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Abstract

The Multidisciplinary Approach to Vaginal 
Leiomyosarcoma, an Extremely Rare 
Diagnosis - Case Report
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Primary vaginal sarcoma is an extremely rare malignant condition within the field of gynecological pathologies. We 
present the case of a 53-year-old patient with no history of gynecological issues or associated comorbidities who 
presented to our clinic with recurrent vaginal bleeding during menopause. We want to emphasize the importance 
of diagnostic management, going through all the necessary steps from local gynecological examination to 
vaginal biopsy, optimizing results with advanced imaging techniques. Once the histopathological diagnosis of 
vaginal leiomyosarcoma was established, the therapeutic approach was discussed within a multidisciplinary 
committee consisting of a gynecologist, surgeon, and oncologist. As a result, the patient underwent tailored 
surgical intervention relatively quickly after presentation, followed by referral to the oncology department, where 
she is currently undergoing her third course of adjuvant chemotherapy. Our current objective is the long-term 
follow-up of the patient and the acquisition of data regarding her survival and quality of life. These facts may 
contribute in the future to the implementation of standardized therapeutic guidelines for such a rare condition.
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Rezumat
Sarcomul vaginal reprezintă o patologie malignă extrem de rar întâlnită în sfera patologiilor ginecologice. Prez-
entăm cazului unei paciente în vârstă de 53 de ani, fără un istoric de afecţiuni ginecologice, fără alte comor-
bidităţi asociate, care s-a internat în clinica noastră pentru sângerări vaginale recurente în menopauză. Dorim 
să subliniem importanţa managementului diagnostic, parcurgând toate etapele necesare, de la examen gine-
cologic local până la prelevarea biopsiei vaginale, optimizând rezultatele cu tehnici imagistice performante. 
Odată stabilit diagnosticul histopatologic de leiomiosarcom vaginal, conduita terapeutică a fost dezbătută 
întrunind o comisie multidisciplinară formată din medic ginecolog, chirurg și oncolog. Astfel, pacienta a bene-
ficiat într-un timp relativ scurt de la prezentare, de intervenţie chirurgicală, adaptată la particularităţile cazului. 
Ulterior aceasta a fost îndrumată către serviciul de oncologie, unde în prezent a efectuat a treia cură de chi-
mioterapie adjuvantă. Actualmente, obiectivul nostru este urmărirea pacientei pe termen lung și obţinerea de 
date în ceea ce privește supravieţuirea și calitatea vieţii pacientei, date care pot contribui în viitor la implemen-
tare unor ghiduri terapeutice standardizate pentru o patologie atât de rară.
Cuvinte cheie: sarcom vaginal, patologie malignă, leiomiosarcom vaginal, chiomioterapie.
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INTRODUCTION

Sarcomas in the genital area represent one of the rare 
categories of gynecological malignant tumors, charac-
terized by chaotic proliferation of mesenchymal tissues. 
These tumors account for approximately 3% of all gy-
necological malignant tumors, with uterine sarcomas 
being the most common, followed by ovarian sarcomas, 
while vaginal sarcomas are the rarest.1,2 

While these tumors are infrequently diagnosed, the 
outlook for patients with these conditions is typical-
ly unfavorable, with a very high mortality rate among 
them. In recent years, there has been an increase in 
the incidence of these conditions, likely due to the ad-
vancement of paraclinical diagnostic methods.3

Regarding uterine sarcomas, it represents approxi-
mately 8-10% of malignant uterine tumors. The yearly 
occurrence rate in the United States is roughly esti-
mated to be between 0.36 and 0.64 per 100,000 peo-
ple.4 From a classification standpoint, they can be leio-
myosarcomas, undifferentiated uterine sarcomas and 
endometrial sarcomas. Leiomyosarcomas are the most 
common type of uterine sarcoma, the 5-year survival 
rate ranging from 18.8% to 68%, its occurrence is most 
often de novo, sarcomatous transformation of a leio-
myoma being extremely rare.4 Endometrial sarcomas 
are further divided in two categories: low grade and, 
respectively, high grade endometrial sarcoma, these last 
ones have the poorest prognosis, being the most ag-
gressive among all types of uterine sarcomas.3,5

Among the risk factors described in the literature so 
far, obesity, metabolic syndrome, exposure to estrogen 
during menopause, previous radiotherapy, and exposure 
to tamoxifen are mentioned.6 The clinical manifesta-
tions, prognosis, and the choice of appropriate thera-
peutic management depend on the histopathological 
type of these tumors. However, the clinical picture is 
often nonspecific, with the main symptoms being pel-
vic-abdominal pain, the presence of a pelvic mass, and 
vaginal bleeding.7

