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Abstract

Case Report |

Rhabdomyosarcoma (RMS) is a malignant neoplasm that originates from undifferentiated myogenic progenitor cells.
It is predominantly a pediatric disease, and its occurrence in adults is exceedingly rare. Adult primary RMS of
gynecologic origin is an uncommon phenomenon, and the cervix is the most frequently involved site. The incidence of
adult primary uterine RMS is extremely scarce. Herein, we present the case of primary uterine RMS in a 59-year-old
Moroccan postmenopausal woman who presented to clinic attention with a two-month history of metrorrhagia. The
patient received a multimodal therapy comprising a combination of surgery, chemotherapy and radiotherapy with a

good clinical and radiological evolution.
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INTRODUCTION

Rhabdomyosarcoma (RMS) is a high-grade,
malignant tumor of mesenchymal origin in which
cancer cells have a propensity for myogenic
differentiation. It is included in the group of small blue,
round cell tumors of childhood along with
neuroblastoma, lymphoma, and primitive
neuroectodermal tumors (PNET) [1,2]. Primary RMS of
the uterus in adults is rare. Historically, the first case to
arise in a postmenopausal woman was documented by
Anderson and Odmansson in 1869 [3].

To date, data on clinicopathological features of
this malignancy are limited in the literature compared to
most other gynecological tumors. In this study, we
present an observation of a uterine carcinosarcoma in a
post-menopausal woman, where the RMS represent its
heterologous component, through which we specify its
epidemiological, clinical and radiological
characteristics as well as its therapeutic management.

CASE PRESENTATION

We present here a case of a 59-year-old female
patient, nulliparous, menopausal, with a history of
thyroidectomy on levothyroxine 6 years ago, who was
admitted to the gynecology department owing to
metrorrhagia for more than 2 months without other
associated signs. The patient was referred to us after

total hysterectomy, bilateral salpingo-oophorectomy,
and lymphadenectomy. The study of the surgical
specimen was in favour of a double component
malignant tumour proliferation whose morphological
aspect reminds firstly a carcinosarcoma, infiltrating less
than 50% of the myometrial wall, without neoplastic
vascular emboli. On immunohistochemical study, the
epithelial cells were positive for Kkeratin. The
mesenchymal cells were positive for vimentin,
mycogenin, desmin, CD10. In total, the appearance was
of a uterine carcinosarcoma with a
rhabdomyosarcomatous differentiation. The lymph
node dissection was negative on both sides.

The radiological assessment hasn’t revealed
any distant metastases. The tumor was classified as
stage IA according to the FIGO classification.
Postoperative MRI showed no tumor residue. The
patient then received 4 adjuvant cycles of
chemotherapy. The regimen used was paclitaxel at a
dose of 175 mg/m 2 and carboplatin AUC 5. The
patient had 4 episodes of grade 2 neutropenia between
the cycles, which had led to delay subsequent
chemotherapy doses. The total duration of
chemotherapy was 3.5 months. The evaluation CT TAP
was without abnormalities. The patient then underwent
pelvic radiotherapy with 25 fractions of 1.8 Gy. Due to
the unavailability of brachytherapy, an additional
complement by external radiotherapy was performed on
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the vagina with 8 fractions of 2 Gy. The evolution was
favorable with a follow-up of 1.5 years.

Figure 1: carcinosarcoma with
rhabdomyosarcomatous differentiation
HEX40TMMM

DiSCcuUssION

RMS is an aggressive mesenchymal tumor
whose phenotype recapitulates striated skeletal muscle.
It is most commonly diagnosed in the pediatric
population, occurring predominantly in patients
younger than 10 years old, and tends to originate in the
head, neck, limbs and urinary tract [3]. Uncommon in
older patients, RMS accounts for less than 4% of all
adult soft tissue sarcomas, and when occurring in this
patient population most often develops in the deep soft
tissue of the limbs [4,5].

Primary RMS of the uterus in adults is
exceedingly rare. It occurs most commonly in the
cervix, followed by the corpus uteri, where it may
appear as a “pure” tumor or more commonly as a
constituent of uterine carcinosarcoma
(rhabdomyosarcomatous component of the
mesenchymal element) [3,6].

The WHO classifies rhabdomyosarcomas into
four subtypes: embryonal, alveolar, pleomorphic and
spindle cell/sclerosing. The polypoidal subtype of

embryonal RMS, known as botryoid RMS, occurs
beneath the mucosa of internal organs, typically
involving the urinary bladder [7]. The most common
histologic variant of RMS of gynecologic origin
previously reported in the adult and pediatric literature
is embryonal, with the majority being botryoid [4,8,9].

