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Aggressive Angiomyxoma of the Vulva with No Recurrence on a 5-year 
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We report a case of vulvar aggressive angiomyxoma (AA) which is a rare, slow growing and benign tumor of 
mesenchymal origin, but has a high risk of local recurrence.
A 49-year-old Japanese female was referred to us with a large mass of the left vulva, measuring 15×9.5×9 
centimeters. She underwent surgical excision of the tumor with no evidence of recurrence on a 5-year follow 
up. In this case, histopathological examination and immunohistochemical staining after excision revealed a 
diagnosis of vulvar AA with estrogen and progesterone receptors positive. 
Aggressive angiomyxoma of the vulva needs to be distinguished from benign myxoid tumor with a low risk 
of local recurrence as well as from malignant neoplasma. The first line treatment of AA is complete surgical 
excision with tumor free margins, it will reduce the recurrence.
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INTRODUCTION

Aggressive angiomyxoma (AA), a  rare  soft  tissue 
tumor of mesenchymal origin, predominantly occurs 
in  the pelvic peritoneum, vulvo-vaginal, perineal and 
groin region of  female  in  reproductive age. The  fe-
male-to-male ratio is 6.6/1 [1]. Although AA is a slow 
growing and benign neoplasm,  it has a high risk of 
local recurrence after many years but usually does not 
metastasize.

AA was  first described by Steeper  and Rosai  in 
1983 as a rare mesenchymal tumor of reproductive-age 
women  [2]. AA  is often clinically misdiagnosed as a 
malignancy, such as mixed mesodermal tumor, malig-
nant  fibrous histiocytoma, botyroid pseudosarcoma, 
embryonal  rhabdomyosarcoma  and  squamous  cell 
carcinoma by primary care providers. Misdiagnosis  is 
seen in 80% of the cases [3].  Imaging is  important to 
diagnose and to determine the extent of the lesion for 
surgery as the first line of treatment. 

We describe a case report of AA of the vulva in a 
49-year-old female who underwent complete  surgical 
excision of  the  tumor with no evidence of recurrence 
on a 5-year follow up.

CASE REPORT

A 49-year-old, Gravida 5 Para 2, Japanese female 
referred  to  the  gynecology  outpatient  unit  of  our 
hospital with a complaint of a  large  left vulvar mass, 
measuring 15 × 9.5 × 9 centimeters (Fig. 1).  It was an 
elongated, non-mobile, non-tender and painless mass 
extending longitudinally between the mons pubis and 

the anal verge along  the  left  labial  fold. The patient 
noticed  the  small mass 5 years ago and  it has been 
gradually increased in size. As the increasing, she has 
complained of progressively worsening her quality of 
life. She was previously healthy, her past medical and 
family histories were normal. She had smoked 15 ciga-
rettes per day for 35 years in her personal history. Her 
physical examination and laboratory tests were within 
normal limits. 

Magnetic Resonance  Imaging  (MRI)  revealed  a 
bulky well  circumscribed  subcutaneous mass  lesion 
in  the  left vulva. The mass demonstrated  isointensity 
to  the muscle on T1-weighted  images  (Fig. 2-1). On 
T2-weighted  images high  signal  intensity  relative  to 
the muscle with “swirled”  low signals  intensity bands 
within  the hyperintense  tumor was noted (Fig. 2-2). 
Computed tomography (CT) showed no pelvic lymph-
adenopathy and ascites.

With  informed consent,  she underwent a  surgical 
excision of the tumor (Fig. 3-1, 2). The final pathologi-
cal diagnosis was AA of the vulva. 

Macroscopically, the bulky mass was a solid and soft 
tumor, measuring 15 cm in longitudinal diameter and 
well circumscribed (Fig. 4-1). The cut surface showed 
a fleshy glistening myxoid mass with a mixed white 
and yellow tone (Fig. 4-2). Microscopically, short spin-
dle-shaped tumor cells proliferate  in a myxoid, edem-
atous background (Fig. 5). The tumor cells have scant 
eosinophilic  cell bodies and mildly  enlarged nuclei. 
Mitoses are rarely seen. Blood vessels are occasionally 
found. In immunohistochemical stain,  tumor cells are 
positive for desmin, SM-actin, estrogen receptor and 
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Fig. 1	 a large left vulvar mass, measuring 15 × 9.5 
× 9 centimeters.

Fig. 2	 (1) Axial MRI: T1-weighted images showing vulvar mass with isointensity to the muscle.
	 (2) Axial MRI: T2-weighted  images showing vulvar aggressive angiomyxoma with  the swirled 

appearance.

