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Case Report
Clinicopathologic and treatment features of
aggressive angiomyxoma: a case report
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Abstract: Objective: The present study is to accumulate clinicopathologic and treatment data on aggressive angio-
myxoma (AA), a rare tumor. Methods: Various clinical findings were analyzed in 9 patients with AA at Affiliated Tumor
Hospital of Xinjiang Medical University from 1996 to 2016. Results: Nine patients (8 females and 1 male) were
included in the present study, with an age range from 14 to 63 years (median age, 33.4 years). The sites of tumor
in 6 cases were perineum and vagina, right breast, left pelvic peritoneum and right groin (male). Gross examination
showed that the tumor was solid and soft, with unclear boundary but no capsule. The cut surface was gray and jelly-
like. According to microscopic examination, the tumor had invasive growth, and small fusiform or star-shaped cells
being dispersed in a myxoid background, enclosing several capillary structures with a thin wall. The initial treatment
was localized excision. Follow-up showed that 2 patients died from cardiovascular and cerebrovascular disease, 2
patients had local recurrence, 2 patients were withdrawn, and others had neither local recurrence nor distant me-
tastasis. Follow-up time was 3-25 years. Conclusion: AA is a rare tumor that occurs predominantly in females. Local

resection is appropriate to manipulate the tumor, and local recurrence is common.
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Introduction

Aggressive angiomyxoma (AA) is a very rare
gynecologic tumor that is classified as “tumors
of uncertain differentiation” in the latest WHO
classification [1]. Although almost all AA cases
are benign, these neoplasms usually present a
locally infiltrative nature and high rates of recur-
rence [2].

AA is most frequent in adult females during the
period of childbearing age, and the tumor size
generally ranges about 1-60 cm. AA mostly
occurs in pelvis, perineum, buttocks, or groin
area, with a prevalence ratio of 6.6:1 (femal-
es:males) [3, 4]. According to previous reports,
there are fewer than 400 cases in total, and
only 5 reports have shown more than 10 cases.
In the present study, 9 patients with AA were
admitted to our hospital. The follow-up period is

25 years. Their clinical, pathologic, treatment
and follow-up data are reported here.

Case report
Subjects

A total of 9 patients with AA (age of the first visit
was 14-63 years) were diagnosed and treated
in the Department of Gynecological Surgery at
the Affiliated Tumor Hospital of Xinjiang Medical
University between 1996 and 2016, including 8
females and 1 male. Greatest diameter of the
tumor ranged from 1 cm to 14 cm. Among the 9
cases, 6 patients had the tumor perineum and
vagina, 1 patientin right breast, 1 patientin left
pelvis, and 1 patient in right groin (male). All
procedures performed in the current study
were approved by the Ethics Committee of
Xinjiang Medical University. Written informed
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Figure 1. Invasive growth, with small fusiform, or star-shaped cells that are
dispersed on a myxoid background, enclosing several capillary structures

Treatment

The 9 patients were first treat-
ed with locally expanded re-
section, and the margin of 8
cases was negative. One
patient with AA at major ves-
tibular glands had a positive
margin, and gonadotropin-re-
leasing hormone agonist (Gn-
RH-a) was administered for 6
cycles after surgery.

with a thin wall. A. Magnification, 40x%; B. Magnification, 200x.

Figure 2. Tumor cells are star-shaped, oval or short
spindle-shaped, with sparse cytoplasm and no nucle-
ar atypia. Magnification, 400x.

consent was obtained from all patients or their
families.

Pathologic features

According to gross pathology, 9 tumors were
solid and soft, with unclear boundary but no
capsule. The cut surface was gray and jelly-like.
The length of the tumors ranged about 1-14
cm, and larger tumors could be seen within
sheet-like bleeding and cystic degeneration.

According to hematoxylin and eosin staining,
the tumors had invasive growth, small fusiform
or star-shaped cells dispersed on a myxoid
background enclosing several capillary struc-
tures with a thin wall (Figure 1A and 1B). Tumor
cells were star-shaped, oval, or short spindle-
shaped, with sparse cytoplasm, and no nuclear
atypia (Figure 2).

Immunohistochemical results were as follows:
CD34 (blood vessels +), DES (+), HHA-35 (+), PR
(), S-100 (-), VIM (-), SMA (blood vessels +)
(Figure 3A-E).
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Follow-ups

By June 2016, all of the cases were followed up
for 3-25 years. Among them, 2 cases were lost,
and 2 cases had local recurrence and died of
cardiovascular disease finally. Patients with
positive margin and recurrence were followed
up as follows:

Case 1: The patient with AA in the major ves-
tibular gland underwent her first surgery at 38
years old in March 2013, and the surgical mar-
gin was positive. Without any treatment, 3 x
3.3 cm lesions appeared in operative position
after 2 months. Because the margin of the sec-
ond surgery was still positive, she received
GnRH-a for 6 cycles after the second surgery.
No recurrence was observed during the follow-
up of 3 years.