Among the available diagnostic methods, we can 
mention transvaginal ultrasound, MRI, computerized 
tomography, PET-CT, and endometrial biopsy.8 Ad-
ditionally, recent data indicate an association with an 
elevated level of lactate dehydrogenase in cases of uter-
ine sarcomas. The marker CA 125 is also elevated, but 
its specificity is low, given the numerous benign con-
ditions that can also lead to its elevation.9 However, in 
most cases, the diagnosis is established postoperatively 
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based on the histopathological examination.4 Recent 
data from the literature underline the importance of 
developing molecular biology tests, which in the near 
future will significantly contribute to the early preop-
erative diagnosis of uterine sarcomas and guide new 
therapeutic approaches.8 

Malignant primary tumors of the vagina are a rare 
entity, most often malignancy processes within this an-
atomical structure are represented by secondary lesions 
of the uterine body or cervix, as well as neighboring 
organs such as the rectum or urinary bladder.10 Vaginal 
sarcomas can be divided into several categories, namely 
leiomyosarcomas, endometrial sarcomas, rhabdomyo-
sarcomas, and malignant mixed Müllerian tumors.11 
Vaginal sarcomas are encountered in approximately 3% 
of all malignant tumors of the female genital tract, leio-
myosarcoma being the most common type among the 
histopathological types described to date. 

Rhabdomyosarcomas are primarily seen in child-
hood and adolescence, representing the most common 
type of soft tissue neoplasm encountered in this age 
group. Regarding genital rhabdomyosarcomas, the em-
bryonal subtype is most frequently identified, account-
ing for approximately 50% of cases.1,12

The stage at the time of diagnosis and the histo-
pathological type are two constants that influence the 
prognosis and subsequent course of the disease.

CASE REPORT

We present the case of a 53 year-old patient who was 
admitted to the Department of Obstetrics and Gyne-
cology of University Emergency Hospital of Bucharest 
for vaginal bleeding that occurred three weeks ago. The 
patient did not have any documented comorbidities, 
and her most recent gynecological assessment had tak-
en place two years prior. From the patient’s gynecolog-
ical history, we note that menarche began at the age of 
15, menopause occurred at the age of 50, and she has 
had one vaginal birth and three miscarriages.

 The local clinical examination revealed a uterus of 
normal size but increased consistency, supple adnexal 
areas, a cervix with a macroscopically normal appear-
ance. However, a firm, immobile formation of approx-
imately 2/2 cm was palpated on the posterior vaginal 
wall. Blood tests were conducted, and the results were 
within normal limits, except for a slightly elevated 
C-reactive protein level. It was decided to perform a 
biopsy of the detected vaginal formation during the 
gynecological examination. 
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The histopathological result of the sampled tumor 
fragments was vaginal sarcoma. Immunohistochemis-
try tests supported the diagnosis of leiomyosarcoma, 
spindle cell, with a differentiation score of 2, marked 
atypia (presence of monstrous nuclei), areas of coagula-
tive necrosis, and over 8-10 mitoses per 10 high-pow-
er fields. Subsequently, imaging tests were performed, 
including pelvic MRI with contrast, thoracic-abdomi-
nal-pelvic CT, cerebral CT, rectoscopy.

The pelvic MRI showed a uterus measuring 48/33 
mm, with heterogeneous myometrium due to the 
presence of multiple fibroid nodules, hyperintensity 
on suppression sequences with diffusion restriction, a 
gadolinium-enhancing lesion located in the posterior 
left vaginal fornix, without pelvic lymphadenopathy. 
Computerized tomography did not reveal secondary 
lesions in the pulmonary, skeletal, hepatic, or cerebral 
areas. Rectoscopy followed by biopsy did not indicate 
the possibility of rectal invasion.

A total hysterectomy with bilateral salpingo-oo-
phorectomy was performed, along with extensive ex-
cision of the vaginal tumor with rectal mucosa dissec-
tion. The patient’s postoperative course was favorable 
under specialized care, and she was discharged seven 
days after surgery in good overall condition, with stable 
hemodynamics and respiration, and no local complica-
tions at the surgical site.

The definitive histopathological result of the spec-
imen revealed uterine body measuring 4.5/2.5/4 cm, 
with multiple intramural leiomyomas, and numerous 

foci of adenomyosis. Additionally, a substance defi-
ciency was observed in the right uterine horn with a 
maximum diameter of 1.5 cm. Low-grade squamous 
intraepithelial neoplasia with numerous koilocytotic 
cells is noted at the anterior lip of the cervix. No tumor 
invasion is identified in the adipose tissue surround-
ing the perirectal fat. Tissue samples from the vaginal 
tumor reveal malignant mesenchymal tumor prolifera-
tion with numerous atypical mitoses and cyto-nuclear 
pleomorphism. The final histopathological diagnosis is 
established as poorly differentiated sarcomatous tumor. 
Immunohistochemistry confirms the final diagnosis of 
high-grade leiomyosarcoma. 

