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Introduction

Aggressive angiomyxoma (AAM) is a rare, soft-tissue
tumor occurring mainly in the vulva and perineum [1].
Although the tumor grows slowly and has low-potential
malignancy, it has a high tendency to recur after surgery.
Generally, surgery with sufficient safety margins is rec-
ommended for reducing the recurrence rate. However,
radical surgery does not guarantee a low recurrence rate
and may lead to substantial morbidity [2]. A definitive
curative method and adjuvant treatment after surgery
have still not been identified. 

Hormonal manipulation has been suggested as an adju-
vant treatment for AAM with estrogen-receptor (ER)
and/or progesterone-receptor (PR) positivity [3]. We used
a gonadotropin-releasing hormone (GnRH) agonist for
adjuvant treatment after local excision in the case of a 38-
year-old woman with PR-positive AAM.

Case Report

A 38-year-old woman presented for evaluation of a slow
growing mass in the vulva. She reported that the lesion had been
palpable for the past two years and was not painful. She had a
history of hypertension for a year.

On examination, the lesion was found to be a 6 × 6 × 4 cm
oval mass located in the left labium major (Figure 1). No pal-
pable inguinal lymph node was detected. Computed tomogra-
phy (CT) revealed a well-marginated mass without enhance-
ment in the subcutaneous area of the left labium. However, no
abnormal finding was noted in the laboratory test results. 

By surgery, the mass was diagnosed as a tumor comprising
fibrous tissue with myxoid stroma on the basis of frozen section
examination. The tumor had a distinct margin and did not infil-
trate the adjacent tissues. Therefore, local excision on the left
labium was conducted. On gross examination, the surgical spec-
imen showed a well-circumscribed whitish soft mass. The spec-
imen was fixed in formalin, embedded in paraffin, and stained
with hematoxylin and eosin. On microscopic examination, a

hypocellular component was noted and no mitotic figure was
detected. The tumor was composed of stellate and spindle-
shaped cells in a myxoid stroma. The sizes of the prominent
vessels ranged from a capillary to a large vessel with smooth
muscle cells. Immunohistochemical results showed that the
tumor cells were negative for cytokeratin, estrogen-receptor
(ER), s-100 protein, desmin, and CD34 and positive for proges-
terone-receptor (PR) (Figure 2). We prescribed a gonadotropin-
releasing hormone (GnRH) agonist as adjuvant therapy after
aggressive angiomyxoma (AAM) was confirmed by pathologi-
cal examination, and the therapy caused no adverse effect. The
patient has been followed up for 20 months with no recurrence.

Discussion

AAM was first reported by Steeper and Rosai in 1983
[1]. The term “aggressive” is related to the propensity of
this tumor to recur rather than metastasize [2]. The
typical characteristics of AAM are as follows: (1) stellate
and spindle-shaped cells in a myxoid matrix, (2) well-
defined and swirling image on CT, and (3) high-signal
intensity on T2-weighted magnetic resonance imaging
(MRI) [4].

Summary

A rare case of a 38-year-old woman with progesterone receptor-positive aggressive angiomyxoma is presented. She underwent local
excision and was treated with a gonadotropin-releasing hormone agonist as adjuvant therapy, and is free of disease 20 months after.

Key words: Aggressive angiomyxoma; Vulva; Gonadotropin-releasing hormone agonist.

Figure 1. — Gross appearance. The size of AAM in the left
labium major was 6 × 6 × 4 cm, not fixed to the adjacent tissue.
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Because clinically differentiating a benign condition of
the vulva from malignancy is very difficult, the initial diag-
nosis is very important. AAM should be differentiated
from vulva abscess, Bartholin’s cyst, hernia, vaginal cyst,
lipoma, liposarcoma, and myxoid leiomyosarcoma [5-7].

Elchalal et al. suggested resection with a wide free
margin as the best treatment for preventing the recurrence
of AAM; however, the recurrence rate in patients in
whom the surgical specimen of the tumor has positive
margins is similar to that in those where the surgical
specimen of the tumor has a negative margin [8]. There-
fore, adjuvant treatment after excision is necessary to
prevent recurrence. Radiation therapy has not shown any
benefits in the treatment of AAM [7]. 

The tumor frequently shows ER and PR positivity on
immunohistochemical analysis [9, 10]. It often occurs in
reproductive women growing rapidly during pregnancy
[11, 12]. AAM may be closely related to the hormonal
status of women, which also suggests that it can be
treated by hormonal manipulation [6, 11]. The potential
response of AAM treated with a GnRH agonist has been
reported in the past [13]. Tamoxifen, an anti-estrogen,
was reported to be effective in treating ER- and PR-pos-
itive fibromatosis [14]. However, tamoxifen therapy

could not prevent the recurrence of ER- and PR-positive
AAM [7]. On the basis of these factors, we adopted a
GnRH agonist for adjuvant treatment after excision.
GnRH agonist treatment can usually evoke menopausal
symptoms, but our patient did not complain of hot flushes
or cold sweating.

In the management of AAM, long-term follow-up is
needed, and MRI is the preferred technique for evaluation
of recurrence [5]. 

In conclusion, immunohistochemistry can be helpful
for understanding AAM. Local excision, which is not so
complex, must be considered in select cases of AAM that
has not infiltrated the adjacent tissues, and GnRH agonist
therapy could be a safe adjuvant treatment option for
reducing recurrence rate.
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Figure 2. — Microscopic findings.

(a) The tumor exhibited large sized vessels with prominent
smooth muscle cells in a hypocellular myxoid component (H
& E × 100).

(b) Immunohistochemistry staining was negative for estrogen
receptor (× 100).

(c) Immunohistochemistry staining was positive for proges-
terone receptor (× 100).
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