplasm and chromatin
structures and were embedded in collagen network
interrupted by fibrotic sections. The pathological
diagnosis was desmoid type fibromatosis, classic
desmoid tumor (abdominal fibromatosis).

The post-operative course was uneventful and
recovered without any complications or functional
defect. We  recommended  clinical and
ultrasonological control of tumors location. For 8
months after surgical intervention, the patient is
recurrence free.
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Figure-1: Cut section of desmoid tumor
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Figure-2: Histop;thological view of d;smoid
tumor
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Discussion

The desmoid fibromatosis is characterized by local
aggressive growth without any tendency of
metastasis. These very rare tumors can develop in
any musculo-aponeurotic structure, and they can be
found in all regions of the human body. The
commonest site of presentation in case of abdominal
wall desmoids seems to be the infra umbilical rectus
sheath. The clinical behaviour and the prognosis of
the desmoids is very diverse and depends on the
anatomic location and the proximity to vitally
important organ’.

They can be divided into five subgroups: extra
abdominal, intra-abdominal, multiple, multiple
familial and as part of Gardner’s syndrome. Extra
abdominal desmoid tumors have a wide distribution;
the shoulder girdle, trunk and lower extremities are
most involved. Abdominal desmoids, which may
occur in the abdominal wall, mesentery, or retro
peritoneum, have an increased incidence in
individuals with Gardner syndrome. The histologic
findings in these lesions are identical®’. In our case
desmoid occur in infra umbilical rectus sheath. As
the location of the tumor is not proximity with vital
organs no sever symptom, only local swelling and
pain.

A correlation with the familiar intestinal polyposis
could be shown. Approximately 10-25% of the
patients with polyposis present intra- or extra
abdominal desmoid tumors'®. But in our case, there
is no correlation with the familial intestinal
polyposis.

The commonest groups associated with these tumors
are young women during or after pregnancy. The
fibroblast has been shown to exhibit a proliferative
response to oestrogen. In this case the patient is
young, age 19 years and swelling appear 2 years
after pregnancy.

There is a well-known association in patients with a
history of abdominal or pelvic surgery. This tumor
is also associated with trauma, oestrogen therapy,
FAP and Gardner syndrome''. In the presented case,
the local tissue trauma of the caesarean section in the
clinical history of the patient is one possible risk
factor of the disease.

Most of the abdominal wall desmoids measure 5 cm
by 15 cm in diameter. These masses have a firm,
gritty texture. These tumors have no distinct capsule,
and their margins are ill defined even when they
appear well circumscribed on imaging'2. Our patient
presented with a painful mass measuring 6 cm in
maximal diameter.

The desmoid tumor of the lower abdominal wall,
especially around a caesarean section scar, can be
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confound with a scar endometriosis. A clear clinical
diagnosis of the tumors origin and a differentiation
to endometriosis by palpation and ultrasound are not
possible. The intramuscular location of the tumor in
ultrasound is an indicator for a desmoid tumor.
While desmoids in almost all cases are located close
to a muscular aponeurosis, the endometriotic tumors
of the abdominal wall can be found most frequently
in the subcutaneous region. In the actual literature,
only 18 case reports about endometriosis
exclusively located in the rectus muscle sheath can
be found". In this case USG examination revealed
mixed echogenic area (6.23x4.31) cm at the anterior
to urinary bladder wall, it was below the parietal
wall of hypogastrium. So, initially it was diagnosed
as a case of endometrioma.

Wide local excision followed by reconstruction of
the defect is the treatment of choice. Full-thickness
resection of the tumor-containing abdominal wall
with a grossly negative margin must be performed
when the lesion closely approximates or involves the
peritoneum. Intra peritoneal organs or adjacent bony
structures involved by tumor must be resected as
well. Incomplete tumor removal or involved
excision margins may lead to local recurrence'®. In
our case wide local excision of the tumor with 1 cm
tumor free margin was done, no intra-abdominal
organ was involved. In our case no recurrence
occurs after 8 months of surgery.

Cormio et al. reported a recurrence-free period of 30
month after surgical resection of a pelvic
fibromatosis without any adjuvant treatment'>. In a
retrospective review of 151 patients who underwent
a macroscopically complete resection of desmoid
tumors, Huang et al. showed a local recurrence rate
0f20.5%.

Salas et al. showed three unfavourable prognostic
factors: age less than 37 years, tumor size >7cm, and
extra-abdominal tumor location!®. The most
important factor for recurrence was a tumor size of
>5cm 17. In our case the patient was 19 years age
and the tumor size was less than 7 cm. Bertani et al.
described a recurrence-free follow-up period of 55
months in 14 patients with disease-free margins of
>]cm in intraoperative frozen section'®. Chao et al.
also described the complete regression of a tumor
recurrence by tamoxifen!®.

Maseelall et al. reported the successful postoperative
therapy of a pelvic fibromatosis with Toremifene.
Constantinidou et al. published the successful use of
chemotherapy in advanced aggressive fibromatosis
with no response to hormonal treatment®’. In another
actual publication the possibility of a therapy with
tyrosine kinase inhibition in inoperable tumors is
described?!. Radiation therapy is used in patients
with inoperable tumors, local recurrences, or
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incompletely excised lesions. Chemotherapy and
endocrine therapy have also been used to treat
desmoid tumors in patients in whom resection is
technically impossible because of a widespread
tumor infiltration®2.

Conclusion

The combination of features, such as the history of
previous surgery, the age and sex of the patient, the
location of the mass within the anterior abdominal
wall and the imaging features, make desmoid tumor
a strong primary diagnostic consideration even if it
is a rare entity. The treatment approach remains
aggressive and includes complete surgical resection.
Repair of abdominal wall defects can be sufficiently
achieved with prosthetic mesh reconstruction with
excellent functional results.
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