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Abstract:

Desmoid tumors (DTs) account for 3% of all soft tissue 
tumors. They are benign and have no malignant potential 
with a favorable prognosis, and predominantly occur in 
young women. The pathogenesis and clinical behavior of 
DTs are still uncertain. In addition, most cases of DTs were 
associated with abdominal trauma (including surgery), 
while genitourinary involvement seemed to be quite 
rare. Up to now, there has been only one DT case with 
urinary bladder involvement reported in the literature. We, 
Hereby, report a 67-year-old male patient with left lower 
abdominal pain while micturition. Computed tomography 
(CT) showed a mass located at the lower aspect of the left 
rectus muscle with an extension attached to the urinary 
bladder. Based on the pathological findings of tumor 
specimen, a diagnosis of benign desmoid tumor (DT) of 
the abdominal wall was made. Laparotomy with wide 
local excision was carried out. The patient had a smooth 
postoperative recovery and was discharged after 10 days. 

Introduction: 

Historically, MacFarland first described these tumors in 
1832. Etymologically, the word desmoid was first coined 
by Muller in 1838 and is derived from the Greek word 
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desmos, which means band or tendon-like. Stout first 
used the term fibromatosis in 1961[1,2,3]. Desmoid tumors 
(DTs) are a kind of rare neoplasm, which represents 3% 
of all soft tissue tumors and 0.03% of all neoplasms with 
an incidence of 5 to 6 per million of the population per 
annum[4,5,6]. DTs predominantly affect young females with 
a median age of 30 to 40 years old and is more than 
twice in female than male patients. However, there is no 
gender preference in older patients [7,8]. Furthermore, the 
symptoms of DTs are not typical in general. Symptoms 
can occasionally occur due to the size and location of the 
tumor but usually are nonspecific. Because of its rarity and 
unusual behavior, DT is often associated with diagnostic 
and therapeutic challenges. Computed tomography (CT) 
and magnetic resonance imaging (MRI) is beneficial for 
the diagnosis of this tumor but pathological diagnosis 
is mandatory. Surgical resection is now considered as 
the most efficient treatment option for patients with DT, 
because it offers a good chance of long-term survival. Our 
case is of unusual presentation and finding of abdominal 
wall desmoid tumor with an extension to urinary bladder 
in a male patient who is 67 years old.

Keywords: desmoid tumor, fibromatosis, spindle cell 
tumor, urinary bladder

Case presentation:

A 67-year-old Saudi retired master sergeant male 
referred from primary healthcare clinic (PHC) to our 
Out-Patient Department (OPD) complaining of chronic 
abdominal pain for a few years. Initially located at 
lower abdomen then spread to involve left abdomen, 
characteristically dull and pressure-like, radiated non-
specifically to left flank, intermittent in timing, progressive 

in nature, aggravated by motion, voiding and lying on both 
lateral recumbent positions, he was on analgesics but 
with no benefit. The Patient had no other symptoms (in 
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enhancing 2.4x3.7x5.2cm mass in the lower aspect of the 
left rectus muscle with an attachment to the anterior wall 
of the urinary bladder (figures 1 and 2). All other organs 
were normal. Ultrasound-guided Tru-Cut biopsy revealed 
a mass with spindle cells. With a provisional diagnosis of 
abdominal wall desmoid tumor associated with a soft 
tissue tract adhering to the urinary bladder, the urologist 
was consulted. A pre-operative cystogram was done 
and it showed normal urinary bladder outlines (figure 3). 
Patient then was planned and consented for exploratory 
laparotomy with wide local excision of left rectus muscle 
spindle cell tumor with frozen section and cystoscopy. 
A careful pre-operative assessment including physical 
fitness assessment, co-morbidities identification and 
optimization, medications and anesthesia review were 
conducted.

