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Abstract

A  50-year-old  woman  presented  with  a  large  mass  on  her  right  ischioanal  fossa.  After  surgical  removal,  a  diagnosis  was

made  of  aggressive  angiomyxoma.  These  tumors  are  exceedingly  rare,  and  hard  to  diagnose  as  they  can  be  mistaken  for

other perineal entities, and the locally recurrences are frequent.
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Introduction

Angiomyxomas are rare mesenchymal tumors that

usually appear in women in their 4th or 5th decade of life.

Their  growth  is  slow and  usually  painless,  with  unclear

edges, and they are often confused with other entities such

as perineal abscesses or Bartholin’s cysts. In order to proper-

ly identify them, imaging studies will need to be done. It has

a characteristic appearance in both MRI and CT scans, due

to a  concentration of  fusiform cells  which has  been de-

scribed as a “swirl sign” or “swirled appearance”. However,

its definite diagnosis will only be made by a histopathologi-

cal study.

Its  treatment  poses  a  challenge due to  a  tendency

to  recur  in  the  following months  and even years,  but  wide

consensus  points  at  excisional  surgery  as  the  better  treat-

ment  option.  Long-term  follow-up  is  recommended,  with

reported recurrence rates varying between 10% to 80%.

In the hopes of spreading awareness about this un-

common entity, we report the case of a 50-year-old woman

with a growth on her right ischioanal fossa, which extended

toward the perineum, and which turned out to be an aggres-

sive angiomyxoma of the perineum.

Case Presentation

A 50-year-old woman presented with a complaint

of pain during urination and vulvar pruritus for the past six

months.  The  patient  had  a  history  of  one  vaginal  delivery

and an abdominal hysterectomy due to fibroids some years

before.

Upon examination, asymmetry of the right gluteus

maximus could be noted, as well as a mass of soft consisten-

cy  and  unclear  limits.  A  pelvic  ultrasound  was  performed,

reporting a low echogenicity mass with a surrounding pseu-

docapsule  measuring  70x37  mm,  beginning  at  the  level  of

the anal canal in close contact with the external anal sphinc-

ter and going up the perineum and over the levator ani mus-

cle, reaching the right paraurethral region. (Figures 1-2) 3D

ultrasound showed how the mass displaced the puborrectal

component of the levator ani muscle (Figure 3).

Figure 1: 2D ultrasound image of the perineal mass (transvaginal)

A  pelvic  MRI  was  performed,  which  described  a

cystic  mass  with  heterogeneous  intensity  (seemingly  mu-

cous)  measuring  91x61x26mm  on  the  right  hemipelvis.  It

confirmed  that  the  mass  spread  from  the  perianal  area  of

the perineum towards the right retropubic space (and right

paraurethral space), and it lay over the levator ani muscle. It

also  lightly  displaced  the  vagina  and  rectum  towards  the

left.

The patient was scheduled for surgical removal of

the mass. With the patient in the lithotomy position, a surgi-

cal incision was made over the old scar of an episiotomy. A

great tumour mass, encapsulated, an of soft consistency was

located in the right ischioanal fossa, invading the right para-
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vaginal  and  paraurethral  spaces.  It  touched  on  and  dis-

placed the levator ani muscle. Resection of the mass was per-

formed, managing to remove it in its entirety without rup-

turing it (Figure 4-5). During the resection of the mass from

the  anal  sphincter,  a  lesion  was  made,  which  was  subse-

quently  repaired using 2/0  simple  interrupted sutures.  The

surgical  wound  was  closed  using  0/0  thread  and  a  Blake

drain  was  left.

Figure 2: 2D ultrasound image of the perineal mass in close contact with the external anal sphincter (introital)

Figure 3: 3D ultrasound of the perineal mass displacing the puborrectal component of the levator ani muscle (introital)
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Figure 4: Surgery to remove the perineal mass

Figure 5: The surgical specimen after its removal

The  histopathological  report  described  an  appar-

ently  delimited  tumor  formation  measuring  10  x  8.5  x  3.5

cm  in  its  maximum  axis,  with  adipose  tissue  areas  and  a

lobed pattern. The tumor was made up of spindle-shaped or

stellate-shaped  cells  separated  by  an  abundant  myxoma-

tous-looking stroma. The pathologist did not identify mitot-

ic  activity or cytological  atypia.  At the stromal level,  abun-

dant medium-sized vascular structures with slightly hyalin-

ized  walls  were  identified.  Abundant  trapped  nerve  struc-

tures  were  identified  within  the  tumor.  Adipose  tissue  was

identified  at  a  peripheral  level,  observing  imprecise  tumor

limits,  reaching  the  surgical  edges  of  resection  at  some

points  (Figure  6).  Immunohistochemical  staining  showed

positive levels for estrogen and progesterone receptors and

focally for CD34, while tumour cells were negative for S100

and KI67.
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Figure 6: Microscopic section of the tumour showing peripheral adipose tissue

The  histopathologic  report  diagnosed  an  aggres-

sive angiomyxoma. Adjuvant treatments were ruled out and

she was scheduled for close follow-up every 6 months (with

MRI and ultrasound). As of three years later, no evidence of

recurrence has been found.

