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Introduction

Endometrial stromal tumors can be classified into three 
categories: endometrial stromal nodules, endometrial 
stromal sarcoma (ESS) and undifferentiated ESS (1). ESSs 
are rare, comprising only approximately 0.2% of all uterine 
malignancies with an annual incidence of 1-2 per million 
women (2). Even fewer cases have been reported on patients 
presenting with symptomatic disease. We report the case 
of an ESS in a young lady presenting with a large bleeding 
abdominal mass.

Clinical case 

A 29-year-old African-American woman presented to the 
emergency department with complaints of abdominal 
pain, anorexia and weight loss. A CT scan revealed a 
mass that measured over 24 cm in the left upper quadrant 
that extended into the mid-abdomen and pelvis. The 
mass abutted the greater curvature of the stomach; it had 
heterogeneous density with soft tissue components, 
neo-vascularity and elements of hemorrhage (Figure 1). The 
differential diagnosis included malignant gastrointestinal 

stromal tumor (GIST) aris ing from the stomach, 
retroperitoneal sarcoma (RPS), medullary carcinoma of the 
left kidney, and renal angiomyolipoma. Because the clinical 
suspicion of a GIST or RPS was highest, a needle biopsy 
was performed but was not diagnostic. 

One week later a repeat biopsy was scheduled, however 
the patient presented at that time with worsening left 
upper quadrant pain radiating to the flank, associated 
with nausea, vomiting, night sweats, and fatigue. She was 
tachycardic and her hemoglobin was 5.5 g/dL. The patient 
was urgently admitted to the intensive care unit, transfused, 
and stabilized. The patient was taken to the angiography 
suite where an on table CT confirmed a rupture, bleeding 
tumor. Embolization of the tumor mass, including occlusion 
of multiple feeding vessels from the left renal artery, was 
performed. After further stabilization and optimization, the 
patient was taken to the operating room 2 days later. At the 
time of surgery, the mass involved multiple intra-abdominal 
structures and had ruptured through the transverse 
mesocolon with old blood in the pelvis. An en bloc excision 
of the mass with a partial pancreatectomy, splenectomy, 
transverse colectomy, left nephrectomy, left adrenalectomy 
and resection of the diaphragm was performed. 
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The final pathology revealed a malignant spindle and 
epithelial cell neoplasm with features favoring a variant 
of ESS. Most of the tumor had features of low-grade 
malignant spindle cell neoplasm. Some areas with greater 
nuclear atypia, mitotic index of up to 15 in 10 high power fields 
and epitheloid features as well as the presence of necrosis 
suggest a higher grade component. This morphology 
and the diffuse expression of CD10 with variable 
estrogen receptor (ER) expression were characteristic 
of ESS with low-grade and high-grade components. On 
immunohistochemistry the tumor was focally positive for 
Cyclin-D1, BCL-2 and CD99, while it was negative for 
progesterone receptor, EMA, AE/AE3, CAM5.2, PAX8, 
Inhibin, C-Kit, DOG-1, Melan-A, SOX10, GFAP, CD21, 
desmin, MDM2, Myogenin, CD34, MUC4, SMA, HMB45, 
ALK, S100 and beta-catenin (Figure 2).

The patient was referred to gynecologic oncology. She 
had a normal pelvic physical exam, as well as a pelvic MRI 
that demonstrated no evidence of a primary uterine tumor. 
Due to the concern of an occult primary uterine cancer, 
a hysterectomy was recommended, as well as adjuvant 
chemotherapy with hormonal therapy. 

Discussion

The differential diagnosis of left upper quadrant tumors 
typically should include GIST, RPS, or lesions involving the 
pancreas, adrenal or kidney. Given the size, location, and 

involvement of other structures, obtaining a preoperative 
diagnosis may be helpful. Specifically, patients diagnosed 
with advanced GIST or RPS tumors may benefit from 
neo-adjuvant treatment (3,4). Other diagnostic possibilities 
included medullary renal cancer, which can be associated 
with sickle cell anemia (5), or AML, which can present 
with retroperitoneal hemorrhage known as Wunderlich 
syndrome (6). 

ESS is one of the rarest gynecological tumors, representing 
only 0.2% of all uterine cancers. While the risk factors 
associated with ESS are poorly defined, African-American 
women have been noted to be 2 times more likely to get 
these rare uterine cancers (7). While women with primary 
ESS may present with pelvic pain and uterine bleeding, 
“extra-uterine” ESS is a much more uncommon initial 
presentation of disease. Moreover, the retroperitoneal 
hemorrhage is another uncommon manifestation for 
ESS. The prognosis of patients with ESS can be varied. 
Patients with ESS can be low-grade, which tends to be 
indolent, or high-grade (as in the current case), which can 
be more aggressive. Adjuvant therapy typically may include 
hormone therapy with medroxy progesterone, tamoxifen, 
gonadotropin releasing hormone analogues and aromatase 
inhibitors (8). 

This case highlights how ESS can present in an 
atypical fashion as an intra-abdominal mass, as well as the 
importance of a multi-disciplinary treatment approach for 
patients with this disease. 

Teaching points:

Figure 1 CT with IV contrast in the axial (A) and coronal (B) planes showing a large left upper quadrant mass (arrows) with heterogeneous 
enhancement, likely due to hemorrhage and necrosis. The mass engulfs the pancreas (arrow heads) and markedly compresses the stomach 
(asterisk). The mass is intimately associated with the left kidney. Maximum intensity projection (C) reveals prominent arterial feeders form 
the aorta and left renal artery (arrow) and internal vascularity (arrow heads).
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(I) The differential diagnosis a left upper quadrant 
mass typically should include GIST, RPS, or lesions 
involving the pancreas, adrenal or kidney. ESS 
can, however, present as an intra-abdominal mass 
extending in the abdominal cavity;

(II) Patients with a bleeding intra-abdominal mass are 
often served best with stabilization, embolization of 
the bleeding mass, and interval surgical resection;

(III) An interdisciplinary approach to patients with ESS 
is critical in managing this rare entity.

Figure 2 Extra-uterine endometrial stromal sarcoma (ESS). (A) Hematoxylin and eosin stain. Most of the neoplasm was low-grade, 
composed of bland monotonous spindle cells (original magnification, ×20); (B) Hematoxylin and eosin stain. At high magnification the 
tumor cells show smooth nuclear membranes (original magnification, ×100); (C) Hematoxylin and eosin stain. This image shows a focus of 
the high-grade component at the lower left (original magnification, ×100); (D) Hematoxylin and eosin stain. The nuclei in 
the high-grade component are enlarged compared to those in the low-grade component. There is a mitosis in the center of the field. Since 
this is a translocation sarcoma, mitoses are normal (original magnification, ×100); (E) CD10 stain. There is diffuse strong cytoplasmic 
labeling (original magnification, ×20); (F) extra-uterine ESS, estrogen receptor (ER) stain. There is strong nuclear expression. The nuclei 
of vascular endothelial cells in the lower part of the field serve as internal negative controls (original magnification, ×20).
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