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The uterus is an uncommon site for malignant mesenchymal 
tumors with leiomyosarcoma and endometrial stromal sarcoma 
representing the most common tumors of the uterine body. 
Rhabdomyosarcoma (RMS) of the uterus is occasionally found 
as a component of malignant mixed epithelial and mesenchy-
mal tumors. Pure uterine RMS is a rare tumor that usually pres-
ents as a polypoid mass of the uterine cervix in children, called 
sarcoma botryoides. RMS can be categorized as embryonal, al-
veolar, and pleomorphic types. Spindle cell variant is a subtype 
of embryonal RMS and occurs predominantly in the paratestic-
ular region in children. Here, we describe a uterine spindle cell 
RMS in a 76-year-old woman. 

CASE REPORT

A 76-year-old woman, gravida 3, para 2, presented with in-
termittent lower abdominal pain of increasing severity. The pa-
tient reported a 10 kg weight loss with associated anorexia and 
constipation for approximately six months. Physical examina-
tion revealed abdominal tenderness and a fixed lower abdominal 

mass at roughly six months in gestational size. Abdominal and 
pelvic ultrasonography showed a multilobulated solid and cys-
tic mass in the pelvic cavity. A computerized tomography scan 
of the abdomen and pelvis demonstrated a 16×10×8 cm lobu-
lating-contoured and heterogeneously-enhanced mass occupy-
ing the lower abdomen and pelvic cavity. Neither the uterus 
nor both ovaries were identified (Fig. 1). Serum levels of tumor 
markers, with normal values in parentheses, were as follows: 
cancer antigen 125, 101.2 U/mL (<35 U/mL); cancer antigen 
19-9, 4.8 U/mL (<30 U/mL). An exploratory laparotomy was 
performed given the high-suspicion for an ovarian tumor. Intra-
operatively, a yellowish, hard, friable, 20×15×7 cm mass had 
replaced the right lateral uterine wall and had adhered to the 
colon, rectum, and appendix. The right ovary was not recog-
nized, but the left ovary and both fallopian tubes appeared nor-
mal. Tumor debulking and subtotal hysterectomy with bilateral 
salpingo-oophorectomy were performed. The tumor grossly oc-
cupied the entire right myometrium and was bulging into the 
endometrial cavity. The cut surface of the tumor had a variegat-
ed appearance, including components of greyish soft, whitish 
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fish-flesh, and yellowish myxoid with small cystic changes (Fig. 
2). Wide areas of hemorrhagic necrosis were also noted. Micro-
scopic findings exhibited highly cellular and necrotic tumor 
consisting of bundles or fascicles of spindle cells in a myxoid 
stroma (Fig. 3). Rare rhabdomyoblasts containing eccentric nu-
clei and deeply eosinophilic cytoplasm were observed (Fig. 4). 
Pleomorphic tumor cells were mixed with spindle cells in small 

areas. Mitotic figures were frequently counted with more than 
100 mitotic figures per 10 high power fields. Right ovarian tis-
sue was identified in the fibrous tumor capsule without direct 
invasion of tumor cells. Immunohistochemical staining showed 
diffuse positivity of tumor cells with myoglobin (Fig. 5), myo-

Fig. 1. Abdominal computed tomorgaphy demonstrating a huge, 
lobulating-contoured, lower abdominal and pelvic mass with 
omental and mesenteric fat infiltration.

Fig. 2. Gross tumor findings showing a yellowish-white cut surface 
with vague trabeculation and myxoid change. 

Fig. 3. Microscopic finding exhibiting highly cellular tumor com-
posed of interlacing bundles of spindle cells with infiltrating margin. 

Fig. 4. Isolated rhabdomyoblasts admixed with spindle cells.

Fig. 5. Tumor cells strongly positive for myoglobin.
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D1, desmin, and vimentin. No stains for smooth muscle actin, 
pan-cytokeratin, epithelial membrane antigen, or estrogen re-
ceptor were postive. The patient refused further treatment and 
died of disease three months after diagnosis.