Case 2: The patient with AA in right breast (3
times of recurrence) underwent her first sur-
gery at 34 years old in April 1985. In October
1996, she was diagnosed with the first relapse
in right breast, and received simple mastecto-
my. In September 2006, she was diagnosed
with the second relapse in the right chest wall
and armpit, and received tumorectomy and
right axillary lymph node biopsy. Because the
masses removed from the right chest wall and
armpit were both AA (but the axillary lymph
node had chronic inflammatory reaction), she
accepted local radiation therapy. In March
2007, she was diagnosed with the third relapse
in the right chest wall, and accepted tumorec-
tomy. After tumor resection, the patient was
transferred to medical treatment, because of
acute myocardial infarction. Then, she died of
heart failure in August 2010.

Case 3: The patient with left iliac retroperito-
neal AA underwent her first surgery at 55 years
old in September 1998. In April 2006, she was
diagnosed with local relapse and received left

Int J Clin Exp Pathol 2019;12(5):1816-1819



9 cases of aggressive angiomyxoma

LT P
AU

- 100 uih

Figure 3. Immunohistochemical re-
sults. A. CD34 (blood vessels +) with

- a maghnification of 200x%; B. HHA-35

(+) with a maghnification of 200x; C.

% PR () with a magnification of 200x;
-+ » D. S-100 (-) with a magnification of
» 200x; E. SMA (blood vessels +) with

smin, vimentin, smooth mus-
cle actin, and less commonly,
estrogen and progesterone [6,
7]. Therefore, diagnosis of AA
through hematoxylin and eosin
staining will be beneficial to
select the appropriate immu-
nohistochemical markers in
practice.

Therapies of AA include sur-
gery, GnRH-a, arterial emboli-
zation, and radiation thera-
py. However, radiation therapy
and chemical therapy are used
in rare cases, because prolif-
eration and division of tumor
cells are not significant, limit-
ing responses to radiation and
chemical therapy. In the pres-
ent study, case 1 had the sec-
ond relapse in her right arm-
pit, and we used local radio-
therapy. However, AA still re-
curred after 10 months. It is
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iliac fossa tumor resection and partial bowel
resection. She was followed up until February
2014, and died of cerebrovascular accident.

Discussion

We reporrt cases of AA in vulva and/or vagina,
urethra, pelvis, breast and groin area. Their
structures are similar, with papillary gland cy-
sts, femoral hernia, lipoma, and fibroma, and
these tumors often infiltrate to peripheral tis-
sues. For the reasons given above, difficult
diagnosis and severe hemorrhage have oc-
curred during the operation. Therefore, it is
essential to assess the relationship between
tumor and surrounding tissues by computed
tomography or magnetic resonance imaging
before operation [5].

The pathologic characteristics of the cases
are similar to other reports. The characteristi-
cs will be helpful to distinguish AA from superfi-
cial angiomyxoma, angiomyofibroblastoma and
other soft tissue tumors. According to immuno-
histochemistry, the expression of some mark-
ers is positive in tissues of AA, such as de-
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confirmed that radiotherapy is

not helpful. It is also reported

that relapsing patients have

non-recurrence with radiother-
apy after 2-3 years [8]. Nevertheless, radiother-
apy needs to be used with care, because it
not only affects fertility, but also develops a
risk of sarcoma. In the present study, 1 patient
who received radiation therapy had recurrence
after 10 months, this being inconsistent with
other reports.

Surgery is utilized in most cases to remove
tumor as completely as possible [9]. In the
present study, case 3 had AA at vestibular
gland, which was not excised completely in the
first operation. The tumor reoccurred 2 months
later. Therefore, positive or negative surgical
margin is one impacting factor for the progno-
sis. Now, emerging therapies to minimize muti-
lating surgery include hormonal therapy and
angiographic embolization of the mass [4].

Immunohistochemical study confirms that Es-
trogen receptor (ER) and/or Progesterone re-
peptor (PR) were positive in the present study.
Janaampaio [10] et al. report a 25-year-old
woman with AA in the vaginal area and the
tumor grew rapidly within 1 week after pregnan-
cy, suggesting that the tumor may be hormone-
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dependent. It is reported that GnRH-a drugs or
other anti-estrogen drugs (tamoxifen) can me-
diate shrinkage until disappearance of tumors
[11]. In the present study, the 37-year-old
patient whose margin is positive received vul-
var tumor resection. The edge was still positive,
and ER and PR were positive according to
immunochemistry. The patient received GnRH-
a drug for six courses, and follow-up showed no
recurrence after 3 years. Therefore, thorough
resection of tumors\and endocrine therapy are
suitable for women who intend to maintain fer-
tility afterwards.

