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ABSTRACT

High-grade endometrial stromal sarcomas (HG-ESS) represent infrequent neoplasms originating from the 
endometrial stromal layer, predominantly afflicting perimenopausal women. Their incidence in adolescents 
and young adults is exceedingly rare. Given the scarcity of occurrences of this particular tumor, the available 
literature is notably deficient in comprehensive documentation concerning its clinical manifestations and 
diagnostic imaging. Herein, we present an instance of HG-ESS in a 32-year-old nulligravida woman, whose 
initial presentation involved abnormal uterine bleeding and hypermenorrhea. Magnetic resonance imaging 
of the abdominal region for our patient revealed a conspicuously irregular tumor measuring 10cm x 10cm x 
9cm, inducing an expansion of the endometrial cavity, accompanied by the identification of multiple nodules 
in the cul-de-sac. Subsequently, a comprehensive intervention was undertaken, involving total abdominal 
hysterectomy with bilateral salpingo-oophorectomy, omentectomy, and elective lymphadenectomy. The 
ascertained diagnosis pertained to stage IIIC HG-ESS, prompting subsequent administration of adjuvant 
radiotherapy and chemotherapy. The exceptionally low prevalence of HG-ESS underscores its status as a 
highly unusual affliction. The unfavorable prognosis associated with this disease necessitates maintaining a 
heightened level of suspicion for HG-ESS when evaluating cases of abnormal uterine bleeding and abdominal 
pain.

Abbreviations: HG-ESS: High-Grade Endometrial Stromal Sarcomas; ESS: Endometrial Stromal Sarcoma; 
MRI: Magnetic Resonance Imaging; CT: Computed Tomography
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Introduction
Endometrial stromal sarcoma (ESS) represents a rare neoplasm 

of endometrial stromal lineage, constituting a mere 0.2% of all uter-
ine malignancies and comprising 10% of uterine sarcomas [1,2]. It 
predominantly manifests in the premenopausal demographic. High-
grade endometrial stromal sarcoma (HG-ESS) is prevalent among 
individuals of advanced age, with an average age approximating 60 
years, displaying a proclivity for heightened aggressiveness [3,4]. 
Common presenting manifestations of HG-ESS encompass irregular 
vaginal bleeding, discernible masses, and pelvic discomfort. The oc-
currence of HG-ESS in adolescents and young women is exceedingly 
uncommon, with scant documented cases in the extant literature [5]. 
Therefore, an amalgamation of documented instances of this excep-
tional clinical entity is imperative for a more comprehensive under-

stand of its inherent trajectory. This study delineates a singular case 
of HG-ESS in a 32-year-old woman, whose presentation featured hy-
permenorrhea and the presence of a pelvic mass.

Case Report
A 32-year-old nulligravida woman presented with a six-month 

history of hypermenorrhea, accompanied by a palpable mass in the 
lower abdomen exhibiting rapid enlargement. Her medical history 
was devoid of noteworthy events. Transvaginal ultrasonography re-
vealed an enlarged uterus, surpassing 10 cm in overall size, hosting 
a heterogenous mass within the endometrial cavity. Magnetic reso-
nance imaging (MRI) disclosed an enlarged and well-defined uterine 
border with heterogeneous thickening in the endometrial cavity, en-
compassing the entire uterine corpus and cervix (Figure 1). A biopsy 
from the endometrial cavity was procured, and its histopathological 
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examination indicated the potential presence of undifferentiated 
carcinoma with a heterogeneous component. The clinical suspicion 
pointed towards an advanced-stage malignancy of the cervix. At sur-
gery, the uterus exhibited enlargement, and multiple nodules were 
identified in the cul-de-sac. The uterine serosa displayed diffuse in-

volvement, harboring numerous tumor plaques. Neither the adnexae 
nor the omentum manifested any remarkable features. The surgical 
interventions encompassed total abdominal hysterectomy, bilateral 
salpingo-oophorectomy, partial omentectomy, and resections of en-
larged pelvic lymph nodes. 

Figure 1:
A.	  Sagittal T2-weighted MRI shows an enlarged over 10cm heterogenous mass in the endometrial cavity and endocervical canal (arrow). 
B.	 Axial finding shows an enlarged well-defined border of endometrial cavity with involving the posterior myometrium (arrow). 
C.	 Normal appearance of left ovary was visible (arrow).

