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Case Report

Xu Guocai* and Zhang Bingzhong

Department of Gynecologic Oncology, Sun Yat-sen Memorial Hospital, Sun Yat-sen University, China

Abstract

A 33-year-old woman presented with a 5-month history of left vulva mass. Pathological biopsy
diagnosis was Ewing's sarcoma accidentally. PET/CT revealed there were many solid masses
distributed in left adnexa area and the pelvic wall with the left groin multiple lymph node metastasis.
The patient was treated with three cycles of neoadjuvant therapy before the surgery. And the
combined chemotherapy and radiotherapy were given postoperatively. Adjuvant chemotherapy
consisting of epidoxorubicin and ifosfamide. She also received radiation therapy for local control.
The patient is currently alive without any evidence of recurrence or metastasis.
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Introduction

Ewing Sarcoma (ES) and Primitive Neuro Ectodermal Tumor (PNET) are a group of tumors
that generally affect the skeletal system. Extra osseous ES and PNET presenting in the genitourinary
tract are highly uncommon. Few cases of primary vulvar and vaginal cases of ES have been published
to date. We present a case of a primary ES in the labium minorum with pelvic metastasis.

Case Presentation

A 33-year-old woman presented with a 5-month history of left vulva mass without fever and pain.
The local hospital treated the mass as a bartholin's cyst, and performed a fistulation surgery, but the
suspected diagnosis was Ewing's sarcoma accidentally. The later Positron emission tomographye-
computed to mography (PET/CT) revealed there were many solid masses distributed in left adnexa
area and the pelvic wall, with the left groin multiple lymph node metastasis. A plan was made for
three cycles of neoadjuvant therapy (EI, Epidoxorubicin100 mg+ Ifosfamide 7.5 g) and then local
control with surgery in our hospital, considering its multiple metastatic lesions. The left internal
iliac artery embolization was performed to control severe hemorrhage before the surgery. After
the surgery, another three cycles of chemotherapy (EI, Epidoxorubicin100 mg+ Ifosfamide 7.5 g)
were given. Post treatment pelvic MRI showed solid masses distributed in left adnexa area and the
pelvic wall. So another surgery of left pelvic mass resection and hysterectomy with left adnexectomy
plus right salpingectomy and right ovarian transposition was given. Brachytherapy was planned
followed by one additional cycles of chemotherapy (EI, Epidoxorubicin 100 mg+ Ifosfamide 7.5 g).
The patient is currently alive without any evidence of recurrence or metastasis.

Discussion

EWS is a highly malignant, small, round cell tumor that originates from the primitive neuro
ectodermal cells. It was first described by James Ewing in 1921 [1]. There is a slightly male
predominance with a male-to-female ratio of 1.5:1 [2]. In general, approximately 20% to 30% of
EWS patients present with metastases at the time of their diagnosis [3-4]. EES has extremely low
incidence in the vulva of the female genital tract. Here we report a case of EES of the vulva in a
33-year-old woman and give a review of this rare disease.

The main morphology of EES is small round cells, ill-defined borders, scanty cytoplasm, and
high mitotic index. CD99, a cell surface glycoprotein, and FLI-1, a DNA-binding transcription
factor, markers are positive in the majority of ES/PNET neoplasms [5]. CD99 is expressed
with a membranous distribution in virtually all neoplasms in the ES/pPNET and has been
demonstrated to be extremely useful in diagnosis of cases [6]. Detecting FLI-1 protein expression by
immunohistochemical stain is another useful method to diagnose ES/pPNET. Because the genetic
characteristic of ES/pPNET is the presence of the translocation t (11;22) (q24; q12), which creates
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Figure 2: Histopathology slide demonstrating the typical appearance of ES.

the EWS/FLII fusion gene and results in the expression of a chimeric
protein. The sensitivity of FLI-1 was greater and specificity was more
than 90% [7]. Our reported case presented both CD99 and FLI-1
staining positive, strongly suggesting that it is a case of EES.

We summarized the clinical details of previously described cases
involving the vulva together with our cases [8-11]. EES usually occur
in relatively young women, a similar age of predilection for these
neoplasms when they involve more usual sites. In all the reported
cases, the mean age at the time of the initial diagnosis of previous
cases is 27.6 years (median 26, range 10-52), but our patient was older
than this [12].

The treatment of ES requires a multidisciplinary approach. In
addition to surgical resection, the patients are typically treated with
multiagent chemotherapy and, occasionally, with radiation therapy
to improve local control. In the cases of vaginal ES, it is unclear if
a hysterectomy is indicated. In two reported cases, hysterectomy
and partial vaginal excision were performed as part of the treatment
[13,14]. These women were 30 and 39 years old and had completed
childbearing. Given the lack of clear recommendations, this approach
may not be warranted in a younger woman interested in future
childbearing.

Because extra osseous ES is rare, the treatment guidelines for
adjuvant therapy mirror the recommendations for osseous ES.
The multiagent standard chemotherapy regimen typically includes
doxorubicin, vincristine, and cyclophosphamide, alternating with
ifosfamide and etoposide [15]. Neoplasms in the EES were thought to

be aggressive with poor prognosis. Pelvic ES/PNET has an unfavorable
prognosis and survival rate, particularly in the case of metastatic
disease [16,17]. In the absence of metastatic disease, primary vulvar
and vaginal ES neoplasms likely have a more favorable prognosis.
Our patient underwent surgery, and then received six cycles
chemotherapy. About 23 months after diagnosis, she is alive and well.
This relatively favorable outcome may be because they usually arise in
cutaneous or superficial sites, with smaller size, superficial location,
early detection, and complete surgical removal of the lesion. Given
the infrequent nature of this disease and a relatively short follow-up,
it is difficult to comment on long-term survival and recurrence rates.

In conclusion, ES/PNET tumors are exceedingly rare in the female
tumor. But it should be important to consider them as part of the
differential diagnosis of a vulvar or vaginal mass. Complete surgical
resection should be the first step in managing a firm mass in the
vulva or vagina. Appropriate molecular and histopathological studies
are crucial in determining the correct diagnosis. Specific treatment
recommendations are lacking for extraosseous ES, and the treatment
management should follow the recommended therapy for osseous
ES, which includes complete resection, multiagent chemotherapy,
and, possibly, the addition of local radiation therapy.
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