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Abstract

Background
Desmoid tumours are rare fibroblastic tumours. They have a high rate of recurrence and can be locally destructive. Comprehen-
sive Rehabilitation Services in Uganda (CoRSU) runs CoRSU Rehabilitation Hospital in Kampala, Uganda, where the encountered 
desmoid tumours are often managed surgically. This study aimed to describe the demographics and management of patients 
presenting to CoRSU with desmoid tumours.

Methods
The CoRSU database was searched for any patients with diagnoses of “desmoid tumour” or “fibromatosis”. Histopathology reports 
were assessed to confirm diagnoses and patient eligibility. Descriptive statistics were calculated using the demographic and clin-
ical data of the eligible patients.

Results
The initial database query returned 19 records of patients diagnosed with desmoid tumours. Two patients were excluded due to 
a lack of histopathologic data confirming their diagnoses, and a further 3 records had histopathologic findings that contradicted 
a desmoid tumour diagnosis. Fourteen patients with suitable histopathologic reports were included in the analysis: 6 males and 
8 females, with a median age of 12 years (range, 5-35 years) at diagnosis. The most common tumour sites were the extremities, 
limb girdles, and chest wall. Three patients had at least 1 recurrence, each of whom had a primary tumour in the extremities or 
limb girdles.

Conclusions
In our small retrospective series, we observed that the demographic characteristics of desmoid tumour patients managed at CoR-
SU Rehabilitation Hospital were similar to those reported for desmoid tumour patients elsewhere in the world. Younger patients 
more commonly developed extra-abdominal tumours, and abdominal tumours only occurred among patients aged 15 years or 
older. Most patients were managed surgically, in line with current recommendations.
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Introduction 

Desmoid tumours are rare benign fibroblastic tumours. 
They comprise about 0.03% of all malignancies, with 

an incidence of about 3 to 4 cases per 1 million people in 
the United States.[1] They do not metastasize but can be lo-
cally aggressive. Desmoid tumours can recur, making man-
agement difficult, especially when they recur in a function-
ally important site. They are often managed surgically, but 
current evidence suggests that they may be managed using 

radiotherapy and chemotherapy, either alone or as adjuncts 
to surgery.[2]-[4] They tend to occur in younger patients, 
with a peak incidence around 30 years of age.[5],[6] There is 
a relatively high desmoid tumour incidence among women 
of childbearing age, suggesting a possible association with 
oestrogen.[7] Desmoid tumours have been linked to genetic 
syndromes, such as familial adenomatous polyposis syn-
drome and Gardner syndrome.[7],[8] They can occur any-
where in the body, although the most common sites among 
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children tend to be the limbs and limb girdles, while among 
adults, the tumours are more frequently in the abdominal 
region.[8] They can occur at sites of previous trauma, includ-
ing surgical sites.

Patients with desmoid tumours most commonly present 
with a palpable mass or a painful mass, and tumours are of-
ten described as hard, fibrous lumps. Associated local lym-
phadenopathy is more characteristic of malignant sarcomas, 
such as dermatofibrosarcoma protuberans.[7] Magnetic res-
onance imaging (MRI) is the most effective imaging modal-
ity for diagnosing desmoid tumours.[3] A definitive diagno-
sis can be made via biopsy, such as core or excisional biopsy. 
Histologically, desmoid tumours can grossly be described as 
“fibroblastic spindle cell proliferation with wavy nuclei”[9] 
and can be similar to fibrosarcomas or myxofibrosarcomas, 
which also have an infiltrative pattern.[9] This highlights the 

importance of sending large, high-quality samples for histo-
pathologic examination (as a small tumour specimen may 
be indistinguishable from other tumour types), as well as the 
importance of full, detailed histopathology reports.

Methods
Data were collected from the patient database at a specialized 
surgical facility in Kampala, Uganda, run by Comprehensive 
Rehabilitation Services in Uganda (CoRSU). We searched 
the database at CoRSU Rehabilitation Hospital using the 
queries “desmoid tumour” and “fibromatosis”. Histopathol-
ogy reports were then assessed to confirm diagnoses and 
patient eligibility. Biopsies for the patients included in this 
study were processed and evaluated by a private histopathol-
ogy laboratory (Surgpath Medical Consultants, Kampala, 
Uganda). For the majority of patients, there were 2 reports: 
the first reporting the results of an initial smaller (core) bi-
opsy examination and the second reporting an excisional bi-
opsy result. The second report was weighted more strongly 
when determining patient eligibility, as desmoid tumours are 
known to be confused with other tumour types when only a 
small sample is assessed.

Descriptive statistics were calculated using the demo-
graphic and clinical data of the eligible patients. Results are 
presented as frequencies and percentages.

