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Introduction
Carcinosarcoma of the uterus, also called malignant

mixed Müllerian tumor, is a rare, extremely aggressive
biphasic neoplasm. The term carcinosarcoma reflects the
origin of these mixed tumors, characterized by a combina-
tion of epithelial and mesenchymal (stromal) elements, tra-
ditionally divided into homologous and heterologous
subtypes. Carcinosarcoma is quite uncommon, with an in-
cidence of fewer than two per 100,000 women per year. It
has an extremely poor prognosis, with a five-year survival
rate of 33% to 39% [1].

Case Report
The authors present the case of a 78-year-old woman diag-

nosed with carcinosarcoma of the uterus. She came to the hospi-
tal because of a large tumoral mass protruding through her
vagina. She was not able to specify the time she first observed
this mass. The patient (weight, 64 kg; body mass index, 25) had
no pathological antecedents. Clinical examination revealed a
large tumoral mass with areas of necrosis and hemorrhage; the
origin of this mass was the uterus (Figure 1). An initial biopsy re-
vealed only necrosis. The authors performed a total abdominal
hysterectomy with bilateral salpingo-oophorectomy. Because of
the patient’s critical condition and the high anesthesiologic risk,
a bilateral pelvic lymphadenectomy and aortic lymphadenectomy
were not performed.
The histopathological analysis showed a heterologous malig-

nant mixed Müllerian tumor (Figure 2). The epithelial differenti-
ation was endometrioid and poorly differentiated papillary serous
carcinoma, and the mesenchymal component was rhabdomyosar-
coma (Figure 3). After surgery, the patient was sent to the oncol-
ogy unit.

Discussion
Carcinosarcoma is a rare, extremely aggressive tumor of

the uterus with a poor prognosis. It is predominantly iden-
tified in postmenopausal woman (median age 65 years), but
it can also be found in young women or children [2, 3]. 
Carcinosarcomas and carcinomas of the uterus have sim-

ilar risk factor profiles. Their incidence increases in asso-
ciation with marked obesity, which generates increased
exposure to estrogen hormones, nulliparity, use of exoge-
nous estrogen, treatment with tamoxifen (for breast can-
cer), and pelvic radiation. The incidence decreases in
association with oral contraceptive use [4, 5]. None of the
risk or protective factors was found in the present patient.
Uterine carcinosarcomas typically present with abnormal

vaginal bleeding and also may present with bloody dis-
charge, watery discharge, abdominal pain, or an abdomi-
nal mass [3]. Carcinosarcoma usually develops as a large,
soft, polypoid mass, filling and distending the uterine cav-
ity. In the present case, the tumor was very large (15 cm)
and protruded outside the vagina through the cervical os.
Histologic examination of standard hematoxylin and eosin-
stained sections showed the two components of carci-
nosarcoma: malignant-appearing epithelial and stromal
(mesenchymal). These two morphologies can be intimately
admixed or may appear as distinct components. The ep-
ithelial malignant tissue can have the appearance of any of
the malignant epithelial neoplasms encountered in the fe-
male genital tract: serous, endometrioid, clear cell, muci-
nous, and squamous patterns [3]. Of these patterns, the
most frequent one encountered is serous [6]. The stromal
component may resemble mesenchymal cell types normally
present in the uterus (i.e., homologous differentiation) or
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Summary
Carcinosarcoma is a rare, extremely aggressive tumor of the uterus with a poor prognosis. The authors describe a case of a 78-year-

old woman who presented with a giant mass protruding through the cervix, vagina, and vulva. A total abdominal hysterectomy with bi-
lateral salpingo-oophorectomy was performed. The histopathological examination of the surgical specimen revealed a malignant mixed
Müllerian tumor. The clinical and pathological features, molecular data, and prognosis of this aggressive neoplasm are discussed. Al-
though uterine carcinosarcomas are extremely rare, when a postmenopausal woman with a vulvar mass is admitted to the gynecology
clinic, the physician should consider that the mass may be a carcinosarcoma.
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may have heterologous elements that are not normally
found in the uterus, such as rhabdomyosarcoma, chon-
drosarcoma, and osteosarcoma, listed in decreasing order of
frequency [7]. Frequently, the histologic pattern is simply
high-grade sarcoma, without appreciable specific differen-
tiation.
Genetic and molecular data provides evidence of a mon-

oclonal origin of most carcinosarcomas. The arguments for
this monoclonal origin are the presence of similar chromo-
somal aberrations, concordant loss of heterozygosity, iden-
tical p53 and K-rasmutations, and matching X inactivation
patterns in both histologic components of most carcino-
masarcoma cases studied [6-9].
Additionally, the specific patterns of genetic aberrations

are more consistent with a high-grade carcinoma than a
sarcoma, providing strong support for divergent differen-
tiation within a primarily epithelial neoplasm (carcinoma)
as the histogenesis. Although the theory of being mono-
clonal or biclonal is under investigation, the clinical im-
plication of this fact is unknown. The carcinomatous
component has been shown to have more aggressive be-
havior and be a better predictor of clinical outcome in car-
cinosarcomas. The carcinosarcoma evolution is
unfavorable, even if it is identified and treated in the ini-
tial phases. The recurrence or survival do not correlate
with the patient’s age and the histological type of the tumor
(homologous or heterologous) [10].

Conclusions
Carcinosarcomas are rare, highly aggressive biphasic tu-

mors composed of malignant epithelial and mesenchymal
components. Although they can arise anywhere in the fe-
male genital tract, they are more common in the uterus.
They usually appear to arise from the transformation of
pluripotent stem cells capable of giving rise to cells with

divergent differentiation. The authors present a rare case of
a carcinosarcoma with an unusual clinical presentation as a
giant tumor mass outside the vagina. Recent data have ad-
vanced understanding of the biology of this lesion, and clin-
ical trials are underway to determine the most efficacious
chemotherapeutic regimens.
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Figure 1. — A large (15x15 cm) mass protruding from the cervix
and the vagina.

Figure 2. — Malignant mixed Müllerian tumor – the transition
between epithelial and mesenchymal components is subtle.

Figure 3. — The heterologous component of the malignant mixed
Müllerian tumor: rhabdomyosarcoma.
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