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Abstract

Aggressive fibromatosis is a rare type of intra-abdominal desmoid tumour that usually involves

the small bowel mesentery. It is a locally-invasive lesion, with a high rate of recurrence, but

without metastatic potential. Aggressive fibromatosis is seen more often in young female patients.

This case report presents the radiological, intraoperative and histopathological findings from a

37-year-old female patient that presented with epigastric pain and a palpable mass in the right

hemiabdomen. Histological and immunohistochemical examinations of the resected tumour,

including positive staining for beta-catenin, confirmed a postoperative diagnosis of desmoid

type fibromatosis. This specific case showed that desmoid type fibromatosis of the colon can

mimic gastrointestinal stromal tumours (GIST) based on its clinical presentation, computed

tomography and magnetic resonance imaging findings. Differential diagnosis between desmoid

type fibromatosis and GIST is clinically very important due to the different treatments and follow-

up protocols that are implemented for these lesions.
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Introduction

Aggressive fibromatosis is a rare locally-
invasive tumour that usually involves the
mesentery.1,2 It is predominantly a benign
tumour without metastatic potential, but it
has a local aggressive effect on surrounding
structures and it is associated with a high
recurrence rate.1,3 Desmoid type fibromato-
sis (DTF) is radiologically difficult to dis-
tinguish from mesenchymal tumours, which
have malignant potential, so misdiagnosis
may lead to inadequate therapy.2

This current case report describes a
37-year-old female patient with epigastric
pain and a palpable abdominal mass
caused by DTF. However, the preoperative
computed tomography (CT) and magnetic
resonance imaging (MRI) findings sug-
gested a gastrointestinal stromal tumour
(GIST) involving the right colon.

Case report

A 37-year-old female presented in
September 2019 to the Clinic for Digestive
Surgery, University Clinical Centre of
Serbia, Belgrade, Serbia with abdominal
pain and a palpable mass in the right hemi-
abdomen. The patient had no comorbidities
or a history of previous surgical procedures.
The physical examination was otherwise
normal. Laboratory findings were unre-
markable. Abdominal CT showed an
oval, sharply marginated, heterogeneous,
mass-like lesion in the wall of the right
colon that was 110� 95� 90mm in size
(Figure 1). A postcontrast CT examination
of the tumour showed heterogeneous
enhancement. On MRI, the tumour dis-
played heterogeneous signal intensity on
T2-weighted images with irregular areas of
hyperintensity (Figure 2).

Figure 1. Axial (a), coronal (b) and sagittal (c) contrast-enhanced computed tomography of the abdomen in
the portovenous phase of a 37-year-old female that presented with abdominal pain and a palpable mass in
the right hemiabdomen showing a sharply marginated solid submucosal mass attached to the caecum wall
(arrows).

2 Journal of International Medical Research



This well-circumscribed, solid submuco-
sal tumour was highly suspicious for GIST.
The patient underwent surgery after written
informed consent was obtained. A well-
marginated mass that invaded the wall of
the caecum and small bowel mesentery

near the terminal ileum was found
intraoperatively (Figure 3a). Thus, a right
hemicolectomy with partial resection of
the terminal ileum was performed, with
latero-lateral ileocolonic anastomosis.
Histological examination revealed

Figure 2. Coronal T2-weighted (a) and T2-weighted fat suppressed axial magnetic resonance images (b) of
a 37-year-old female that presented with abdominal pain and a palpable mass in the right hemiabdomen
showing variable signal intensity of the lesion with irregular internal areas of hyperintensity (arrows).

Figure 3. Macroscopic image of the resected specimen from a 37-year-old female that presented with
abdominal pain and a palpable mass in the right hemiabdomen, which shows a well-circumscribed mass that
invaded the caecum wall and small bowel mesentery near the terminal ileum without mucosal infiltration (a).
Representative photomicrographs of the tumour showing the immunohistochemical staining for beta-cat-
enin. Scale bar 500 mm (inset image, scale bar 250 mm) (b). The colour version of this figure is available at:
http://imr.sagepub.com.
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mesenchymal proliferation with uniform

bland spindle-shaped cells in long ‘sweep-

ing’ fascicles or loose, vague storiform

arrays. Moreover, medium-sized stromal

blood vessels with some perivascular hyali-

nization and smaller vessels often elongated

and compressed between lesional fascicles

were found. Further immunohistochemical

examination showed nuclear immunohisto-

chemical identification of beta-catenin

(inset in Figure 3b) and the diagnosis of

DTF was made. At 1 year after surgery,

the patient remains disease free and has

no signs of disease recurrence.
All patient data in the present case were

de-identified to ensure that the patient

remained anonymous. Ethical approval

was not required as the patient underwent

standard medical and surgical treatment.

