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Aggressive angiomyxoma is a rare mesenchy-
mal tumor. Aggressive angiomyxoma specially af-
fects the vulvovaginal region in females of a 
reproductive period. The mass is termed aggressive 
because slow growing with a high rate of local re-
currence. Clinical diagnosis could also be difficult; 
but magnetic resonance imaging (MRI) often shows 
the swirled strands of this neoplasm. The “swirled ap-
pearance” is a diagnostic finding of agressive an-
giomyxoma.1-4 In present article, we report the MRI 
and histopathological findings of a 51-year-old 
woman who diagnosed aggressive angiomyxoma. 

 CASE REPORT 
A 51-year-old female patient presented with a palpa-
ble mass in the perineal region. There was painless 
swelling in the perineum. The lesion was considered 
as a perineal hernia at the first examination. There 
was no other pathology in pelvic examination and ul-
trasonographic evaluation of the patient. Tumor 

markers were normal limits. Other laboratory tests 
were also normal. Pelvic MRI was taken to the pa-
tient. MRI showed a large, well-circumscribed mass 
lesion in the left pelvic and perineal regions. The 
mass was isointense to muscle on T1-weighted 
(T1W) and hyperintense on T2-weighted (T2W) im-
ages. Even, T2W, and postcontrast T1W images had 
a “swirled appearance”. The mass was extending into 
the perirectal area. The lesion had infiltrative exten-
sions to the perineal fat planes in the inferior part. On 
diffusion-weighted imaging (DWI), the mass showed 
high signal intensity on apparent diffusion coefficient 
(ADC) series. MRI features suggested aggressive an-
giomyxoma (Figure 1A-D). The patient was operated 
on with these findings. The patient was discharged 
without any postoperative problems.  

On gross examination of the mass, tumor was 
soft-elastic, gray-yellow, irregularly, uncapsulated 
mass. The cut surface was gray-white, homogenous, 
glistening with mild bleeding areas. Histopathologic 
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sections showed an unencapsulated tumor comprised 
of sparsely populated benign spindle shaped cells in 
a myxoid background in most of the fields. The tumor 
cells were cytologically bland and had a spindled, 
ovoid, or stellate appearance with ill-defined cyto-
plasmic borders. Tumor was composed variable size 
from thin or thick walled vascular channels in a myx-
oid stroma. In addition, it contained foci of hemor-
rhage. The tumor was infiltrating adipose tissue. Any 
pleomorphism, hyperchromasia, increased mitosis 
and necrosis could not be detected in the lesion. In 
immunohistochemical examination, the spindle cells 
were positive for estrogen receptor (strongly diffuse, 
>50%), progesterone receptor, smooth muscle actin, 
vimentin, CD34 and desmin (focally), and negative 
for DOG1, S100, CD117. Ki67 index was 1-2%. In 
the light of immunohistochemical findings, typical 
histomorphological features were compatible with 
aggressive angiomyxoma (Figure 2, Figure 3, Figure 
4). However, local recurrence occurred during the 
six-month follow-up period after the initial excision. 
Written informed consent was obtained from the pa-
tient for publication of this report. 

 DISCUSSION 
In aggressive angiomyxoma, the deep soft tissues of 
pelvis and perineum in women are frequently af-

fected. Aggressive angiomyxoma is generally seen in 
the form of large masses. When they diagnosed, they 
are larger than 10 cm. These tumors present either as 
a painless mass or as a mass causing local pressure 
effect.1 Aggressive angiomyxomas are not malign 
neoplasms; but they can show locally aggressive fea-
tures. This tumors often tend to infiltrate contiguous 
tissues.2 Often, the deep pelvic component of ag-
gressive angiomyxoma relative to the pelvic di-
aphragm is not evaluated clinically.1 The clinical 
findings can sometimes be confused with the benign 
diseases such as vaginal cysts, pelvic lipoma, pelvic 
hernia or abscess. For these reasons, preoperative di-
agnosis is usually not performed and the tumor is 
often misdiagnosed during the presentation.3 

