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Abstract
Low-grade fibromyxoid sarcoma (LGFMS) is a soft tissue neoplasm that occurs preferentially in young, male
adults as a slowly growing, asymptomatic mass. According to current literature, the most common
anatomical sites where it occurs are the trunk and lower extremities, especially the thigh, perineum, and
groin. The risk factors are still unknown. Surgical intervention (simple resection and wide excision) is
nowadays considered the best treatment option; however, patients require a long follow-up due to the high
recurrence and metastasis rates. We present a low-grade fibromyxoid sarcoma case located in the abdominal
wall of a female Hispanic patient.
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Introduction
Soft tissue tumors are uncommon tumors, accounting for only approximately 1% of cancers in adults [1].
Low-grade fibromyxoid sarcoma (LGFMS), also known as Evans tumor or hyalinizing spindle cell tumor with
giant rosettes, is a distinctive type of soft-tissue sarcoma that is typified by a deceptively benign histologic
appearance and very indolent but fully malignant behavior [2]. LGFMS occurs preferentially in young male
adults [3] and presents as a slowly growing asymptomatic mass on the lower extremities, usually the thigh,
followed by the groin, perineum, and trunk. Other sites include the neck, axilla, chest wall, shoulder,
inguinal region, and rarely the mediastinum, retroperitoneum, mesentery, and pelvis. Most lesions are
localized to the deep soft tissues, including the skeletal muscle [4,5]. In this paper, we report a rare case of
low-grade fibromyxoid sarcoma of the anterior abdominal wall in a young female adult.

Case Presentation
A 32-year-old female patient with no significant past medical history presented to the general surgery
outpatient clinic with a three-year history of an enlarging mass in the right flank region. Upon physical
examination, the mass was well-delimited, firm, attached to deep anatomical planes, and of soft
consistency. Weight loss, fever, or pain were denied. Abdominal ultrasound revealed a 129 x 50 mm solid
nodular mass with heterogeneous echogenicity within the soft tissue. An axial abdominal computed
tomography was then performed, revealing a 10 x 6 x 18 cm cystic mass located between the external and
internal oblique muscles on the right side (Figure 1).
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FIGURE 1: An axial view of abdominal computed tomography shows a
mass between the external and internal oblique muscles on the right
side (red arrow)

The patient underwent a laboratory workup that included a white blood cell count (6.9 × 10⁹/L), hemoglobin
level (13.6 g/dL), hematocrit (40.6%), platelet count (328 × 10⁹/L), and glucose level (88 mg/dL), all of which
were within the reference range. Surgical treatment was decided. A paramedian incision followed by a simple
incision over the external oblique muscle was performed, then the mass was removed through a wide
surgical excision with a safety margin of 2 cm. Intraoperative findings confirmed a solid mass measuring 18
x 10 cm, located between the external and internal oblique muscles of the abdomen without attachment to
them. No abdominal wall reconstruction was needed, and a simple running closure using Polyglactin 910
was performed. On gross examination, the resected specimen consisted of a smooth, oval mass with
congested capillaries (Figure 2) filled with a tan-white solid material (Figures 3A, 3B).
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FIGURE 2: Fresh resection specimen of the mass

FIGURE 3: Internal content of the resected mass
(A) A mass filled with a tan-white solid material; (B) A close-up of the internal content

Histologic analysis revealed a well-delimited neoplasm with fusiform fibroblastic cells with swirling growth
patterns and collagen rosettes in a myxoid stroma. Immunohistochemistry demonstrated positivity for
mucin-4 (MUC-4) and epithelial membrane antigen (EMA), confirming the diagnosis of low-grade
fibromyxoid sarcoma. Consequently, the patient was referred to oncology for follow-up. After two years of
follow-up, imaging showed no evidence of local recurrence or metastasis (Figures 4A, 4B).
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FIGURE 4: Abdominal CT during follow-up
Multiple abdominal CT images: axial view (A), and coronal view (B), demonstrating no evidence of local
recurrence or metastasis. 

The patient currently remains under surveillance.