Discussion

Aggressive  angiomyxoma  is  a  locally  invasive  be-

nign  mesenchimal  tumour  that  can  sometimes  appear  in

the perineal or vulvar region. It is made up of spindle or stel-

late cells within a hypocellular myxoid tissue. It mostly ap-

pears  in  premenopausal  women.  It  is  a  very  rare  entitity,

with  fewer  than 50  cases  found in  the  literature  in  the  last

decade.

It  rarely  methastasizes,  with only  3  such cases  re-

ported in the literature [1]. It is mostly treated by local surgi-

cal  excision.  We also  found one  case  that  was  treated with

CT-guided percutaneous chemical ablation, although residu-

al disease is described after the procedure [2].

Its main treatment challenge is not only achieving

a  complete  excision,  but  its  tendency  to  recur,  even  many

years  of  the  initial  diagnosis  and  excision.  Some  groups

have  also  tried  giving  GnRH-analogues  either  as  neoadyu-

vant  treatment  (to  shrink  the  tumour  before  surgical  exci-

sion) or as maintenance treatment after the surgery. While

there is no sufficient evidence regarding the use GnRH-ana-

logues,  some  aggressive  angiomyxomas  express  proges-

terone  and/or  estrogen  receptors.  And  indeed,  it  has  been

shown  in  the  literature  that  some  of  these  tumours  grow

rapidly during pregnancy, which leads us to conclude that a

hormonal influence could be responsible [3].

It would follow that for those angiomyxomas that

showed progesterone and/or estrogen receptors, GnRH-ana-

logues could be used as adjuvant treatment, at least in meno-

pausal  women (who account  for  a  majority  of  the  cases  of

angiomyxoma).

The adverse effects of their use such as headaches,

hot flashes or osteoporosis could discourage premenopausal

patients from using them chronically.

Aggressive angiomyxoma of the perineum and vul-

va often presents as a growing mass, without any other con-

comitant  symptoms  (although  in  rare  cases  it  can  cause

painful urination or pruritus). It can also mask as a number

of  other clinical  entities,  most  notably a  Batholin’s  cyst,  an

inguinal hernia or a lipoma [4].

Upon reviewing  the  literature,  we  found that  this

tumour is a rare entity in Europe and North America, with

most  cases  stemming  from  Asia,  especially  those  of  bigger

sizes [5,6].

Long-term  follow-up  is  not  standardized,  though

most cases suggest a 6-month or 1-year visit. It remains un-
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clear  whether  follow-up  MRIs  are  needed,  since  most  pa-

tients who have a recurrence will consult with their medical

providers  immediately  [7].  We  would  suggest  a  combined

approach,  alternating MRIs (which are costlier  and usually

have  more  scheduling  conflicts)  with  transvaginal  ultra-

sounds  performed  in  clinic,  ideally  every  6  months  [8].

Aggressive  angiomyxoma  poses  a  treatment  chal-

lenge  due  to  the  inadequacy  of  using  either  chemotherapy

or radiation therapy, given its low mitotic index. The mitot-

ic index is the ratio between the number of cells in a popula-

tion undergoing mitosis to the total number of cells in said

population.  An  elevated  mitotic  index  indicates  more  cells

are  dividing  while  a  low one  indicates  that  cells  are  diving

slowly, and are more resistant to radiation and chemothera-

py induced damages.

It is thus mostly treated with surgical excision but

there is  no consensus as  to the surgical  margins,  since it  is

normally surrounded by similar connective tissue. These tu-

mours usually lack a capsule and present grossly unidentifi-

able limits, making it hard for the surgeon to remove them

completely. While they normally displace surrounding struc-

tures such as the vagina and rectum, as shown in our case,

there  are  cases  in  the  literature  where  they  infiltrate  sur-

rounding structures [9].

.

Conclusion

Aggressive angiomyxoma of the perineum is a rare

entity  but  it  should  always  be  in  the  differential  diagnosis

for  a  growing  perineal  mass.  Surgical  excision  is  the  most

common treatment, and the recurrences are frequent.
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