It falls into the category of small round blue
cell tumors for containing relatively uniform, round or
slightly spindled cells with dark nuclei and
inconspicuous nucleoli. Rhabdomyoblasts (elongated or
globular cells with eosinophilic cytoplasm) are found
occasionally [10].

Biopsies, frozen sections, and
immunohistochemistry are important workups for
definitive diagnosis of RMS given the difficult nature of
this condition [11]. However, physicians should be
aware that biopsies from the superficial tumor may not
be able to capture the extent of the tumor due to the
extensive necrosis and inflammation usually present.
Instead, it is important to consider larger excisional
biopsies to capture the tumor, which may need to be
performed under general anesthesia. Commonly used
muscle antigen markers for diagnosis of RMS include
myogenin, MyoD1, desmin, and sarcomeric actin [12].

We consider that immunohistochemical
support is necessary for a definitive diagnosis of
rhabdomyosarcoma. The neoplasm we describe was
positive with desmin. This is a marker of muscle and
does not help distinguish between a rhabdomyosarcoma
and a leiomyosarcoma. However, smooth muscle actin
(a marker of smooth muscle differentiation) was
negative while sarcomeric actin, myogenin, desmin and
myoD1 (all skeletal muscle markers) were positive.
This provides unequivocal evidence that the neoplasm
in this report exhibit skeletal muscle differentiation.

There are no symptoms that are
pathognomonic for RMS, so it is not possible to
distinguish it clinically on its own. In the female genital
tract, RMS most commonly presents with a polypoid
mass protruding from the wvagina and/or cervix
accompanied by vaginal bleeding [13]. In the case
reported here, the clinical symptomatology was isolated
postmenopausal metrorrhagia

Imaging, particularly MRI, has a developing
role in the assessment of the malignancy, being useful
in the evaluation of the pelvic mass at presentation,
adequate staging (assessment of invasion depth, spread
to adjacent organs and lymph nodes), and also
providing differentiation from the more common
endometrial carcinoma. The CT TAP completes the
remote extension assessment. The PET-scan has no
indication in first intention [14,15].

The RMS’s treatment is similar to carcinoma’s
if it is diagnosed in the context of carcinosarcoma.
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Indeed, uterine carcinosarcoma is staged according to
the FIGO and the Tumor-Nodes-Metastasis (TNM)
staging systems for endometrial cancer and is generally
treated along a gynecological carcinoma rather than a
sarcoma paradigm [16].

Surgical debulking has gradually become the

primary approach for both accurate staging and
treatment of stage I-11l malignancies, whereas more
conservative surgical approaches can be offered to
patients with advanced disease for symptom palliation.
However, outcomes after primary surgery treatment
alone have been poor with a high recurrence and death
rate even in early-stage disease. Adjuvant therapy,
including systemic chemotherapy, radiation therapy, or
both, has been significant consideration in the
management of the uterine carcinosarcoma after
primary surgical treatment [17].
According to 2023 NCCN guidelines, combined
chemotherapy is  recommended  for  uterine
carcinosarcoma even in the early stage. The first choice
is carboplatin and paclitaxel combined chemotherapy.
RT should be considered if both high-grade epithelial
components and sarcoma are dominant (>50% of
sarcoma component in uterine tumor).

RT is directed at sites of known or suspected
tumor involvement and may include EBRT and/or
brachytherapy. Imaging is required to assess
locoregional extent and to rule out distant metastases
before administration of RT. In general, EBRT is
directed to the pelvis with or without the para-aortic
region. External-beam doses for microscopic disease
should be 45-50 Gy. For gross nodal disease, boost
should be considered to 60-65 Gy while respecting
normal tissue constraints. Concerning brachytherapy,
the dose depends on the use of EBRT. 7 Gy x 3
fractions prescribed at a depth of 0.5 cm from the
vaginal surface is a regimen used by many,

The outcome of uterine RMS is very poor with
most patients presenting with widespread disease at
time of diagnosis. A study by Gerber et al investigated
148 adult patients with RMS of various sites over a 10-
year period. They found a five-year overall survival of
45% for non-metastatic patients and 26% for metastatic
patients, and treatment failure correlated with a poor
prognosis [18].

CONCLUSION

Although our understanding of this disease is
improving, more research is needed to better delineate
prognostic and predictive biomarkers for this tumor
type in order to help guide treatment approaches.
Although clinical trials are sorely needed in order to
most effectively compare therapies, prospective studies
are difficult due to the rare nature of this tumor type.
Future research will likely require multi-institutional
and collaborative approaches to better understand this
important gynecologic malignancy.
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