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ABSTRACT
A 27-year-old woman was confirmed to have extraabdominal desmoid-type 
fibromatosis. Desmoid-type fibromatosis is a very rare connective tissue neoplasm 
with the extraabdominal type even more rare. It is most commonly found in proximal 
structures such as shoulders, neck, chest, and extremities. There are few case reports 
for desmoid-type fibromatosis located in paraspinal soft tissue. We report a case of 
desmoid-type fibromatosis mimicking a myxofibrosarcoma.

Teaching Point: Even if there are suggestive findings for malignant soft tissue tumor on 
radiologic evaluation, histological confirmation is necessary before surgical treatment.
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INTRODUCTION

Extraabdominal desmoid-type fibromatosis (DF) is a very 
rare condition that arises from the musculoaponeurotic 
structures [1, 2]. Although pathologically benign 
and slowly growing, it can be locally infiltrative and 
proliferative tumors [1]. Because of their deep location, 
infiltrative growth pattern into adjacent subcutaneous 
tissue or muscle and its myxoid or fibrotic contents 
can mimic malignant soft tissue tumors. Therefore, it is 
difficult to differentiate based on these imaging findings.

The purpose of this case report is to inform that it 
is necessary to confirm the diagnosis by preoperative 
biopsy, even if there are imaging findings highly 
suggestive for malignancy.

CASE HISTORY 

A 27-year-old woman presented with localized swelling 
and back pain for seven months. She had a history that 
included a traffic accident 21 months ago and had 
immediate T5 and T6 corpectomy with posterior fixation. 
Clinical examination revealed localized tenderness 
adjacent to the lower part of the operation scar on 
the back. The patient had no neurologic symptom or 
specific familial history. Contrast-enhanced computed 
tomography (CT) revealed a heterogeneously enhancing 
mass, located in the left posterior paraspinal soft tissue 
(Figure 1). Magnetic resonance imaging (MRI) showed a 
well-defined 9.0cm mass between the left erector spinae 
abutting the trapezius muscle (Figure 2). This mass 
showed T1 isointensity (Figure 2C), T2 hyperintensity 
(Figure 2A and 2D), intense contrast enhancement 
(Figure 2B), inner linear fibrotic component, and deep 
intermuscular location with tail sign. These imaging 
findings were consistent with the preprocedural working 
diagnosis of myxofibrosarcoma. Ultrasonography guided 

biopsy (Figure 3) was performed and pathologically 
confirmed extraabdominal DF.

COMMENT

DF is a locally aggressive fibroblast and myofibroblast 
neoplasm, usually found in the deep intermuscular 
spaces of soft tissue. In addition, DF shows an invasive 
growth pattern and tends to have considerable rate 
of local recurrence after treatment [2]. Patients often 
report symptoms like a painless palpable mass in 
the lower extremity (e.g., thigh, foot, or ankle), upper 
extremity (e.g., shoulder or hand), or the head and neck 
[3]. DF occurs more frequently in females than males 
and between puberty and 40-year-old. Patients under 
the age of 30 years have a higher recurrence rate than 
those over their thirties. Factors associated with disease 
progression include changes in systemic hormones, prior 
trauma, surgical history, and pregnancy [1].  

MRI is the most reliable technique for diagnosing DF 
which shows iso- to mildly hyperintense relative to muscle 
on T1-weighted images, and iso- to hyperintense relative 
to muscle on T2-weighted images with inner band-like 
areas showing low signal intensity (SI). However, because 
of the heterogeneity of the lesion, malignancy cannot be 
excluded on imaging. In our case, the large sized mass 
located in subfascial area of back muscles with T2 bright 
high SI and intense contrast enhancement suggested a 
myxoid component. Furthermore, the fibrotic band and 
peripheral tail sign, which are well-recognized prognostic 
factors of soft tissue sarcoma [4], were also shown. All 
these findings on MRI prior to biopsies raised suspicion of 
a malignant tumor such as myxofibrosarcoma. Therefore, 
biopsy and histopathologic confirmation had to be 
performed for appropriate therapeutic management. 

For treatment of extraabdominal DF, surgical 
excision and/or radiation therapy can be considered. 

Figure 1 Arterial (left) and portal (right) phase on contrast-enhanced CT show a heterogeneously enhancing mass (arrows) in the left 
posterior paravertebral region of thoracic spine, centered on muscle group. 
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Hormonal therapy, such as tamoxifen or progesterone, 
or chemotherapy also may be considered for not 
easily resectable lesions [1]. Nevertheless, the local 
recurrence rate of extraabdominal DF is reported up 
to 77% [1, 5, 6]. Some studies report that this high 
local recurrence rate after surgical excision makes 
the ultimate outcome similar to observation or 
conservative treatment [6, 7].

Although clinical and radiological evaluations suggest 
malignancy, histological confirmation before active 
treatment is essential.
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Figure 2 Contrast-enhanced thoracic spine MRI with sagittal (A, B) and axial (C, D) planes shows a well-defined 9.0 cm sized mass 
between the left erector spinae and lower part of trapezius muscle. This mass shows T1 isointensity (C), T2 hyperinensity (A, D), and 
intense contrast enhancement suggesting myxoid component (B), intralesional linear fibrotic component, and subfascial location 
with tail sign (arrow).

Figure 3 Ultrasonography shows heterogeneous hypoechoic 
mass with hyperechoic septum in the intermuscular 
space between erector spinae and trapezius muscles. 
Ultrasonography guided biopsy was performed with semi-
automated co-axial needle. The specimen notch (arrowheads) 
located in solid enhancing portion based on MRI. 
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