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Case Report

A Rare Case of Primary Angiosarcoma of Ovary in a
Postmenopausal Woman

Kazila Bhutia® ¢, Jun Jie Wang?, Shahul Hameed Mohamed Siraj®, Wai Kheong Ryan Lee?,
May Ying Leong®, Yong Kuei Limd

Abstract

Primary angiosarcoma of the ovary is a rare and aggressive subset ac-
counting for less than 1% of ovarian malignancies. We present a rare
case of primary angiosarcoma of the ovary in a 52-year-old healthy
postmenopausal woman who presented with mild abdominal pain,
distension and poor appetite of 1 week duration. On abdominal ex-
amination, right iliac fossa fullness with shifting dullness was noted.
A CT of abdomen and pelvis revealed a right 10.5 cm complex solid
cystic mass with ascites and peritoneal nodularity. Her CA125 was
560 U/mL. She subsequently underwent full surgical staging and op-
timal debulking surgery. Final histology confirmed angiosarcoma of
ovary grade 3 FIGO stage IIA ovarian cancer. A repeat CT of abdo-
men and pelvis done 4 weeks later prior to starting chemotherapy
showed large 6.5 x 6 cm pelvic peritoneal deposits with cystic septa-
tion and solid components. Her disease progressed despite palliative
chemotherapy and she unfortunately passed away several months
after surgery. We reiterate that primary angiosarcoma of the ovary
is an aggressive tumor with poor prognosis despite optimal surgical
treatment.
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Introduction

Gynecological sarcomas are rare entities of which primary an-
giosarcoma of the ovary accounts for less than 1% of ovarian
malignancies [1, 2]. Primary angiosarcoma of the ovary has
an overall poor prognosis with average survival rates ranging
from 1 to 30 months [2, 3]. The majority of cases reported are
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in the premenopausal age group, with several cases reported
in postmenopausal patients [2-7]. Here we report a rare case
of a 52-year-old postmenopausal woman with primary ovarian
angiosarcoma with an unusual clinical presentation of tachy-
cardia with hemoperitoneum and immediate rapid progression
of disease despite optimal debulking surgery.

Case Report

A 52-year-old, parity 4, postmenopausal woman with no sig-
nificant past medical or surgical history was seen at a 24-h
women clinic in a tertiary hospital. She was referred by her
general practitioner with mild abdominal pain and distension,
and poor appetite lasting 1 week. There was no loss of weight,
bowel or bladder complaint and she denied any vaginal bleed.
On abdominal examination, fullness at the right iliac fossa
with shifting dullness was noted. There was no tenderness,
guarding or rigidity. On speculum examination, the cervix and
vagina appeared normal. Pap smear was normal. Endometrial
biopsy was negative for hyperplasia or carcinoma. Trans-ab-
dominal pelvic ultrasound showed 11.8 % 9.4 x 8.8 cm het-
erogeneous mass in the right adnexal region. Bilateral ovaries
were not seen separately and there was ascites in the pelvis.
A subsequent CT scan of chest, abdomen and pelvis revealed
a complex solid cystic mass measuring 10.3 x 10.8 cm with
enhancing solid component inseparable from uterus extending
into right adnexal region (Fig. 1). There was no evidence of

Figure 1. Complex solid cystic mass measuring 10.3 x 10.8 cm with
enhancing solid component inseparable from uterus extending into
right adnexal region.
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Figure 2. FIGO stage IIA grade 3 angiosarcoma of ovary.

enlarged abdominal or pelvic lymph nodes. Serum CA125 was
elevated at 560 U/mL.

In view of an advanced ovarian tumor, she was counseled
for cytoreductive surgery which included a total abdominal
hysterectomy, bilateral salphingoophorectomy, and infragastric
omentectomy with bilateral pelvic and para-aortic lymphad-
enectomy. On the day of surgical admission, baseline tachy-
cardia was noted with baseline heart rate ranging from 106 to
120/min. Her pre-operative hemoglobin was 12.50 g/dL. Sub-
sequently, she underwent immediate exploratory laparotomy
where 3.5 L of hemoperitoneum with ascitic fluid was drained.
There were bilateral ovarian tumors adherent to the pouch of
Douglas and local invasion to back of uterus. Frozen section
of pathological specimens of both ovaries revealed high grade
malignant tumors. The uterus was normal in size, and liver and
omentum were grossly normal. No enlarged lymph nodes were
found. Optimal surgical debulking was achieved with no gross
residual tumor seen at completion of surgery. Post-operative
hemoglobin dropped from 12.5 to 8.5 g/dL on post-operative
day 3. She was discharged well 8 days after the operation.

The final histological result confirmed angiosarcoma of
ovary with grade FIGO stage IIA ovarian cancer (Fig. 2). The
tumor was identified in the uterine serosa and posterior par-
acervical tissue. There was no involvement of omentum and
lymph nodes. She was referred to the sarcoma group (medical
oncology) after a gyneoncology multi-disciplinary team meet-
ing and offered adjuvant palliative chemotherapy.

Unfortunately, her cancer recurred very soon after surgery.
A repeat CT of abdomen and pelvis done 4 weeks after sur-
gery as a baseline scan prior to starting chemotherapy showed
large 6.5 x 6 cm pelvic peritoneal deposits with cystic sep-
tation and solid component (Fig. 3). The mass effect of the
deposits caused compression of distal right ureter with mild
hydronephrosis. Subsequently, she received two cycles of dox-
orubicin at 3 weeks interval. Consequently, she was admitted
with hypokalemia, neutropenia sepsis and acute kidney insult
3 weeks after the second cycle of chemotherapy. Repeat CT
scan of abdomen and pelvis showed interval increase in large
pelvic mass 11 x 12 x 12 cm inseparable from the rectum and
sigmoid colon causing right moderate hydronephrosis. There
were also multiple peritoneal nodules with ascites. She under-
went insertion of right nephrostomy by the intervention radiol-
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Figure 3. Alarge 6.5 x 6 cm pelvic peritoneal deposits with cystic sep-
tations and solid components.

ogist and was discharged 1 week later. However, she was later
readmitted within 2 weeks with abdominal pain secondary to
the aggressively growing tumor mass and ascites. Given the
rapid progression of disease within a short interval, the patient
and her family opted for best supportive care. She was placed
under the care of palliative team with regular analgesia and
ascites drainage. She deteriorated rapidly clinically and passed
away 5 months after surgery.

Discussion

Ovarian angiosarcoma is an extremely rare subset of ovar-
ian tumor, with few cases reported so far. It is seen in all age
groups, predominantly in premenopausal age, with only five
cases reported so far in the postmenopausal age group [2-7].
Most of the cases reported are pure angiosarcoma in premeno-
pausal patients. Among the five postmenopausal patients, two
had concurrent mucinous cyst adenoma, one had fibroma and
one had clear cell carcinoma and mature teratoma. In our case,
the patient had a pure angiosarcoma of the ovary without other
concurrent pathological tumors.

Most of these cases reported had advanced stage of dis-
ease at the time of presentation. They are associated with
poor prognosis with most patients not surviving more than 30
months after initial diagnosis [2, 8-10]. In particular, patients
with advanced disease FIGO stage III and above died from the
disease in less than 9 months which was similar in our case [2].

The optimal treatment for advanced stage disease is full
clinical surgical staging and adjuvant chemotherapy. Howev-
er, angiosarcoma of an ovarian malignancy responds poorly
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