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REVIEW Metastatic low-grade endometrial stromal sarcoma with sex cord and smooth 

muscle differentiation: A case report and literature review  The World Health 

Organization (WHO) currently (since 2014) divides Endometrial Stromal Tumors into 4 
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different subtypes based on clinical and pathologic features: Endometrial Stromal 

Nodule (ESN), Low grade Endometrial Stromal Sarcoma (LG-ESS), High grade 

Endometrial Stromal Sarcoma (HG-ESS), Indifferentiated Uterine Sarcoma (UUS). 

However, Endometrial stroma and Related tumors along with the aforementioned 

subtypes include uterine tumors resembling ovarian sex cord tumors (UTROSCTs), 

although the latter represent neoplasms that resemble ovarian sex cord tumours, 

without a component of recognizable endometrial stroma. Uterine tumors with sex 

cord-like differentiation were first described in 1945 by Morehead and Bowman. 

Subsequently, in 1976, Clement and Scully classified these neoplasms into two groups 

depending on their clinical and histopathological features: Group I, endometrial stromal 

tumors with sex cord-like elements (ESTSCLEs) and Group II, uterine tumors resembling 

ovarian sex cord tumors (UTROSCTs). Actually, it is the percentage of sex cord –like 

aggregation of the tumor with UTROSCTs being mainly or exclusively composed of a 

sex cord-like component whereas ESTSCLEs being composed of <50% of sex cord-like 

aggregates. This manuscript is quite interesting presenting a rare case of metastatic 

LG-ESS with sex cord and smooth muscle differentiation and reviews current literature. 

Basically, this tumor was initially, in 2011, misdiagnosed as leiomyoma and later on, in 

2014, as endometrial stroma and smooth muscle mixed tumor with sex cord-like 

differentiation. Minor amendments are needed in phrasing and spelling such as LG-ESS 

instead of LG-EES. On the top of it rephrasing of the abstract by a native speaker is 

advised. In discussion, immunohistochemistry application should be highlighted in such 

cases in order to abolish misleading diagnosis and subsequent clinical decisions in favor 

of the patient. Furthermore, other cases of LG-ESS with sex cord and smooth muscle 

differentiation reported in the literature should be presented and reviewed, mainly in 

terms of malignant potential. 
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The clinical case history is complete and well described. The characterization of the 
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