After discharge, the patient was referred to the on-
cology department to continue the therapeutic man-
agement according to the specialized guidelines. Cur-
rently, the patient is undergoing chemotherapy.

DISCUSSIONS

Vaginal sarcoma is a rarely encountered pathology, 
accounting for 3% of malignant tumors described at 
this anatomical site. Among the previously mentioned 
histopathological types, leiomyosarcoma is the most 
common, representing two-thirds of vaginal sarcoma 
cases. The diagnosis is often incidental, as the clinical 
presentation is nonspecific.11,13

Signs and symptoms observed in patients diagnosed 
with vaginal sarcoma include the presence of a vaginal 
mass, spontaneous or post-coital vaginal bleeding, dys-

Figure 1. Tumor proliferation consisting of large spidlle or epithelioid 
cells, with marked pleomorphism. The cells are arranged in bundles of var-
ious sizes. HE stain 20x.

Figure 2. Microscopic detail showing tumor cells with tachychromatic and 
elongated nuclei. Atypical mitoses are also observed. HE stain, 40X 
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pareunia, pain during defecation, urinary difficulties, or, 
in many cases, patients are asymptomatic.11 Among the 
risk factors associated with vaginal sarcoma are previ-
ous exposure to radiation therapy and certain genetic 
syndromes such as neurofibromatosis and Li-Fraume-
ni syndrome.13 In the current diagnostic management, 
imaging modalities such as MRI, CT, and PET-CT 
help with the TNM classification, determining local 
extension, as well as the presence of secondary lesions 
of the tumor. The disease progresses both locally by in-
vading adjacent structures and through hematogenous 
dissemination.11

Therapeutic management of vaginal sarcomas is not 
standardized compared to other frequently diagnosed 
genital neoplasms. Therefore, there are no well-estab-
lished therapeutic plans yet, given the low incidence 
of these tumors. Surgical intervention is the primary 
therapeutic option, often followed by adjuvant chemo-
therapy or radiation therapy to reduce the chances of 
local tumor recurrence.10 The type of surgical interven-
tion varies from wide excision of the tumor to pelvic 
exenteration, depending on the disease stage, the risk 
of recurrence, and the patient’s clinical status.13,14 In 
the case of our patient, total hysterectomy with bilat-
eral salpingo-oophorectomy and excision of the tumor 
along with the posterior vaginal wall was chosen. This 
decision was made considering the tumor’s location 
(left posterior vaginal fornix), the presence of uter-
ine fibroids, and the patient’s menopausal status. This 
approach aimed to optimize the risks of future recur-
rence, and the treatment plan continues with adjuvant 
chemotherapy based on doxorubicin, isofosfamide, and 
mesna regimens. 

A retrospective clinical study conducted by Yin 
Wang, Young-Wen Huang, and Yan-Fang Li from Sun 
Yat-Sen University Cancer Centre between 1997 and 
2012 identified 8 patients over the age of 17 diagnosed 
with vaginal sarcoma, with an average age of disease 
onset being 44 years. Four of the patients were in stage 
I of the disease. The results show that surgical interven-
tion is the primary therapeutic method, and the grade 
and stage of the tumor are the two constants that most 
significantly influence the subsequent course of the 
disease.15

Another retrospective study conducted by Hua 
Yuan and Tonghui Wang at the Department of Gy-
necological Oncology of Cancer Hospital, Chinese 
Academy of Medical Sciences, National Cancer Cen-
ter, included a total of 15 patients diagnosed with vag-

inal sarcoma between 2000 and 2020, with an average 
age of 48 years. The study found surgical intervention 
as the primary therapeutic method, with a 2-year sur-
vival rate of 80% and a 5-year survival rate of 66.7%. 
Eleven of the patients underwent surgical intervention 
as the initial therapeutic choice, while 7 of these pa-
tients subsequently received adjuvant chemotherapy or 
radiation therapy.16

CONCLUSIONS

Sarcoma of the vagina is one of the rarest neoplasms 
diagnosed in the female genital tract. Each case de-
scribed in the literature has unique characteristics wor-
thy of study, considering the lack of concrete data re-
garding therapeutic management, prognosis, and risk 
factors. Therefore, the decision to choose the appro-
priate treatment approach for each patient is currently 
based on clinical status and patient-specific details, as 
well as the disease stage, with the aim of extending the 
window of recurrence prevention. Long-term patient 
follow-up is essential for obtaining data on both short-
term and long-term survival, as well as the quality of 
life after the administered treatment.
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