Intraoperatively, and under general anesthesia (GA), 
the patient was placed in a supine position, scrubbed 
and covered with sterile drapes. A midline infraumbilical 
longitudinal incision was made skirting the umbilicus 
and extending down to the symphysis pubis (SP). Skin 
and subcutaneous were opened, and then a sharp blunt 
dissection was intended to free the sheath. The sheath 
opened and blunt dissection was done to separate the 
muscle from the sheath. A hard mass on the lower edge 
of the left rectus was palpated. A cord-like structure seen 
attached to the anterior border of the bladder that turned 
out to be the inferior epigastric artery and proved by the 
histopathology report. The tumor was intimately attached 
to the inferior border of the symphysis pubis and was 

terms of gastric, urinary or constitutional symptoms). He 
is tolerating oral diet with no change in bowel habit. No 
history of weight loss or gain. No personal or family history 
of malignancy. No history of trauma, recent infection or 
travel. He is married, previously smoker with no history of 
alcohol abuse. No history of allergy. Medically he is known 
to have Hypertension (HTN), Dyslipidemia (DPL), Type II 
Diabetes Mellitus (DMII), Bronchial Asthma (BA), Benign 
Prostatic Hyperplasia (BPH) and he is a carrier of sickle cell 
trait. Surgically he is status post exploratory laparotomy 
(thirty years ago) through right lower paramedian 
abdominal approach and complete transurethral resection 
of prostate (TURP – four years ago). 

On examination, he looked well but in pain and was 
hemodynamically stable. Abdominal exam revealed a soft 
and lax abdomen without obvious masses on inspection. 
On palpation; there was minimal tenderness over the left 
lower region with a palpable bulge over the left pubic area. 
No lymphadenopathy, deformities or signs of peritoneal 
irritation. Bowel sounds were present and audible. A right 
lower paramedian surgical incision was noted.

The Patient was admitted to the surgical ward for 
further investigations. Following initial clinical assessment, 
laboratory work-up including full blood count (FBC), liver 
function test (LFT), urea and electrolytes (U&Es), urine 
analysis (UA) were all within normal limits. Imaging studies 
in the form of abdominal radiography was unremarkable. 
Contrast enhanced computerized tomography (CECT) 
of the abdomen showed a well defined, homogenously 

Figure 1: Contrast enhanced computerized tomography of the abdomen (axial view) showing a well defined, homogenously 
enhancing 2.4x3.7x5.2cm mass in the lower aspect of the left rectus muscle (red arrow) with an attachment to the anterior wall of 
the urinary bladder (yellow arrow).
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extending toward the pelvis in a thick cord-like extension. 
Rectus abdominis was divided 3cm proximal to the tumor 
using an ultrasonic dissector. The tumor including the 
pyramidalis was shaved from symphysis pubis and the 
anterior border of the bladder. Left rectus muscle was 
attached to the right rectus muscle and the lower edge 
by Vicryl 2/0 sutures. The Sheath closed by PDS 0/0 loop. 
Subcutaneous tissue was closed by Vicryl. The skin was 
closed by Prolene. A specimen from the excised tissue 
was sent in formalin container consisting of firm, well-
circumscribed, glistening gray-white muscular piece of 
tissue measuring 7x3x1.5cm (figures 4, 5, 6, 7 and 8). 
Finally pressure dressing was applied. Perioperatively, 
the patient tolerated the procedure and anesthesia well 
without events, and was transferred to the recovery room 
in a good condition. 

During the postoperative care period, the patient did 
not experience any complications apart from minimal pain 
over the surgical site and was discharged on the tenth 
day postoperatively. One week later, he presented to the 
emergency room (ER) concerned of a soaked dressing. 
He did not have any symptoms or signs suggestive of 
inflammatory or infective process. There was no fever, 
nausea, vomiting or change in the sensorium. The 
Abdomen was soft and lax with no signs of peritonism. 
The surgical site was clear and healthy without signs 
of infection with some serosanguinous discharge. An 
abdominal ultrasound (US) was carried out and showed 
fluid collection at the operative site. Ultrasound-guided 

aspiration of collection was done with around 100ml 
aspirate of clear fluid labeled as postoperative seroma. 

To complete the management plan, the patient requires 
postoperative chemotherapy. Patient was sent to a center 
with facilities of oncology and chemoraditherapeautic 
capabilities. Seven months later, upon following up with 
the patient, he completed his chemotherapy course and 
was symptom-free with no complications or concerns. 