DISCUSSION

Uterine sarcomas are relatively uncommon with leiomyosar-
coma as the most common histologic type. RMS is a common 
soft tissue tumor seen in children, but pure uterine sarcomas 
arising in the female genital tract are rare, particularly in 
adults.1 In the pediatric population, the most commonly in-
volved site is the vagina, whereas the uterine cervix and corpus 
are the most frequent locations of RMS in adult women.2,3 In 
postmenopausal women, uterine RMSs appear to be entirely 
the pleomorphic type with extremely poor clinical outcome.4,5 

RMSs can be morphologically classified into three categories: 
embryonal, alveolar, and pleomorphic. The spindle cell variant 
is a recently characterized and rare subtype of embryonal RMS 
first described in 1992.6 Spindle cell RMS predominately oc-
curs in the paratesticular region in children and young adults, 
and carries a relatively favorable prognosis. After Rubin et al.7 
reported the first two cases of spindle cell RMS in adults, limit-
ed reports of adult spindle cell RMS have been subsequently 
published.8 According to the largest review performed by Nas-
cimento and Fletcher,9 the head and neck region were the most 
common sites for adult spindle cell RMS followed by the retro-
peritoneum and lower extremity. These adult tumors seem to 
have a more aggressive clinical course compared to pediatric 
cases. Only one case of uterine spindle cell RMS has been previ-
ously reported in a 28-year-old woman who presented at Inter-
national Federation of Gynecology and Obstetrics (FIGO) stage 
I and was well after two years of follow-up. The case here, was 
FIGO stage IIIA at presentation, and the patient died of disease 
three months after diagnosis. 

Differential diagnosis for spindle cell RMS of the uterus in-
cludes leiomyosarcoma, undifferentiated endometrial sarcoma, 
and rhabdomyosarcomatous components of a mullerian adeno-
sarcoma or carcinosarcoma.  Immunohistochemical staining for 
skeletal muscle markers can be helpful in differentiating spindle 
cell RMS from other spindle cell tumors. Leiomyosarcoma is 
the most common malignant mesenchymal tumor of the uter-
ine corpus and has similar histologic finding to spindle cell 
RMS. Tumor cells of leiomyosarcoma are spindle-shaped with 
characteristic cigar-shaped nuclei, or large pleomorphic resem-
bling rhabdomyoblasts. Markers such as myo-D1 and myoglo-

bin are more specific than muscle-specific actin, smooth muscle 
actin, and desmin, because smooth muscle markers have limit-
ed value in differential diagnosis. Undifferentiated endometrial 
sarcomas, highly aggressive neoplasms, do not histologically re-
semble entometrial stroma and may consist of spindle or mark-
edly atypical tumor cells. Although CD10 expression has been 
observed in both uterine RMS4 and undifferentiated endometri-
al sarcoma, immunophenotypic evidence of skeletal muscle dif-
ferentiation has only been seen with RMS. Mixed epithelial and 
mesenchymal tumors including adenosarcoma and carcinosar-
coma consist of a mixture of benign or malignant epithelial and 
sarcomatous components. Epithelial components are usually 
glandular or rarely non-glandular and can be constitute a small 
portion of the tumor, especially in carcinosarcoma. Sarcomatous 
elements may be either homologous or heterologous with heter-
ologous components frequently exhibiting rhabdomyoblastic 
differentiation. When sarcomatoid overgrowth predominates, 
epithelial components can be obscured. Extensive tumor sam-
pling with careful investigation for epithelial areas, and immu-
nohistochemical confirmation may be required to differentiate 
RMS from mixed epithelial and mesenchymal tumors.

In conclusion, pure RMS of the uterine corpus is uncommon, 
and the spindle cell variant is especially rare. Here, we present a 
case of spindle cell RMS of the uterine body in 76-year-old 
woman. Uterine RMS should be differentiated from leiomyo-
sarcoma, undifferentiated sarcoma, and mixed epithelial and 
mesenchymal tumors. Extensive tumor sampling, careful mi-
croscopic examination, and immunohistochemical staining may  
aid in a diagnosis of spindle cell RMS. 
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