Fig. 3	 (1) Surgery of vulvar aggressive angiomyxoma. (Preoperative)
	 (2) Surgery of vulvar aggressive angiomyxoma. (Postoperative)
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progesterone receptor. No expression of CD34, S-100 
protein, caldesmon and myoglobin is seen. 

No relapse has occurred by the time of follow-up at 
5 years after surgery.

DISCUSSION

The vulvar AA  is  a benign mesenchymal  tumor 
but with a high local recurrence rate up to 72%, and 
relapse occurs months to several years after surgery [4, 
5]. That is why differential diagnosis is pivotal for the 
prognosis from other benign myxoid neoplasms. 

Several  imaging modalities are useful  in primary 
and recurrent diagnosing and surgical  treatment of 
AA. Particularly, MRI and CT are  recommended  to 

diagnose and identify the extent of the tumor for mak-
ing  surgical approach. Relative  to muscle  signals on 
MRI, AA shows an  isointense  signal on T1-weighted 
images and a hyperintense one on T2-weighted images. 
A swirled appearance retaining the enhancing layered 
appearance on MRI and CT is characteristic and often 
present  in 83% of cases  [5]. CT also  shows a  tumor 
with well-defined moderately enhanced margins with 
attenuation  less  than that of muscle  [6]. The attenua-
tion on CT and high signal intensity on MRI are likely 
related  to  the  loose myxoid matrix and high water 
content of angiomyxoma [2]. 

In our patient,  a gynecological  exam revealed a 
self-destructive fleshy mass in the left vulva, and MRI 

Fig. 4	 (1) Gross vulvar aggressive angiomyxoma: the solid tumor, measuring 15 cm in longitu-
dinal diameter and almost encapsulated with the exception of the self-destructive part.

	 (2) Cut surface: fleshy glistening myxoid mass mixed white and yellow tone.

Fig. 5	 short  spindle-shaped  tumor cells proliferate  in a hypocellular 
myxoid stroma. (HE stain, x100)
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and CT confirmed the superficial nature of this lesion 
with respect  to  the pelvic diaphragm and provided a 
proper surgical route. To obtain a successful result  in 
surgical treatment, it is important to completely excise 
a  tumor with  tumor-free margins. The excised  lesion 
of  our  case had negative margins  on pathological 
evaluation. AA of  the external surface  is smooth and 
usually appears not to be encapsulated. They typically 
have finger-like projections  that extend into neighbor-
ing tissues [1]. Our case, unlike most AA, was almost 
encapsulated by a fibrofatty  layer with  the exception 
of  the self-destructive part, and there was no evident 
infiltration  into neighboring  tissues  in  this case. This 
may explain why there has been no recurrence in the 
last 5 years.

There are various  treatments, however  if  it  is pos-
sible, complete  surgical excision with a clear margin 
should be sought. While lesion recurrence is frequent, 
hormonal  treatment  with  gonadotropin-releasing 
hormone analogs (GnRHa) or anti-hormonal  therapy 
is  sometimes needed for primary and recurrent AA. 
This  can be attributed  to  the  fact  that most of AA 
express estrogen and progesterone receptors and are 
sensitive  to hormonal  therapy  [7, 8]. Han-Guerts  et 
al.  [9] proposes  the  following guidelines  in  treating 
AA: (1) complete excision of  the  lesion when possible 
and avoiding mutilating surgery,  (2) adjunct  therapy 
when partial resection is performed is acceptable using 
arterial embolization and/or hormonal treatment, and 
(3) radiotherapy  is reserved to cases  that are resistant 
to  embolization and/or hormonal  therapy and  still 
symptomatic. There are no  standard  treatments  for 
recurrence in the postoperative management of vulvar 
AA. Our patient required no additional treatment post-
operatively because of complete excision with negative 
margins and an almost encapsulated tumor.

The pathogenesis  of vulvar AA  is poorly under-
stood, but a  translocation at  chromosome 12 with a 
consequent aberrant expression of  the high-mobility 
group  protein  isoform  I-C  (HMGI-C)  protein  in-
volved  in DNA transcription has been demonstrated. 
Detection of  inappropriate HMGI-C expression using 
immunoperoxidase technique with anti HMG1-C anti-
body may be a useful marker for microscopic residual 
disease [10]. 

In  conclusion,  AA  is  a  rare  locally  aggressive 
mesenchymal  tumor. When complete  resection with 
tumor-free margins  is possible,  it will offer  the  lowest 
recurrence rate. Even if the AA is resected completely, 
it is clear that it requires close and long-term follow up 
for recurrence. 
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