In the present study, recurrence rate of AA is
about 33-83%, and the earliest recurrence
occured 2 months after surgery. In addition,
71% of the cases occured within 3 years after
surgery, and 94% occured within 7 years. In
the present study, two cases had recurrence.
One case had the recurrence after 8 years; the
other case had a recurrence 3 times, and the
second recurrence had soft tissue transferring
at the same lateral axillary.

In conclusion, the most frequently reported AA
cases are single-case reports, because of its
low incidence. Extensive local resection sur-
gery is the preferred treatment for AA. How-
ever, GnRH-a may be an appropriate treatment
regimen for patients with recurrence.

Acknowledgements

This research is supported by Natural Science
Foundation of China (No. 81660428) and The
Natural Science Fund Project of the Xinjiang
Uygur Autonomous Region (No.2014211C113).

Disclosure of conflict of interest
None.
Abbreviations

AA, Aggressive Angiomyxoma; ER, Estrogen
Receptor; PR, Progesterone Repeptor.

Address correspondence to: Guqun Shen, The Third
Department of Gynecology, The Affiliated Tumor
Hospital of Xinjiang Medical University, No. 789
Suzhoudong Road, Urumgi 830000, Xinjiang, Chi-
na. Tel: 86-13565938887; E-mail: 13565938887@
139.com; Jingxin Cheng, Department of Obstetrics
and Gynecology, Shanghai East Hospital Affiliated

1819

to Tongji University, Shanghai, China. Tel: 86-138-
99899061, E-mail: 13899899061@163.com

References

[1]  Al-Umairi RS, Kamona A and Al-Busaidi FM. Ag-
gressive angiomyxoma of the pelvis and
perineum: a case report and literature review.
Oman Med J 2016; 31: 456-458.

[2] Srinivasan S, Krishnan V, Ali SZ and Chidamba-
ranathan N. “Swirl sign” of aggressive angio-
myxoma-a lesser known diagnostic sign. Clin
Imaging 2014; 38: 751-754.

[3] Smith HG, Thway K, Messiou C, Barton DP,
Thomas JM, Hayes AJ, Strauss DC and Smith
MJ. Selective marginal resections in the man-
agement of aggressive angiomyxomas. J Surg
Oncol 2016; 114: 828-832.

[4] Benson JC, Gilles S, Sanghvi T, Boyum J and
Niendorf E. Aggressive angiomyxoma: case re-
port and review of the literature. Radiol Case
Rep 2016; 11: 332-335.

[5] Narayama C, lkeda M, Yasaka M, Sagara YS,
Kan-no Y, Hayashi |, Narita A, Asai S, Tajima T,
Shida M, Hirasawa T and Mikami M. Aggres-
sive angiomyxoma of the vulva with no recur-
rence on a 5-year follow up: a case report. To-
kai J Exp Clin Med 2016; 41: 42-45.

[6] Brunelle S, Bertucci F, Chetaille B, Lelong B,
Piana G and Sarran A. Aggressive angiomyxo-
ma with diffusion-weighted magnetic reso-
nance imaging and dynamic contrast enhance-
ment: a case report and review of the literature.
Case Rep Oncol 2013; 6: 373-381.

[7] Gaunay GS, BarazaniY, Kagen AC and Stember
DS. Aggressive angiomyxoma of the scrotum.
Clin Imaging 2013; 37: 1122-1124.

[8] Im SW and Han SS. Treatment of aggressive
angiomyxoma of the female perineum: com-
bined operative and hormone therapy. J Obstet
Gynaecol 2016; 36: 819-821.

[9] Lim CW, Choi Y, An CH, Park SJ, Hwang HJ,
Chung JH and Min JW. Facility characteristics
as independent prognostic factors of nursing
home-acquired pneumonia. Korean J Intern
Med 2016; 31: 296-304.

[10] Kemah B, Soylemez MS, Ceyran B, Senol S,
Mutlu S and Ozkan K. A case of intramuscular
myxoma presenting as a swollen shoulder: a
case report. J Med Case Rep 2014; 8: 441.

[11] Zbhang P, Song K, Li L, Geng F, Li J, Dong R,
Zhang T and Kong B. Aggressive angiomyxoma
with massive ascites. Gynecol Oncol Case Rep
2011; 1: 12-13.

Int J Clin Exp Pathol 2019;12(5):1816-1819


mailto:13899899061@163.com