Discussion:

Histologically, desmoid tumors (DTs) are defined as 
benign nonencapsulated monoclonal fibrous neoplastic 
proliferation originates from fibroblast cells of the fascia 
or musculoaponeurotic system (MAS). These cells are 
found throughout the body, hence; desmoid tumors can 
occur anywhere but commonly tend to arise more in the 
abdominal wall, intra-abdominal structures, trunk and 
extremities with the highest incidence being from the 
abdominal wall. Pathologically, they do not metastasize 
or differentiate into a high-grade malignancy but tend to 
aggressively invade local structures, and this is why they 
are also known as aggressive fibromatosis (AF). Despite 
being a benign disease, large tumors at critical sites 
cause significant morbidity and mortality. Anatomically, 
they are classified into superficial and deep groups; the 
latter is subdivided to intra-abdominal, extra-abdominal 
and abdominal wall variants. They can occur sporadically 
or within the context of familial adenomatous polyposis 
(FAP). The etiology behind the development of these 

Figure 2: Contrast enhanced computerized tomography of the abdomen (sagittal view) showing a well defined, homogenously 
enhancing 2.4x3.7x5.2cm mass in the lower aspect of the left rectus muscle (red arrow) with an attachment to the anterior wall of 
the urinary bladder (yellow arrow).
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a core needle biopsy (CNB) is mandatory for definitive 
diagnosis [13]. Histopathologically, desmoid tumors have 
different histological patterns with the conventional 
pattern being the most common, which is the typical and 
suggested pattern in our current case. Microscopically, 
using Hematoxylin and Eosin (H&E) stain, it showed 
long sweeping fascicles with elongated, slender, spindle 
cells of uniform appearance and pale cytoplasm set in 
a collagenous stroma with no nuclear hyperchromasia. 
Minimal cytologic atypia and variable mitotic figures 
were present. Thin walled blood vessels were noted, 

Figure 3: Cystogram demonstrating a full bladder with normal 
outlines.

Figure 4: Firm gray-brown muscular pieces of tissue measuring 
7x3x1.5cm. On Cut-section, it shows a well-circumscribed 
gray-white swelling measuring 2x2cm.

Figure 5: Using Hematoxylin and Eosin stain (H&E); section 
shows excisional skeletal muscle biopsy with infiltrative bland 
spindle cells of long sweeping fascicles with thin blood vessels, 
with microhemorrhages, with moderate cellularity and minimal 
atypia, no necrosis, with patchy areas of collagenization, with 
evidence of degenerate skeletal muscle cells with large bizarre 
giant cells with no mitosis, blood vessels, thin veins and thick 
artery with patchy calcification.

Figure 6: Using Hematoxylin and Eosin stain (H&E); section 
shows normal muscle tissue infiltrated by fibrous cells (blue 
arrows).

tumors is unknown, but several risk factors have been 
contributed including hormonal (estrogen), traumatic 
(previous surgeries) and genetic or familial factors (FAP and 
Gardner’s syndrome). Clinically, due to its local infiltrative 
behavioral and compressive effect, desmoid tumors can 
involve multiple organs that result in unusual symptoms. 
Abdominal wall desmoid tumors usually present as an 
abdominal mass rather than abdominal pain or abdominal 
pain while voiding like in our case[9,10,11,12]. 

Diagnosis is made based on clinical, radiological 
and histopathological parameters. Due to the infiltrative 
character of these tumors, imaging studies in the form 
of contrast enhanced computerized tomography (CECT) 
and magnetic resonance imaging (MRI) are valuable 
in assessing theses lesions, but histopathological 
confirmation via a biopsy taken from the tumor through 
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thin veins and thick artery with patchy calcification and 
microhemorrhages were also seen.

Management of aggressive fibromatosis depends on 
many factors with clinical presentation being the most 
important one; hence, every case should be individualized. 
Preservation of functions and structures should be the main 
goal. Current available treatment options include surgery, 
radiotherapy and systemic medical therapy. Function-
sparing surgery that does not leave macroscopic residuals 
in the form of radical surgical resection was the standard 
treatment, with the primary goal always being complete 
excision with negative margins. Local control remains a 
significant problem, with local failure rates reaching up to 
60% at 5 years. This thought to be due to growth factors 
released after surgery, during the initial phase of wound 
healing[14,15]. Depending on the patient’s hemodynamic 
stability and progression rate of the tumor and due to 
high recurrence rate after surgical intervention; a “wait-
and-see” approach was suggested in many cases. Both 
in resectable and unresectable cases, amputation should 
not be the initial treatment in locally advanced AF and the 
consequences of radical excision can be worse than the 
disease itself[16]. 

