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Case report

Primary epithelioid angiosarcoma of endometrium

Selim Sevim, Ekin Gedik, Hilal Ozakinci, Gulsah Kaygusuz, Duygu Enneli
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Angiosarcoma is a  poor prognostic tumor observed less than 1% in soft tissue, 
while it is rarely detected in the endometrium and has been described in few case 
reports. In this report, we present a case of primary epithelioid angiosarcoma of en-
dometrium to raise awareness and emphasize for pathologists and clinicians.
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Introduction

Angiosarcoma is a malignant mesenchymal tumor 
of vascular origin, showing histological, immunohis-
tochemical and molecular features in line with vas-
cular endothelial cells [1]. Angiosarcoma constitutes 
about approximately 1% of  all soft tissue sarcomas 
[2]. This tumor is frequently seen in the  head and 
neck region and with a tendency to be higher in men 
[3], it rarely occurs in the genital tract [4]. Angiosar-
comas originating from the vagina [5], ovary [6] and 
uterus [7] have been described in the female genital 
tract. To date, about 30 cases have been described 
in the literature, and in this report, it is aimed to in-
vestigate and highlight the clinical, histomorpholog-
ical and immunohistochemical features of  this rare  
entity.

Case report

A 55-year-old female patient with no known 
medical history was referred to our hospital because 
of  postmenopausal bleeding in an  external center. 
Pelvic computed tomography revealed a  mass le-
sion originating from the uterine lodge and invading 
the left internal iliac area and ureter. Based on this, 

18F-FDG uptake with an SUVmax value of 28.6 was 
detected in the midline of the pelvis in the positron 
emission tomography performed. The patient under-
went total abdominal hysterectomy, bilateral salp-
ingo-oophorectomy, appendectomy, bilateral pelvic 

Quiz 
Correct answer to the quiz. Check your diagnosis

Fig. 1. Tumoral lesion located in the endometrium, with 
irregular borders, extending towards the lower uterine seg-
ment, containing cream-white and bleeding areas. Tumoral 
lesion is infiltrating the outer 1/2 of the myometrium
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Fig. 2. Relationship of tumor and tumor-free endometri-
um. In this figure, benign endometrial glands are observed 
in the upper part, while a tumoral lesion that has infiltrated 
the endometrial stroma with pushing borders is observed in 
the lower part (HE, ×7.5)

Fig. 3. Large and polygonal tumoral cells with solid archi-
tecture, prominent nucleoli, vesicular nuclei, prominent 
pleomorphism, frequent mitosis and eosinophilic cytoplasm 
are observed at the  higher magnifications. Extravasated 
erythrocytes within dilated anastomosing vascular structures 
and scattered mononuclear inflammatory cells are detected 
intermingled with the tumoral lesion (HE, ×27.3)

Fig. 4. A-D) Tumoral cells were diffuse positive with Vimentin (×12.3), HMW+LMW-CK (×12.2), CD31 (×0.8), and 
ERG (×10.8), respectively
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lymphadenectomy, paraaortic lymphadenectomy and 
implant excision from serosa of the stomach.

In gross examinations, a tumoral lesion with a lon-
gest diameter of 35 mm, infiltrating the lower uter-
ine segment and the outer 1/2 of the myometrium, 
with a cream-white cross-sectional surface and bleed-
ing areas, was observed (Fig. 1). Tumoral implants 
are observed in bilateral ovaries; tubas and appendix 
were detected as tumor-free. 

Histologically, a high grade tumoral lesion with 
epithelioid morphology was observed. Tumor was 
consisting of  large epithelioid and polygonal cells 
forming solid structures. Hemorrhage, nuclear 
atypia, frequent mitosis, and occasional anasto-
mosing vascular structures were observed (Figs. 2 
and 3). Widespread lymphovascular invasion was 
detected in HE sections. Tumoral cells were dif-
fuse positive with Vimentin (Fig. 4A), HMW+L-
MW-CK (Fig. 4B), CD31 (Fig. 4C), and ERG (Fig. 
4D). In addition, positive expression was observed 
in tumoral cells with FLI1 and CD34, while HHV-
8, EMA, PAX8, Synaptophysin, Chromogranin A, 
CD56 were negative. No metastatic tumor was 
found in 32 dissected pelvic and paraaortic lymph 
nodes. In the  light of  these findings, the  patient 
was diagnosed as primary epithelioid angiosarcoma 
of endometrium after excluding the body parts with 
detailed clinical and radiological examination that 
angiosarcomas can occur. 

After 3 courses of adjuvant carboplatin and pacl-
itaxel chemotherapy, the patient relapsed 4 months 
later. She received 3 more courses of  the same che-
motherapy protocol, and 6 months have passed since 
the last treatment and no recurrence was detected.

Discussion

Soft tissue sarcomas account for approximately 
1% of  all malignancies in adults, of  which 1% are 
angiosarcomas [8, 9]. Although it can be detected 
in any part of  the  body; approximately 50% of  all 
angiosarcomas are observed in the  skin, breast and 
soft tissues [2]. Angiosarcomas may give symptoms 
in line with their anatomical localizations, endome-
trial angiosarcomas often present with vaginal bleed-
ing in postmenopausal women, as in the current case. 
Radiology is helpful in identifying uterine tumors, 
but distinguishing angiosarcomas from other uterine 
tumors may not be feasible with imaging alone [10]. 
Thus, histopathological studies are needed to confirm 
the accurate diagnosis.

As observed in our case, anastomosing vascular 
structures, tumoral cells with rounded nuclei, prom-
inent nucleoli and eosinophilic cytoplasm, nuclear 
pleomorphism, and frequent mitosis are frequently 
observed features in these tumors [2, 10]. However, 
the histopathological appearance of  angiosarcomas 

can vary, and differential diagnosis might be diffi-
cult due to mimickers such as benign proliferative 
lesions or inflammatory pathologies. Therefore, fur-
ther immunohistochemical and/or molecular exam-
inations are very useful for the diagnosis. CD31 is 
the most specific marker for this tumor, ERG and 
cytokeratin positivity are also frequently observed 
[10, 11]. Since the  expression pattern of CD34 in 
angiosarcomas is variable [11], this marker can 
be positive or negative, it should be kept in mind 
which its positivity does not make a definitive diag-
nosis, and negativity does not rule out this diagno-
sis. In our case, morphological findings and CD31, 
ERG, FLI1 and CD34 positivity supported the di-
agnosis. In addition, Suzuki et al. identified three 
specific breakpoints in uterine angiosarcoma, and 
it was argued that the presence of these molecular 
alterations would support the diagnosis in challeng-
ing cases [12].

Paclitaxel is the most commonly used chemother-
apeutic agent for angiosarcoma and there are studies 
indicating that patients benefit from this treatment 
[13, 14]. Chemotherapy regimen including pacli-
taxel was applied to the patient, but despite the re-
currence, the  patient is still alive after initial diag-
nosis. Additionally, in the review, which is the most 
detailed study on this subject, it was stated that when 
grouping according to the  long diameter of the tu-
mor, the survivals changed significantly and the best 
survival results were in tumors between 1-5 cm  
(p = 0.016) [1]. The  patient’s 14-month survival 
was thought to be related to the  correct treatment 
scheme and relatively small tumor (35 mm) size.

In conclusion, primary epithelioid angiosarco-
ma of endometrium is an extremely rare entity per-
formed in the  literature with scattered case reports 
that should be aware of. For this reason, in the pres-
ence of  histomorphological and immunohistochem-
ical findings other than the  more common tumors 
in the endometrium, this tumor and its differential 
diagnosis should be considered.

The authors declare no conflict of interest.
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