The postoperative phase transpired without incidents, and the 
final histopathological report delineated high-grade endometrial 
stromal sarcoma with a heterologous element, characterized by more 
than 10 mitoses per 10 high-power fields (Figure 2). Additional im-
munohistochemistry studies unveiled positive diffuse staining for 
CD34 and vimentin. The tumor exhibited negative staining for estro-
gen receptor, and progesterone receptor, melan A, c-kit, and EMA. A 
diagnosis of stage IIIC high-grade endometrial stromal sarcoma was 
established based on these investigative outcomes. During a two-

week deliberation concerning the diagnosis of high-grade ESS and 
the life-threatening nature of the condition, the patient encountered 
rapid disease progression, accompanied by vaginal bloody discharge 
emanating from the exophytic polypoid mass (1 x 1 cm) on the vaginal 
stump while undergoing adjuvant radiotherapy. Despite being slated 
to initiate adjuvant chemotherapy involving adriamycin, her employ-
er and social supporters were diligently working towards facilitating 
her further treatment in her home country.

Figure 2: Histopathological images of the resected tumor. 
A.	 Hematoxyline-eosin staining (x100). 
B.	 Hematoxyline-eosin staining (x200), consistent with high-grade stromal sarcoma.
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Comment
Due to the low incidence of HG-ESS, a dearth of distinct clinical 

manifestations and imaging features exists. A comprehensive lit-
erature review revealed eight singular case reports detailing high-
grade endometrial stromal sarcoma occurrences in adolescents and 
young adults [5]. These instances often manifest as abnormal uterine 
bleeding, acute abdominal pain, and the presence of a pelvic mass, 
and hypermenorrhea in the current case. All previously documented 
cases were diagnosed at advanced stages (III and IV) during the ini-
tial assessment. Notably, three cases were reported in teenage girls 
[6-8], with one of them experiencing menarche at the age of 14 and 
commencing oral contraception at 15 [6]. HG-ESS exhibits signifi-
cantly distinct biological characteristics from its low-grade counter-
part: while low-grade ESS may manifest as estrogen-dependent, the 
investigation into HG-ESS occurrences in adolescents is ongoing [9]. 
Transvaginal ultrasonography and endometrial curettage, although 
beneficial in diagnosing endometrial polyps, uterine leiomyomas, 
or adenomyosis, prove unpredictable in diagnosing ESS. Magnetic 
Resonance Imaging (MRI) may identify ESS through the presence of 
heterogeneous areas within the lesion caused by aggressive tumor 
permeations into the myometrium. When coupled with contrast-en-
hanced Computed Tomography (CT), these modalities contribute to 
the preoperative diagnosis of potential extents, as seen in the current 
case. Treatment protocols encompass debulking surgery, followed by 
total hysterectomy with bilateral salpingo-oophorectomy and omen-
tectomy [1,10,11]. 

The contentious nature of pelvic and para-aortic lymphadenec-
tomy stems from its uncertain role [12]. Given the heightened risk 
of recurrence and metastasis associated with HG-ESS, postoperative 
adjuvant therapy assumes a pivotal role. To date, chemotherapy and 
pelvic external radiotherapy have been widely employed as adjuvant 
measures for HG-ESS. Notably, anthracyclines exhibit specific efficacy 
against sarcomas. Amant et al. [13] chronicled a case of transperito-
neal HG-ESS complicating a pregnancy at 15 weeks, exploring diverse 
avenues to sustain the pregnancy, including anthracycline-based che-
motherapy and cytoreductive surgery, even during gestation. Unfor-
tunately, the patient succumbed to the disease six weeks post-diagno-
sis. In summary, we elucidated the clinical and imaging findings of a 
rare case involving a 32-year-old woman afflicted by HG-ESS. Despite 
the ongoing intensive adjuvant chemotherapy, the bleak prognosis as-
sociated with this disease underscores the imperative to maintain a 
high degree of suspicion for HG-ESS in the evaluation of any case pre-
senting with abnormal uterine bleeding and the presence of a rapid 
growth of a pelvic mass.
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