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Abbreviations
AAM: Aggressive Angiomyxoma
ER: Estrogen Receptor
HE: Hematoxylin and Eosin
SMA: Smooth Muscle Actin
CA: Cancer Antigen
CEA: Carcino-Embryonic Antigen
AFP: α-Fetoprotein
SCC: Squamouscell Carcinomas

Introduction
 First reported in 1983, aggressive angiomyxoma is a rare and 
slow growing mesenchymal tumour [1]. AAM usually has no clini-
cal symptom and grows in a insidious manner as well as possesses 
a moderate-to-high risk of local relapse. Its diagnosis is still difficult 
because of its non-specific clinical and radiological aspects. It has 
poor long-term prognosis. AAM could appear in vulva, perineal re-
gion, buttocks, or pelvis in women at reproductive age [2,3]. So far, 
the underlying causes for AAM remain unclear. A few of recent stud-
ies suggest that AAM may be associated with chromosome alteration 
in 12q13-15 region [4,5]. Here, we describe a case of a giant vulvar 
AAM and take the treatment procedure for the patient, together with 
a literature review on AAM.

Case Report
 We present the case of a 42-year-old female patient with a giant 
solid mass on the right vulva for 1 year, with no specific past medical 
history noted and has never been pregnant. No treatment was given 
because she did not pay any attention to it at the beginning. The mass 
grows and increases quickly, without fever, redness, secreta, dysmen-
orrhea, burning sensation, bleeding, abdominal pain, perineum pain, 
dysuria, difficulty in defecation, or other symptoms. Her complaints 
were merely of discomfort when seated and a discharge with a fishy 
odor. She denied having had oral, anal or vaginal intercourse when 
questioned privately. She had no history of surgery, inflammatory 
disease, medications, or trauma and her family history was unre-
markable. The mass was round, well-circumscribed, pedunculated, 
soft, spongy in consistency and nontender. The size of the mass was 
about16cm-10cm with a pedicle of 3cm (Figure 1).

 No enlarged inguinal lymph nodes were palpated bilaterally. Bi-
manual examination revealed that no nodule appeared on vaginal, cer-
vix, uterus, or bilateral accessory. Surface body ultrasound showed 
that several vessels were observed in the perineum of the mass with 
a sign of slight blood flow signal. In her pelvic and abdominal cavity, 
no abnormality was found in enhanced magnetic resonance imaging 
(Figure 2).

 The laboratory white blood cell, alanine amino transferase and 
C-reactive protein levels data revealed no significant abnormali-
ties. The tumor markers, including cancer antigens Cancer Antigen  
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Summary
Background: Aggressive Angiomyxoma (AAM) is a rare 
invasive mesenchymal stromal tumor predominantly in women 
at reproductive age. The diagnosis is based on clinicopathologic 
and immunohistochemical features. The disease is known as a 
mesenchymal tumor of premenopausal women and it is extremely 
rare in men. It has a predilection at the vulvovaginal region, and 
which may be misdiagnosed as Angiomyofibroblastoma (AMF). 
Before the surgical resection, we can’t confirm the diagnosis. AAM 
tends to relapse locally and be differentially diagnosed from the other 
mesenchymal tumors.

Case presentation: This is a case report of massive vulvar AAM in a 
42-year-old Chinese woman with right labia majora mass, which has 
been developing within the previous 12 months, exhibiting the AAM 
clinical impression. The mass measured 16 × 10 × 3 cm, without 
diffuse ulcer and purulent discharge.

Interventions: We performed a wide surgical treatment with the 
mass. Other treatment options, such as hormonal therapy and 
radiotherapy, can be the potential alternatives.

Outcomes: The patient discharged 12 days after the surgery 
therapy. There was no AAM recurrence or metastasis in a period 
of12-month follow-up. It is necessary with a long-term follow-up.

Conclusion: The vulvar AAM is an aggressive and benign 
mesenchymal tumor. In this case, we present the diagnosis, 
treatment, and prognosis for vulvar AAM. The tumor was removed 
completely by the surgery, but a long-term follow-up is requisite for 
surveilling on recurrence.
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(CA)-125, CA-199, Carcino-Embryonic Antigen (CEA), CA-153, 
α-Fetoprotein (AFP) and Squamous Cell Carcinomas (SCC), were all 
in Fig normal ranges. We present a total excision of a tumor mass with 
clear margins at the second Affliated Hospital, Zhejiang university 
school of medicine, with no evidence of any relapse to date during the 
follow-up (Figure 3).

 The histopathologic examination of the resected mass confirmed 
the diagnosis of AAM (Figure 4). The patient was discharged 12 days 
after a surgery with satisfactory outcomes. No evidence of recurrence 
or distant metastasis was observed during the 24-month follow-up pe-
riod.

Discussion
 The AAM mainly occurs on the vulva, vagina, pelvic cavity, hips, 
perineum, and crissum in reproductive female aging from 30 to 40 
years old. Occasionally, AAM occurs in men. The morbidity rate of 
men versus women is about 1:6. It is aggressive because of its nature  

with local infiltration and recurrence. Its relapse rate varies from 35% 
to 72%. The AAM primely occurs in the perineal and pelvic regions, 
which may lead to a possible misdiagnosis as Bartholin gland cyst or 
hernia. In addition, AAM is also difficult to differentiate from angio-
myofibroblastoma due to similar morphology. Therefore, to diagnose 
AAM needs the evidence of clinical features and histologic patholo-
gies.

 AAM is described as having both smooth and adherent margins 
that infiltrate the host’s tissues. The histopathological characteristics 
consist of a population of hypocellular spindle cells sparsely spread in 
a loose myxoid matrix with collagen bundles. In conclusion, AAM is 
a locally benign and aggressive mesenchymal entity, and the surgical 
removal of the mass can cure it.

Findings
None.
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Figure 3: Reposition of mucosal flap and suture an incision site after tumor removal.

Figure 1: A mass in the perineum (arrows). The size of the mass was about 16cm-10cm 
with a pedicle of 3cm.

Figure 4: The pathologic and immunohistochemical characteristics of the mass. (A) 
Desmin was positive for immunohistochemistry. Magnification × 200. (B) Strong and 
diffuse positivity for Estrogen Receptors (ER) (IHC for ER, ×200). (C) HE staining; 
magnification, ×100. (D) HE staining; magnification, ×200.Small to medium-sized pa-
renchyma vessels and more thick-walled small vessels. (E) Strong nuclear positivity in 
PR (×200). (F) S-100 stain was positive.

Figure 2: MRI of the pelvis showing the perineal mass (white arrow).
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