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Abstract: Alveolar soft part sarcoma (ASPS) is a rare malignant soft tissue tumor, mainly localized in the extremi-
ties, occurring principally in adolescents and young adults. ASPS is uncommon in the female genital tract , and only
37 cases have been reported so far, including 9 cases in the uterine corpus and 17 cases in the uterine cervix. We
here reported a case of ASPS occurring in the lower uterine segment . The case showed typical histological and
immunohistochemical features. The patient had pelvic and para-aortic lymph node metastasis. To the best of our

knowledge, it is the first such case described.
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Report of case
Clinical presentation

A 57-year-old postmenoposal woman, gravida
2, para 2, with anemic for 2 years, was
hospitalized because of abnormal uterine
bleeding for 3 months. Ultrasonic examination
and computed tomography (CT) examination
revealed a mass lesion, 2.4cm in diameter,
mainly located in the endometrium of lower
uterine segment. Magnetic resonance imaging
(MRI) and CT showed no lesions in the chest,
abdomen, or extremities. Cervical Pap test
showed atypical cells suggestive of malignancy.
Subsequent endometrial biopsy indicated a
lower-grade malignant tumor with uncertain
histological type. Total hysterectomy and bilat-
eral salpingo-oophorectomy with dissection of
pelvic and para-aortic lymph nodes were per-
formed. During the procedure enlarged para-
aortic lymph nodes were noted, but no other
peritoneal lesions were found. Intraoperative
pelvic washing cytology was negative for malig-
nant cells.

The patient was readmitted for further exami-
nation one month after the surgery. No abnor-
malities were found in both physical examina-
tion and imagine studies. No adjuvant
chemotherapy was given. The patient was free
of disease 9 months after the surgery.

Pathological findings

Gross examination revealed an exophytic tumor,
measuring 2.4x2.0x1.8cm, located mainly in
the lower uterine segment. The tumor was
sharply demarcated mass and had a smooth
and homogeneous, yellow-whitish surface.

The tumor was grayish, solid, with a slightly
irregular border (Figure 1). The perimetrium,
uterine cervix, and bilateral adnexas were unre-
markable. Para-aortic lymph nodes were 1.2cm
in aggregate.

Histologically, the tumor was composed of
large, round, and polygonal neoplastic cells
with distinct cell borders and abundant granu-
lar eosinophilic and vacuolated cytoplasm.
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Figure 1. Tumor located mainly beneath the
endometrium of lower uterine segment, measuring
2.4x2.0 cm.

Figure 2. Tumor cells had vesicular nuclei with
prominent nucleoli.

Most of the tumor cells had vesicular nuclei
with prominent nucleoli (Figure 2). The tumor
grew in a nest-like or organoid pattern separat-
ed by delicate fibrovascular septa (Figure 3, 4)
Mitotic figures were not identified. The mass
was relatively well circumscribed, except for a
peripheral group of tumor cells infiltrating the
surrounding fibromuscular tissue. The tumor
was confined to the subendometrium of the
lower uterine segment, with no involvement of
the mucosa of the endocervix, or paracervical
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Figure 3. Tumor cells arranged in a nest-like or
organoid pattern separated by delicate fibrovascular
septa.

Figure 4. Figure 2 amplification.

soft tissue. The remainder of the uterus showed
no evidence of tumor.

Periodic acid-Schiff (PAS) stain revealed intra-
cellular diastase-resistant granules. PAS-
positive rod-like or rhomboid crystals of Some
cells were identified after diastase digestion
(Figure 5). The cytomorphological features of
the metastatic tumor in para-aortic lymph
nodes were the same as the tumor in the lower
uterine segment (Figure 6).

Immunohistochemical stains were negative for
AE1/AE3, EMA, SMA, desmin, S-100, HMB45,
CD10, Syn, and chromogranin, CD34, VIM,
34BE12. Ki-67 was positive in 5% tumor cells.
However, the tumor cell nuclei was strongly and
diffusely positive for TFE3 (Figure 7), with a
polyclonal anti-TFE antibody using the avidin-
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Figure 5. PAS-positive diastase-resistant intracyto-
plasmic crystals.

Figure 6. The metastatic carcinoma of para-
aortic lymph nodes was the same as beneath the
endometrium carcinoma of lower uterine segment.

biotin method. Because of the fresh tissue
unavailable, the chromosomal translocation,
1(X;17)(p11;025) involving the TFE3 gene could
not detected by reverse transcriptase-poly-
merase chain reaction.