Results
The initial database search returned 19 patient records re-
porting desmoid tumour diagnoses. Three histopathology 
reports indicated diagnoses (fibromyxoid sarcoma, neurofi-
broma, and keloid) other than desmoid tumours, and these 
records were excluded from the analysis. Two patients were 
excluded due to a lack of histopathologic data confirming 
their desmoid tumour diagnoses.

The 14 patients included in the study were all treated 
at CoRSU Rehabilitation Hospital between 2010 and 2019. 
There were 6 males and 8 females, with a median age of 12 
years (range, 5-35 years; mean, 14 years). Most of the pa-
tients were managed surgically, with surgery only (n=10, 
71%) being the most common treatment (Table 1). Two pa-
tients (14%) underwent surgery and chemotherapy, 1 (7%) 
was treated with tamoxifen and chemotherapy, and another 
patient was managed palliatively. Tumour resections were 
carried out with wide surgical margins. Most patients had a 
single operation, but 2 patients each had 2 operations, and 1 
underwent 4 operations because of tumour recurrences.

The most common tumour sites were the extremities and 
limb girdles. Specifically, there were 3 extremity tumours 
and 8 limb-girdle tumours. There were 2 abdominal wall tu-
mours, and there was 1 tumour of the posterior neck.

Tumour location by age
There was a higher prevalence of extra-abdominal tumours 
than abdominal tumours among patients under 15 years of 
age (Table 2). Among patients older than 15 years, abdomi-
nal and extra-abdominal tumours were equally common. 
Tumours defined as “abdominal” included both abdominal 

Table 1. Demographic and clinical characteristics of 
patients with desmoid tumours managed at a private 
rehabilitation hospital in Kampala, Uganda (N=14)

Characteristic n (%) 

Age, years

≤10 5 (36)

10≤15 5 (36)

15≤20 1 (7)

20≤25 1 (7)

25≤30 1 (7)

≤30 1 (7)

Management

Surgery only 10 (71)

Surgery and chemotherapy 2 (14)

Tamoxifen and chemotherapy 1 (7)

Palliative care 1 (7)

Number of operations

0 3 (21)

1 8 (57)

2 2 (14)

3 0 (0)

4 1 (7)

Tumour site

Abdominal wall 2 (14)

Retroperitoneal/pelvic 0 (0)

Extremities/girdles 11 (79)

Head & neck/intrathoracic 1 (7)

Intra-abdominal 0 (0)
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wall tumours and intra-abdominal tumours. Extra-abdom-
inal tumours include those involving the extremities, the 
limb girdles, head, neck, and thoracic wall.

Clinical appearance
Clinically, the tumours were firm, smooth, and often adher-
ent to local structures. In some cases, they were large enough 
to restrict or alter movement in areas such as the gluteal re-
gion or shoulder girdle. They did not always present with 
pain; however, in certain cases, nerves had clearly been af-
fected. Some tumours were associated with altered sensa-
tion, including tingling or numbness. One patient developed 
a foot drop resulting from compression of the sciatic nerve.

Imaging
Most of the patients (n=12, 86%) underwent computed to-
mography (CT) imaging (Figure 1, Figure 2). The 1 patient 
(7%) who underwent MRI was a young female with a right 
forearm tumour that was managed surgically.

Follow-up and recurrences
Among the patients who underwent operative management, 
3 (21%) developed recurrences within a mean follow-up 
duration of 255 days (range, 0-615 days) from their initial 
consultations at CoRSU Rehabilitation Hospital. The median 
age of patients who experienced tumour recurrence was 12 
years, and the median interval until a first recurrence was 
567 postoperative days (range, 176-1461 days), with index 
operations performed either at CoRSU Rehabilitation Hos-
pital or elsewhere before patients presented to CoRSU.

Discussion
In this retrospective study, the majority of patients were 
managed surgically. This is in line with the European Or-
ganisation for Research and Treatment of Cancer/Soft Tissue 
and Bone Sarcoma Group initiative, which recommends that 
symptomatic patients with operable tumour masses should 
be offered surgery.[3] Radical resection achieving negative 
margins offers the best chance of complete remission. How-
ever, research suggests that adjuvant radiotherapy, given 
after surgery in cases of recurrent tumours, can reduce the 
chance of further recurrence.

A similar retrospective review was conducted at Groote 
Schuur Hospital in Cape Town, South Africa, including all 
desmoid tumours (N=70) encountered at the hospital be-
tween 2003 and 2016.[10] That study, conducted at a large 
tertiary facility, had a larger sample size than ours, as well 
as an older overall median age (36.5 years at diagnosis vs 12 
years in our study) and an older mean age (25 years vs 11 
years in our study) among patients who experienced tumour 
recurrence.