The computed tomography (CT) features are not 
typical. On unenhanced CT, there are hypodense or 
isodense mass in the pelvis and perineum. These tu-
mors may rarely show the typical “swirled appear-
ance” on postcontrast CT.4 Outwater et al. reported 
that only three of six patients have the classical 
“swirled appearance” on CT.5 Surabhi et al. reported 
that only six of 14 patients have the classical “swirled 
appearance” on CT.1 MRI is more valuable due to the 
soft tissue resolution and “swirled appearance” in the 
diagnosis of aggressive angiomycomoma.3 The 
masses are usually isointense to muscle and relatively 

FIGURE 1: A) Axial T1-weighted magnetic resonance image demonstrates an isointense mass lesion with adjacent soft tissues in the left pelvic region. B) Sa-
gittal T2-weighted magnetic resonance image shows a left perineal mass extending across the pelvic diaphragm, compressing the uterus, and a “swirled ap-
pearance” within the mass. C) Sagittal postcontrast fat-supressed T1-weighted image shows the characteristic “swirled appearance”. D) On axial apparent 
diffusion coefficient image (b=800 mm2/s), the mass shows a high signal intensity (apparent diffusion coefficient value: 1.67x10-3 mm2/s).
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homogeneous on T1W images and hyperintese on 
T2W images, as in our cases.4 The hyperintense sig-
nal on T2W images is due to the myxomatous and 

high water content of tumor.6 The “swirled appear-
ance” is a diagnostic imaging finding of these tu-
mors.5 The characteristic “swirled appearance” is 

FIGURE 2: This tumor is composed of spindle cells and medium-size to large vessels within an abundant myxoid matrix in the H&E (x100) staining sections.

FIGURE 3: The vessel walls often hyalinized and contain perivascular concentric collagen fibres in the H&E (x100) staining sections.

FIGURE 4: The tumor has infiltrative margins and non-neoplastic soft tissue in some microscopic areas in the H&E (x100) staining sections.
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seen on T2W and post-contrast T1W images, as in 
our case.7 In aggressive angiomyxoma, an informa-
tion about DWI is extremely low. In a recent study, 
high ADC values were determined in aggressive an-
giomyxomas, as in our case.8 Aggressive angiomyx-
oma characteristically do not have infiltrative features 
and tend to displace and grow around contiguous tis-
sues.3 

The imaging differential diagnosis of aggressive 
angiomyxoma should include myxoma, infiltrating 
angiolipoma, and infiltrating liposarcoma.7 Myxoma 
is a benign mesenchymal neoplasm. It mostly occurs 
in older patients. Myxoma is usually located in intra-
muscular area. It does not indicate marked vascular-
ity.9 Infiltrating angiolipoma is hypervascular lesion 
similar to aggressive angiomyxoma. This tumor is 
usually found in the thigh area. It infiltrate muscle 
and subcutaneous tissue.10 The lack of high-fat con-
tent is an important feature in distinguishing of agres-
sive angiomyxoma.9 Infiltrative liposarcomas are 
deeply located and show infiltrative growth pattern. 
MRI findings varies depending on the degree and 
amount of adipose tissue.9,10 

The clinical differential diagnosis should be in-
cluded vulvar masses, vaginal cysts, perineal lipoma, 
canal of Nuck hernia, hernias of pelvic origin, and 
pelvic organ prolapses in female patients.9,11 In par-
ticularly, it should be kept in mind that it can easily 
be mixed with non-reducible pelvic floor hernias.  

The main pathological differential diagnosis of 
aggressive angiomyxoma contains myxoma, various 
myxoid sarcomas and angiofibroblastoma. Myxoma 
does not have a vascular pattern of aggressive an-
giomyxoma. It does not usually occur in areas af-
fected by aggressive angiomyxoma. Myxoid 
sarcomas generally have more cellularity and cyto-
logical atypia than aggressive angiomycsomes. An-
giomofibroblastoma occurs in regions similar to 
aggressive angiomyxoma, but is usually positioned 
more superficially.12  

Surgical excision is the main treatment method. 
However, anatomical localization of the tumor makes 
it difficult to en bloc resection if the uterus is required 
to be preserved in reproductive age patients.8 Hor-
monal therapy can be reduced the tumor size in large 
tumors in the preoperative period. In addition, hor-
monal therapy can be used in postoperative recur-
rences.1 

In conclusion, aggressive angiomyxoma has a 
characteristic MRI appearance, such as a “swirled ap-
pearance”. MRI also guides the convenient surgical 
approach. Although the lesion is benign, it should be 
considered that the lesion may have recurrence. 
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