Verbal consent was obtained from the

patient for publication of this case report

and the images included herein.

Discussion

Intra-abdominal desmoid tumours repre-

sents a type of fibroblastic proliferation

with a tendency for local invasion, a high

recurrence rate and no metastatic poten-

tial.1 Based on the location, desmoid

tumours are divided into extra-abdominal,

intra-abdominal and abdominal wall des-

moids.1 Among all groups, intra-

abdominal desmoids have the highest local

recurrence rates.4 Solitary intestinal des-

moid tumours are extremely rare, especially

those located in the colon.3 These tumours

have been classified into four groups:

(i) tumours with spontaneous resolution;

(ii) tumours with cycles of progression

and resolution; (iii) tumours that remain

stable; and (iv) neoplasms with aggressive

progression.5

Intra-abdominal desmoid tumours are

locally aggressive lesions, which can cause

ureteric and intestinal obstruction, or
vascular and neural compression.5

Complications occur if mesenteric vessels
or abdominal organs are involved with con-
sequent ischaemia, perforation, fistula for-
mation and gastrointestinal or intratumoral
bleeding.4

Desmoid type fibromatosis usually
presents as well-defined homogenous
lesions, iso- or hyperdense on CT with
very rare necrotic changes.2 In contrast,
large GISTs are mostly inhomogeneous
tumours with frequent central zones of
necrosis and haemorrhage.5 MRI is the pre-
ferred imaging modality for the diagnosis of
DTF as these lesions are mainly hypoin-
tense on T1-weighted images with variable
signal intensity on T2-weighted images.2,6

In the majority of cases, DTF are hypoin-
tense on T2-weighted images due to a rich
fibrous content as compared with GISTs,
which are commonly slightly hyperintense.5

Therefore, large and homogenous tumours
without internal necrosis and haemorrhage
are highly suggestive of aggressive fibroma-
tosis. However, in clinical practice, it is not
easy to make a differential diagnosis among
these lesions. In the present case, the het-
erogeneous appearance of the lesion on
T2-weighted MRI scans, its clear demarca-
tion and the submucosal propagation led to
a preoperative diagnosis of GIST. A defi-
nite diagnosis of mesenteric fibromatosis is
based on microscopic and immunohisto-
chemical examination.5 In doubtful cases,
expression of beta-catenin helps in the dif-
ferential diagnosis.2 Desmoids do not
express CD34 and S100 protein, in contrast
to GISTs.2 To the best of our knowledge,
this is the second case of a colonic desmoid
type of fibromatosis reported in the pub-
lished literature. In this regard, intra-
abdominal desmoid tumours present a diag-
nostic challenge and should be considered
in cases where mesenchymal tumours are
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attached to the bowel wall with mesenteric

involvement.5 In addition, the typical MRI

and CT appearance of this rare entity could

help in the preoperative distinction between

DTF and more common gastrointestinal

stromal tumours.
The management of DTF tends to be

individualized. Surgery is the most

common therapeutic choice, which due to

the high rate of recurrence is usually fol-

lowed with additional therapeutic

options.2,6 Radiotherapy can be used for

the treatment of recurrent tumours, unre-

sectable lesions or in cases of R1/R2 resec-

tion.6,7 Chemotherapy, antihormonal

therapies, non-steroidal anti-inflammatory

drugs with or without hormonal manipula-

tion and tyrosine kinase inhibitors can be

considered as systemic treatment options.6

A randomized, multicentre, two phase

study (DESMOPAZ) showed that pazopa-

nib is a sustainable option for the treatment

of DTF.8 In cases, like this current patient,

with a resectable intra-abdominal tumour,

wide resection with tumour-free margins

remains the most effective treatment.6

Taking into account the unpredictable clin-

ical behaviour of this disease and the toxic

effect of therapeutic options, the initial

approach of simple observation has

become a standard after curative surgery,

as was the case in this current patient.

Despite all therapeutic options, the recur-

rence rate remains very high at 24–77%.1,9

Therefore, these patents should be rigorous-

ly monitored with regular CT or MRI

examinations every 3–6 months for 2–3

years and then annually therafter.10
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