Radiotherapy has been proposed as an adjuvant 
treatment to surgical resection in cases of positive 
surgical margins or as a primary treatment when surgical 
resection is not feasible or may result in significant loss 
of function. Radiotherapy alone or in combination with 
surgery resulted in better local control than surgery 
alone. Postoperative radiotherapy significantly improved 
progression-free survival rate compared with surgery 
alone[17]. Many medical therapies were suggested 
including hormonal, anti-inflammatory, tyrosine kinase 

Figure 7: Using Hematoxylin and Eosin stain (H&E); section 
shows patchy areas of collagenization (green arrows).

Figure 8: Using Hematoxylin and Eosin stain (H&E); bland spindle 
cells of long sweeping fascicles with moderate cellularity and 
minimal atypia, no necrosis, with patchy areas of collagenization, 
with evidence of degenerate skeletal muscle cells.

inhibitor (TKI) drugs. Tamoxifen in combination with 
anti-inflammatories are more effective than tamoxifen 
alone[18]. Nonsteroidal anti-inflammatory drugs (NSAIDs) 
include sulindac and indomethacin were beneficial 
and better results were seen in combined nonsteroidal 
anti-inflammatory drug with tyrosine kinase inhibitor 
treatment. Cytotoxic drug combinations of doxorubicin 
and DTIC in symptomatic patient showed a significant 
tumor regression clinically and radiologically[19]. 

In patients with locally advanced extremity AF, where 
resection would result in important functional sacrifice, 
isolated limb perfusion (ILP) with tumor necrosis factor-α 
and melphalan is an option and seems to be a very 
effective[20]. Cryoablation appears to be an effective 
alternative treatment of the achievement of local control 
of small and moderately sized extra-abdominal desmoid 
tumors. It is likely of limited use in patients with larger 
tumors that can only be partially treated due to the 
involvement of vital structures[21].

Up to 50% of patients with desmoids benefit from 
a front-line nonaggressive policy, because growth 
arrest is a common feature of this disease. Conversely, 
an aggressive policy (surgery and/or radiotherapy) as a 
primary modality for all patients might treat over 50% 
of them and is associated with significant sequelae 
given that these tumors have a diameter of ~5 cm at 
presentation. Surgical intervention can be disfiguring and 
often requires reconstruction. The majority of patients 
exhibiting indolent disease will respond well to aggressive 
treatments; however, it is likely that their natural history is 
such that they would have had an equally good outcome 
without any intervention. At present, there are no clear 
histological discriminators between the indolent and 



105

G. J. O. Issue 41, 2023

progressive groups. Therefore, an initial watch-and-wait 
policy is advocated in all but a few selected cases such as 
tumors at anatomical locations close to critical structures 
or that are progressing rapidly [22].

Conclusion:

This case represents the first report of desmoid tumor 
of the abdominal wall with urinary bladder involvement 
of an Arab patient who responded well to surgical 
management in conjunction with chemotherapy. Only 
one case has been reported in the literature with similar 
presentation[23]. Desmoid tumors are rare and usually 
benign, and should be included in the differential diagnosis 
of tumors with mesenchymal contents. Desmoid tumors 
remain asymptomatic unless they create pressure on 
surrounding tissues, thus recognizing them may be 
challenging. Although imaging techniques may be helpful 
in identifying the tumor, it is difficult to make a definitive 
diagnosis before surgery, and pathological examinations 
are critically important. Management should be carried by 
a multidisciplinary team in a high-volume center familiar 
with this challenging disease. Wait-and-see strategies 
versus treatment decisions must be balanced against 
the clinical presentation. In our case, the rare and unique 
presentation of a rare tumor makes such case of a value 
and similar cases should be reported worldwide. 
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