Discussion

The first case of ASPS arising in the female gen-
ital tract was reported in 1976 by Tobon et al
[1]. who described ASPS involving in the vagina
in 57 year old women.Since then, 35 other
cases have been reported [2-31]. Flint et al. [5]
reported the first case of ASPS involving the
uterine cervix and Grey [13] reported the first
case of ASPS involving the uterine fondues. The
largest series of ASPS involving the female gen-
ital tract (9 cases) was reported by Nielsen et
al. in 1995 [19].
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Figure 7. Tumor cells show diffuse nuclear positivity
with TEF3.

Of the 38 cases reported to date (including our
case), the tumors involved the vulva (1 case),
vagina (6 cases), cervix (17 cases), lower uter-
ine segment/upper cervix (3 cases), uterine
corpus (9 cases, including 5 in the myometrium
and 4 in the endometrium), and broad ligament
(1 case). One of the tumors was described as
arising in the uterus, but an exact location was
not established [17].

PAS stain was performed in all but two cases
[3, 20]; 24 of 36 (66.7%) had PAS + diastase-
resistant crystals. PAS + diastase resistant
granules were identified in the 12 remaining
cases(includingourcase).Immunohistochemical
staining was performed in the reported cases
with variable results. The antibodies included
CK, Vimentin, Desmin, SMA, HHF-35, SMKA,
Myoglobin, MyoD1, S-100 HMB-45, NSE, NK1-
C3, Chromo, Lu-5 and TFE3. The results were
not specifically for diagnosis, but usually in an
attempt to rule out other tumors in the differen-
tial diagnosis. Our case was negative for all the
markers tested including AE1/AE3, EMA,SMA,
desmin, S-100, HMB 45, CD10, synaptophysin,
and chromogranin, except a strong nuclear
expression for TFE3.

Argani et al. [31] reported strong nuclear immu-
noreactivity for TFE3 in tumors characterized
by a chromosomal translocation involving the
TFE3 gene. All 19 ASPSs and 20 of 21 pediatric
renal cell carcinomas with Xp11.2 transloca-
tions stained for TFE3. Among 1,476 other
tumors from 16 different organ sites, only 6
were positive (sensitivity 97.5%, specificity
99.6%). In our case, the tumor cells were
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strongly positive for TFE3. The result was same
as the case reported by Roma [24]. To the best
of our knowledge, this is the second female
genital tract ASPS reported with positive immu-
noreactivity for TFE3.

Among 38 cases in GYN, only 3 of cases had
TFE stains, all cases were positive. Among the
ASPS cases with the involvement of female
genital tract , ASPSs in the uterine corpus and
cervix have an apparently good prognosis com-
pared that in the female genital tract other than
uterus . Majority cases (0/9) of ASPS involving
the uterine corpus were not associated with
recurrence. The case during the procedure
enlarged para-aortic lymph nodes were noted.
Of the 20 cases involving the cervix/lower uter-
ine segment, only one patient showed tumor
metastasis [5], one recurred twice after the
patient was treated with cryotherapy prior to
the correct diagnosis was rendered [8], and 1
case recurred 4 years after an excisional biop-
sy [17]. All patients with uterine ASPS with fol-
low-up were alive and well at the time of last
follow-up. In contrast, one of six patients with
vaginal ASPS died as a result of the tumor. This
patient had a recurrence 4 months after local
excision and external radiation therapy for a
3-cm, right vaginal wall mass. The patient died
of the disease with pulmonary metastases 25
months later [4, 6]. Another patient had a recur-
rent 1.5-cm mass found 4 months after the ini-
tial diagnosis [10]. We here report the case
involving the lower uterine segment with par-
aortic lymph node metastasis. To the best of
our knowledge, this is the first case that patient
had such presentation.

The relatively favorable prognosis of ASPS in
the female genital tract (in contrast to other
sites) might be related to the relatively small
tumor size (<5 cm) of the tumors in almost all
the cases. Roma reported a case with a total
abdominal hysterectomy for uterine leiomy-
omas. a ASPS tumor with small size was identi-
fied accidently . The abnormal uterine bleeding
may be the most symptom for the patients with
ASPS in low female genital tract. Of the 20
cases arising in the cervix or lower uterine seg-
ment previously reported in the literature, 16
(80%) patients had abnormal uterine bleeding.
Of the four remaining cases, two patients had a
cervical nodule identified preoperatively and
the other two had severe menstrual cramping.

718

In our case, the patient had severe dysmenor-
rhea before the imaging examination revealed
a tumor involving the lower uterine segment
and upper endocervix. The patient was well
without any evidence of recurrence for 9
months after the surgery. Larger number of
cases with longer follow up will help to under-
stand the nature of these unusual cases.
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