Table 2. Frequency of extra-abdominal and abdominal 
tumours by sex and recurrence status among patients 
with desmoid tumours managed at a private rehabilitation 
hospital in Kampala, Uganda (N=14)

Variable
n (%)

Extra-abdominal Abdominal

Males

<15 years old 4 (29) 0 (0)

≥15 years old 2 (14) 0 (0)

Females

<15 years old 6 (43) 0 (0)

≥15 years old 0 (0) 2 (14)

Recurrence

Yes 3 (21) 0 (0)

No 9 (64) 2 (14)

Figure 2. Computed tomography image of a 
shoulder-girdle desmoid tumour of a young 
male patient
This tumour was considered inoperable because it 
had invaded the pleural cavity.

Figure 1. Computed tomography image of 
desmoid tumour on the abdominal wall of a 
female patient
This tumour was later successfully resected.
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As with most soft tissue tumours, CT and MRI are rec-
ommended to provide appropriate preoperative assessments 
for patients with desmoid tumours. MRI can give surgeons 
a more detailed picture of the surgical prognosis. On CT, 
desmoid tumours can appear sharply defined, as is usually 
the case with abdominal wall tumours, or with less well-
defined margins, as is often seen in association with extra-
abdominal tumours. On contrast-enhanced scans, desmoid 
tumours are usually isodense or hyperdense relative to adja-
cent muscle. Where MRI is available, different signal intensi-
ties can indicate different phases of the tumour lifecycle.[11] 
However, for most of the patients presenting to CoRSU, MRI 
is prohibitively expensive.

As is best practice, tumour resections for the patients at 
CoRSU were carried out with wide surgical margins. This 
can be challenging due to the locations of adjacent struc-
tures, particularly with extra-abdominal tumours in areas 
such as the limb girdles. Here, removing the tumour has to 
be balanced against the possibility of inducing disability, for 
example, by resecting neurovascular bundles which have 
been invaded by the tumour. The literature suggests that 
abdominal wall tumours may sometimes be more straight-
forward to remove[8] and, thus, are less likely to recur than 
limb tumours.

High-dose tamoxifen (in combination with sulindac) 
has been associated with limited toxicity; however, 1 study 
found that desmoid tumours responded minimally to the 
combination and that tamoxifen plus sulindac had little ef-
fect on progression-free survival.[12] One of the patients 
seen at CoRSU for assessment was previously given tamox-
ifen at another centre alongside 4 cycles of chemotherapy 
for an inoperable tumour. Some success was achieved in 
shrinking the tumour, but the patient never reached full 
remission with this treatment. Some authors have sug-
gested nonsteroidal anti-inflammatory drugs as a treatment 
for desmoid tumours, although there is debate about their 
effectiveness.[9],[13] Four of the patients at CoRSU were 
given nonsteroidal anti-inflammatory medication—either 
meloxicam or lornoxicam—with limited effect, and 3 of 
these 4 patients experienced tumour recurrence.

Despite guidelines largely recommending surgical man-
agement of resectable tumours, there is some limited evi-
dence supporting the use of chemotherapy.[3],[5] One pub-
lished case report describes a young Rwandan child who 
received chemotherapy before surgery, which helped reduce 
the size of a large and aggressive facial tumour to allow for 
resection.[14] This patient appears to have done remark-
ably well, although it is not clear from the report whether he 
developed a recurrence later down the line. Neither of the 
patients in our study who received chemotherapy before sur-
gery developed recurrences.

This study was limited by its small sample size as well as 
the loss of patients to follow-up. However, there are still les-
sons to be learned from this review. The practice of sending 
the entire tumour specimen for histopathologic examination 
after resection helps rule out malignancy. Surgical manage-
ment for growing but resectable tumours has been beneficial 
when wide surgical margins are feasible.

Conclusions
Desmoid tumours, although benign, can cause significant 
morbidity and mortality due to their infiltrative nature. Ex-
tra-abdominal tumours, particularly limb tumours, are more 
likely to recur and are more likely to occur in children. Ab-
dominal tumours, on the other hand, are more likely to occur 
in women of childbearing age and are less likely to recur. It is 
important to send high-quality, adequately sized specimens 
for histopathologic examination and to send the fully excised 
tumour for analysis, as desmoid tumours can be misdiag-
nosed as other tumours with similar appearances and vice 
versa. Surgical management is the first-line treatment if the 
tumour is resectable and can be done for debulking purposes 
as an adjunct to other treatments. Radiotherapy has been de-
scribed as a good adjunct to surgery for recurrent tumours, 
and it can be used to treat inoperable tumours.

The management of these tumours at CoRSU Rehabilita-
tion Hospital has followed best-practice guidelines as much 
as possible, given some limitations, such as resources for as-
sessment, most notably MRI. In the future, more patients 
will likely be encouraged to undergo adjuvant treatments af-
ter surgery, such as radiotherapy, as studies have shown that 
this may reduce the number of patients undergoing multiple 
operations for these rare tumours.
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