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Low-grade Endometrial Stromal Sarcoma Presenting as a Sigmoid Mass
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Low-grade endometrial stromal sarcoma (LG-ESS) is a very rare mesenchymal neoplasm of the uterus. LG-ESS can recur or meta-
stasize to extrauterine sites, such as the pelvis, peritoneal cavity, and vagina, but rarely to the lung, liver, heart, bone, and colon. A 
42-year-old female patient was transferred from an outside clinic for an evaluation of constipation. EUS revealed a 5 cm hypo-
echoic lesion with a regular margin, probably arising from the 4th layer (muscular propria) at the sigmoid colon level. CT revealed 
a 7-cm homogenous enhancing mass lesion at the pelvic cavity and multiple enlarged lymph nodes in the sigmoid mesocolon. 
The patient underwent an anterior resection, and the diagnosis based on the biopsy result was LG-ESS. After a multidisciplinary 
discussion, she underwent a bilateral salpingo-oophorectomy. Small nodules found in the endometrium were identified as LG-ESS 
by a biopsy. This paper reports a case of metastatic LG-ESS presenting as a solitary sigmoid tumor without intrauterine lesions 
through preoperative examinations and discusses the characteristics of this neoplasm with reference to the relevant literature.
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INTRODUCTION

Low-grade endometrial stromal sarcoma (LG-ESS) is a very 

rare mesenchymal neoplasm of the uterus, accounting for 

0.2% of all uterine malignancies. The disease often has 

low-grade, slow-growing, and indolent features. On the other 

hand, metastasis or recurrence can occur occasionally after 

a long period. LG-ESS can recur or frequently metastasize 

to extrauterine sites, such as the pelvis, peritoneal cavity, and 

vagina, but rarely to the lung, liver, heart, bone, and colon.1-6 

On the other hand, a diagnosis of extrauterine LG-ESS in the 

absence of intrauterine lesions in preoperative examinations 

is difficult. This paper reports a case of metastatic LG-ESS 

presenting as a solitary sigmoid tumor without intrauterine 

lesions in preoperative examinations and discusses the char-

acteristics of this neoplasm with reference to the literature.

CASE REPORT

The Institutional Review Board of Wonkwang University 

Hospital (WKUH 2019-08-010) approved this study, and in-

formed consent was waived. A 42-year-old female patient was 

transferred from an outside clinic for constipation that had 

lasted for 2 months. In a previous sigmoidoscopy performed 



 Ahn SR and Lee JH. LG-ESS Presenting as a Sigmoid Mass 323

Vol. 76 No. 6, December 2020

Fig. 1. A 5cm hypoechoic mass lesion with regular margin probably arising from the 4th layer (muscular propria) at the sigmoid colon level
was detected by endoscopic ultrasonography.

Fig. 2. A 7-cm homogenous enhancing mass lesion was detected at the pelvic cavity and multiple enlarged lymph nodes in the sigmoid
mesocolon by computed tomography (yellow arrow). The origin of the mass was unclear as it was adjacent to the cervix. 

at an outside clinic, an approximately 5-cm subepithelial tu-

mor was detected in the sigmoid colon. She had a medical 

history of appendectomy and uterine myomectomy. The pa-

tient’s blood pressure, pulse rate, and body temperature were 

110/70 mm/Hg, 70 beats/min, and 36.5℃, respectively. The 

patient’s laboratory test results were as follows: hemoglobin, 

9.5 g/dL; white blood cell count, 4.52×103/mm3; carcinoem-

bryonic antigen, 1.08 ng/mL. The other blood chemistry pa-

rameters and tumor markers were within the normal limits. 

She underwent EUS to evaluate the subepithelial tumor, which 

revealed a 5 cm hypoechoic lesion with a regular margin prob-

ably arising from the 4th layer (muscular propria) at the sig-

moid colon level. A biopsy was not performed because of mini-

mal changes in the mucosa (Fig. 1).

CT showed a 7-cm homogenous enhancing mass lesion 

at the pelvic cavity and multiple enlarged lymph nodes in the 

sigmoid mesocolon. The mass appeared to be a subepithelial 

lesion of the sigmoid colon, but its origin was unclear because 
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Fig. 3. A 7×5-cm mass lesion at the sigmoid was revealed by 
operative findings.

Fig. 4. A sheet of monomorphic spindle cells with scant cytoplasm and round or ovoid nuclei with dispersed chromatin were observed in the
pathological findings (H&E, ×40). Immunochemical staining for CD10 was strongly positive (CD10, ×40).

it was adjacent to the cervix (Fig. 2). Therefore, a MRI scan 

was performed to confirm the origin of the tumor, and a gyne-

cological consultation was performed. MRI showed that the 

tumor was separated from the cervix. On the other hand, it 

was still adjacent to the cervix, suggesting an invasion, and 

there were no unusual findings in the uterus, except for myoma 

degeneration. In January 2019, the patient underwent a lapa-

roscopic anterior resection under the suspicion of a sub-

epithelial tumor, such as gastrointestinal stromal tumors. The 

surgical findings revealed a 7×5 cm mass lesion at the sig-

moid and multiple peritoneal nodules in the sigmoid meso-

colon (Fig. 3). The main mass was adjacent to the cervix, 

but a dissection was successfully achieved. A frozen biopsy 

of the peritoneal nodule in the sigmoid mesocolon was con-

ducted, and the result revealed endometriosis. A hysterectomy 

was not performed because there were no abnormal findings 

in the uterus. Pathologically, the mass showed a sheet of mon-

omorphic spindle cells with scant cytoplasm and round or 

ovoid nuclei with dispersed chromatin. The mitotic features 

were infrequent. Immunochemical staining for CD10, estrogen 

receptor (ER), and progesterone receptor (PR) was strongly 

positive (Fig. 4). The tumor had not metastasized to the lymph 

node (0/10).

