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Introduction
Rhabdomyosarcoma (RMS) is the most common soft 

tissue tumor in children, representing approximately 50% of 
all soft tissue sarcomas and 3% to 4% of all cancers [1]. The 
genitourinary tract is the second most common primary site 
after the head and neck region [2]. Embryonal RMS is the most 
common type (60% - 70% of all RMSs) arising in the pediatric 
female genitourinary tract [3], it occurs frequently in the 
vagina (median age 1.8 years). In contrast, uterine RMSs were 
most often seen during adolescence up to 20 years of age. 
Vaginal embryonal RMS is rare after puberty and exceptional 
in postmenopausal woman, accounting for 3% of all soft tissue 
sarcoma in adult woman [1,4]. Treatment is mainly based on 
chemotherapy followed by surgery and/or radiation therapy, 
but the prognosis of these lesions remains poor in adults. We 
report the case of a primary RMS of the vagina in 25 years-
old woman, while discussing epidemiology, diagnosis, and 
treatment of this rare entity. 

Case report
A 20 years-old Arabic woman, with no signiϐicant past 

medical history, presented to our department with complaints 
of metrorrhagia and pelvic pain 9 months before. Physical 

exam found a pelvic mass. The gynecological examination, 
showed a giant mass protruding from the vagina with bilateral 
extension to the parametrium on rectal examination. There 
was no inguinal, axillary or supraclavicular adenopathy. 
Pelvic ultrasound revealed a hypoechoic and heterogeneous 
vaginal mass with extension to the cervix and lower third 
of uterus, measuring 12x9x7cm in diameter.  A computed 
tomography (CT) scan of the pelvis showed a bulky vaginal 
and cervical mass measuring 13 x 8 cm in maximal diameter, 
with extension to the lower third of the uterus and internal 
two thirds of parametrium (Figure 1A,B). A punch biopsy 
with histological examination conϐirmed the diagnosis of 
embryonal rhabdomyosarcoma. Workup including CT scan of 
the thorax and abdomen was negative for metastatic disease. 
The patient has received chemotherapy containing vincristine, 
doxorubicin, and cyclophosphamide (VAC). Clinical evaluation 
after the third cycle was marked by pain relief and regression 
of tumor volume. Unfortunately, the patient presented a febrile 
neutropenia leading to her death.

Discussion
Epidemiology

RMS of the female genital tract most often arise in the 
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vagina with about 90% of the cases occurring in children 
under 5 years of age [1], but it may also affect the uterine 
cervix [4]. It’s very rare for vaginal RMSs to occur in patients 
over 20 years of age [1], as in our case. The majority of RMSs 
cases appear sporadically with no recognized predisposing 
factor or risk factors, although a small proportion is associated 
with some genetic conditions [5].

Diagnosis and workup

Clinically, the most common symptoms are: feeling of 
a mass in the introitus, vaginal bleeding and pelvic pain. 
Additional symptoms included leucorrhea and malodorous 
discharge [6]. It appears also as benign polyp which may cause 
delay in diagnosis [7]. Imaging plays a crucial role not only in 
the initial diagnosis but also in long term follow-up of genital 
RMSs. Ultrasonography is often the ϐirst imaging modality for 
soft tissue masses. As in the present case on US, RMS presents 
as lightly hypoechoic heterogenous mass. It can also reveal 
pelvic retroperitoneal lymphadenopathy [3]. MRI which is 
the gold standard imaging modality in RMS shows low to 
intermediate signal intensity on T1-weighted images and on 
T2-weighted images they tend to be of intermediate-to-high 
signal intensity [3].

Histopathology 

Botryoid aspect which means a “bunch of grapes”, 
characteristically describes the clinical appearance of the 
tumor. This macroscopic variant is due to its growth pattern 
(primary exophytic and non-invasive) [8]. Microscopically 
we ϐind rhabdomyoblasts, and small round to oval spindled 
cells [9]. Pathologic differential diagnosis includes benign 
entities such as rhabdomyoma and an edematous mesodermal 
cervical polyp (pseudosarcoma botryoides), and malignant 
entities such as adenosarcoma and other “small, round, blue 
cell” tumors [10,11].

Treatment and prognosis

Treatment of adult RMS of lower genital tract is 
necessarily multimodal, in all cases combining chemotherapy 
with locoregional treatments, essentially surgery and/
or radiotherapy. But unlike children’s RMSs, there are no 
consensus guidelines, nor standardization of therapeutic 

sequences. RMS is intrinsically sensitive to chemotherapy, it 
must therefore be an integral part of the therapeutic strategy, 
with a double objective: on the one hand it can signiϐicantly 
reduce the tumor size and thus facilitate locoregional treatment 
and enhance local control, with increasingly conservative 
approaches, on the other hand chemotherapy will eradicate 
micro metastatic systemic disease, most likely already existing 
at the time of initial diagnosis [9]. VAC is the most used regimen, 
with objective responses of up to 80%. The current paradigm 
of surgical treatment of RMSs is complete wide excision of the 
primary tumor with a margin of uninvolved tissue whenever 
possible. Debulking and mutilating procedures should be 
avoided [9]. As for surgical treatment, according to the extent 
of tumor and the age of the patient, the surgical procedures 
vary from local excision, polypectomy, and partial or complete 
vaginectomy to radical hysterectomy [1]. It is performed to 
establish deϐinitive diagnosis, to reduce tumor burden, to 
minimize the symptomatology of vaginal discomfort and 
bleeding [12]. It may also preserve function of vagina, uterus 
and ovaries if possible or necessary, especially when the 
patient is in reproductive age [1]. Another therapeutic option 
has been described in management of embryonal RMS of 
genital tract is radiotherapy, it is reserved for patients with 
residual macroscopic or suspected microscopic disease after 
resection, or for salvage therapy in the recurrent setting for 
patients of advanced age who could not tolerate intensive 
chemotherapy [6,13]. Compared to children’s RMS, the 
prognosis is poor and therefore treatment should be started 
as soon as possible to give the maximum chance of remission. 
The presence of distant metastasis at the diagnosis, quality of 
surgery and poor response to preoperative chemotherapy are 
strongly associated with poor prognosis (Table 1). 

Conclusion
Embryonal RMS is the most common malignancy arising 

in the pediatric female genitourinary tract. Vaginal location 
is rare in adult. Its management requires multidisciplinary 
combination of several therapeutic modalities to improve 
prognosis. Primary chemotherapy using VAC regimen is the 
preferred approach.  
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Figure 1: (A, B): axial CT scan of the pelvis showing a giant vaginal mass 
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