Discussion
Low-grade fibromyxoid sarcoma was first described by Evans in 1987, who subsequently described additional
cases in 1993 [4]. LGFMS, which commonly occurs in patients between six and 52 years of age (median of 29
years), is more prevalent in men and tends to range from 1.5 to 16 cm in size (maximum diameter) [2]. In our
patient, the age at which LGFMS presented was in accordance with the literature, but the patient’s sex and
tumor size were not within the usual range. The anatomic distribution of the LGFMS is predominant in the
thigh and trunk. Other sites described in reports include the neck, chest wall, back, mesentery, hand,
retroperitoneum, leg, and abdominal wall. In this case, the tumor was located on the abdominal wall, which,
according to current literature, is not a common anatomic site. To date, 13 cases of LGFMS in the abdominal
wall have been reported in a total of 10 articles, of which six were female and seven were male [2, 6-14]
(Table 1).
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Author Year Country Sex Age (years) Largest diameter of the tumor (cm) Surgical Procedure

Van den Bossche et al. [6] 2000 Belgium Female 38 27 Simple resection

Oda et al. [7] 2004 Japan Female 47 4 Simple resection

Guillou et al. [8] 2007 Switzerland Male 35 Unknown Simple resection

Guillou et al. [8] 2007 Switzerland Female 44 2.5 Simple resection

Meng et al. [9] 2008 China Male 41 4 Unknown

Evans et al. [2] 2011 United States Female 22 Unknown Simple resection

Evans et al. [2] 2011 United States Male 21 3 Simple resection

Singh et al. [10] 2012 India Female 30 10 Wide excision

Hashimoto et al. [11] 2016 Japan Male 74 2 Wide excision

Sakaguchi et al. [12] 2016 Japan Male 8 4 Simple resection

Ud Din et al. [13] 2018 United States Female 55 Unknown Simple resection

Ud Din et al. [13] 2018 United States Male 5 8.5 Simple resection

Ronen et al. [14] 2022 United States Male 45 9.2 Unknown

TABLE 1: Low-grade fibromyxoid sarcoma of the abdominal wall (cases reported in the literature)
The table shows the cases of low-grade fibromyxoid sarcoma of the abdominal wall reported up to date, specifying the sex, age, and diameter of the
specimen.

To the best of our knowledge, this is the first case of an Evans tumor located on the abdominal wall reported
in our country.

Rates of local recurrence and distant metastasis have been reported in several articles, ranging from 9% to
73% for local recurrence in a period of up to 15 years and 6% to 45% for metastasis, which may develop in a
period of up to 45 years [2,12]. The treatment reported in the literature that continues to be widely accepted
among different studies and case reports is surgical intervention (including wide excision with a safety
margin and simple resection without a safety margin). However, incompleteness of the excision margin is a
risk factor for recurrence and metastasis [12]. In our patient, management with wide excision with a safety
margin of 2 cm has not shown local recurrence or metastasis in a period of two years.

Although to date the recommended management for LGFMS is complete surgical removal with a margin of
safety and long-term follow-up, more long-term studies must be carried out to assess the effectiveness of
extensive surgery with its subsequent follow-up. The use of chemotherapy and radiotherapy remains
controversial within the current literature [12].

Conclusions
Low-grade fibromyxoid sarcoma of the abdominal wall is an extremely rare neoplasm in an unusual location,
with only a few cases reported in the literature. Surgical intervention is currently the accepted treatment for
LGFMS, with wide excision being the preferred procedure; however, long-term studies must be carried out to
assess its effectiveness. Despite its benign appearance, clinicians must inform patients with LGFMS of the
imperative need for strict subsequent follow-ups due to high local recurrence and metastasis rates.

Additional Information
Disclosures
Human subjects: Consent was obtained or waived by all participants in this study. Conflicts of interest: In
compliance with the ICMJE uniform disclosure form, all authors declare the following: Payment/services
info: All authors have declared that no financial support was received from any organization for the
submitted work. Financial relationships: All authors have declared that they have no financial
relationships at present or within the previous three years with any organizations that might have an
interest in the submitted work. Other relationships: All authors have declared that there are no other
relationships or activities that could appear to have influenced the submitted work.
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