The diagnosis based on the biopsy result was LG-ESS. After 

diagnosis, PET/CT, gynecological consultation, and multi-

disciplinary discussion were conducted to confirm the extra-

uterine ESS by checking the intrauterine lesions. Although 

there were no abnormal findings in the PET/CT, a multi-

disciplinary discussion led to a hysterectomy and bilateral sal-

pingo-oophorectomy (TAH-BSO). Six months after the initial 

surgery, the patient underwent TAH-BSO. Small nodules were 

found in the endometrium, and the biopsy identified them 

as low-grade ESS. The final diagnosis confirmed that the 

metastatic ESS was a sigmoid tumor. The patient will continue 

to receive gynecological treatment, including hormone therapy 

after recovery.

DISCUSSION

LG-ESS is a rare mesenchymal tumor of the uterus that 

consists of cells resembling proliferative endometrial stromal 

tissue. Traditionally, malignant ESS had been divided into low- 

and high-grade groups according to the mitotic index. On the 
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other hand, ESS is re-classified into four subgroups according 

to the 2014 World Health Organization classification, includ-

ing endometrial stromal nodule (ESN), LG-ESS, high-grade 

ESS, and undifferentiated uterine sarcoma. ESN is a benign 

lesion, and its morphological, immunochemical, and molec-

ular characteristics are similar to those of LG-ESS. Compared 

to ESN, LG-ESS can be distinguished by its invasion into the 

myometrium and exhibiting an infiltrative growth pattern. 

High-grade ESS involves a chromosomal translocation of 

YWHAE-FAM22, characterized by uniform but more atypical 

neoplastic cells. Undifferentiated uterine sarcoma is a highly 

malignant sarcoma that lacks endometrial stromal differ-

entiation and presents a complex karyotype without specific 

translocation. Among them, LG-ESS is an indolent tumor with 

a better prognosis.7-9 On the other hand, approximately 50% 

of patients with LG-ESS show recurrent disease, and recur-

rences or metastases are detected after a long period. The 

common site of metastasis or recurrence is the vagina, pelvis, 

and peritoneal cavity, but rarely the lung, liver, heart, bone, 

and colon. In addition, it can seldom occur at the extrauterine 

site, including the gastrointestinal tract, without a primary le-

sion of the uterus associated with endometriosis.1,2,10

The patient did not complain of gynecological symptoms, 

including vaginal bleeding or pelvic pain, but merely visited 

the hospital for constipation. The extrauterine lesion was iden-

tified by colonoscopy first. Before surgery, this lesion was sus-

pected to be a GIST based on the colonoscopy findings and 

imaging studies because there were no intrauterine lesions 

in the preoperative examinations. On the other hand, the biop-

sy result of the colon lesion confirmed it to be LG-ESS. 

TAH-BSO was performed after a multidisciplinary discussion. 

As a result, the lesion was finally confirmed to be a metastatic 

LG-ESS case through the subsequent biopsy results after 

TAH-BSO. Therefore, if extrauterine lesions are found first, a 

close evaluation of the uterus should be conducted to confirm 

the presence of a primary lesion because an extrauterine ESS 

is extremely rare. In addition, since LG-ESS tends to recur 

or metastasize, it is necessary to recheck the previous biopsy 

results to determine if a hysterectomy had been performed 

previously. Furthermore, in cases of LG-ESS occurring in the 

extrauterine site, particularly the gastrointestinal tract, it is 

necessary to distinguish it from other mesenchymal tumors. 

Most other mesenchymal tumors can be excluded based on 

their histological characteristics. On the other hand, they have 

the potential to be confused as GISTs. Immunohistochemical 

staining might help distinguish both tumors. Although GIST 

is positive for CD34 and CD117, LG ESS is positive for CD10, 

ER, and PR.3,10

The standard treatment for primary LG-ESS is a surgical 

resection. Some investigators have proposed surgical cytor-

eduction when extrauterine lesions are present. On the other 

hand, the role of chemotherapy and radiation therapy has 

not been established. Postoperative radiation therapy reduces 

local recurrence but does not improve overall survival.3,5,6,11,12 

Hormone therapy can play an important role in the treatment 

of LG-ESS because this tumor is usually characterized by es-

trogen and progesterone receptors and is often sensitive to 

hormones. Adjuvant progesterone should be considered in 

LG-ESSs. Some studies revealed a prolonged complete re-

sponse in patients with resected LG-ESS. On the other hand, 

tamoxifen and estrogen are contraindications because they 

have a stimulating effect on disseminated endometrial stro-

mal cells.6,12,13

In conclusion, this paper reports a case of metastatic 

LG-ESS that presented as a solitary sigmoid mass without 

intrauterine lesions in the preoperative examinations. This 

case highlights the need for a close evaluation of primary 

lesions in the uterus if extrauterine LG-ESS is found.
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