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Anangiomyxoma of the Vulva- A Bizarre Perineal Lesion
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ABSTRACT

Angiomyxoma is a rareslowly growing and
benign tumour of mesenchymal origin, which
affects women of reproductive age group and it is
associated with a high risk of local recurrence.Here
we present a 38 years old Para one live one female
with a 10-12 cm swelling over the right labia
majora extending upto the perianal
region.Histopathologically,the lesion was
composed of spindleandstellate shaped cells
embedded in a myxoid matrix.Another specific
feature is the presence of variable sized thin walled
capillaries and thick walled vascular channels.The
patient underwent wide local excision of the
tumour with clear margins .Angiomyxoma of the
vulva needs to be distinguished from benign
myxoid tumours with a low risk of local recurrence
as well as from malignant myxoid neoplasms. Wide
local excision with tumour free margins and
occasionally hormonal manipulation is the
treatment of choice.

l. INTRODUCTION

Angiomyxoma is a rare mesenchymal
neoplasm.Primarily it arises from the soft tissues of
the pelvis and perineum of adults.It is a benign
looking myxoid and vascular which is infiltrative
with a propensity for local recurrence.lt affects
female 6.6 times more when compared to males
and affects a majority of premenopausal group in
their mid thirties to forties.It has a moderate to high
risk for local relapse.lt has a recurrence rate of 30
%.Very few cases have been reported in men
involving the scrotum.The origin of the tumour is
most likely fibroblastic or myofibroblastic origin.

I1. CASE PRESENTATION

A 38 years old female, para one live
one, previous normal vaginal delivery, last child
birth five and half years ago ,known case of
hypothyroid on medications was admitted to the
hospital with complaints of swelling in the vulval
region for the past two years.The swelling was
insidious in onsetinitially peanut size and
gradually progressed to lemon size.The swelling
was not associated with pain or

discharge.Therewere no history of excessive white
discharge per vaginum or dyspareunia.She had
regular menstrual cycles bleeding for four to five
days once in 30 days.There were no bowel or
bladder disturbances.On clinical examination a
diffuse swelling of size was noted over the right
side of the perineum extending from the right labia
majora to the right side perianal region.No scars,
sinuses or ulcers were noted over the surface of the
swelling. The swelling was mobile and nontender ,
soft and spongy in consistency with no associated
lymphadenopathy. On gynaecological examination
of the «cervix , vagina and uterus were
unremarkable. Her laboratory investigations were
within normal limits and ultrasonography of the
abdomen was normal.Moreover , MRI abdomen
and pelvis showed loculated fluid collection
measuring 18x15x10 mm seen in the right labia
with a fluid filled tract of 65mm length,thickness of
20x12 mm seen to extend inferiorly from the labial
collection to the right gluteal surface.The collection
was 30x30 mm seen just deep to the skin surface.

MRI ABDOMEN AND PELVIS -SHOWS
LOCULATED FLUID COLLECTION IN THE
RIGHT LABIA
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After obtaining anesthesia fitness and
consent,the patient was taken up for wide local
excision of the tumour and the specimen was sent
for frozen section.On cut section, multiple cystic
and solid loculations were seen within the
swelling.A solid component was cut and pus was
drained.Frozen section reported as angiomyxoma
of vulva.Perfect hemostasis was secured.

Histopathological examination revealed
an encapsulated neoplasm composed of stellate and
spindle cells, embedded in a loose matrix with
wavy collagen.The lesion contained thin walled
capillaries  and thick  walled vascular
channels.Mitosis was 1/10 high power field.No
evidence of atypia or necrosis  were
noted.Immunohistochemistry , the cells were
positive  for  vimentin, actin,desmin  and
progesterone but negative for S100 protein,
CEA,CKAEL/AE3,factor VIIL.The background
stroma stained positive with alcian blue.
Combining the above features , the diagnosis of
angiomyxoma was made out.
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Spindle and stellate shaped cells embedded in
the myxoid stroma.Presence of variable sized
thin walled capillaries and thick walled
vascular channels.
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Presence of mitotic figures 1/10 HPF and no
evidence of atypia or necrosis

Postoperative period was
uneventful.Patient is on a regular follow up every 6
months without any treatment for
further,prevention of recurrence and showing no
signs of relapse as far and in good health till date.

1. DISCUSSION

In general angiomyxomas are classified as
superficial (also known as cutaneous myxoma) or
aggressive angiomyxoma.Superficial
angiomyxoma occurs in the setting of Carney
complex.The tumour wusually presents as an
asymptomatic mass in the genital area among the
women of reproductive age group.Clinically these
tumours can be misdiagnosed as BartholinsLipoma
,Gartner Cyst,angiofibroblastoma,cellular
angiofibroma and other smooth muscle tumours
need to be ruled out.The tumour is hormonally
responsive  and arises from  specialized
mesenchymal cells of the pelvis, perineal region or
from the multipotent perivascular progenitor
cells,which often display variable myofibroblast
and fibroblastic features.(Alameda.F et al.).

Recent studies suggest the involvement of
chromosome 12 at 12g13-15 which is called high —
mobility group protein isoform 1-C (HMG1-C) that
encodes the protein involved in the transcriptional
regulation.On subjection to
immunohistochemistry,most ~ express  different
combinations of estrogen and progesterone
receptors,vimentin,desmin, smooth muscle actin
CD34 and CD44,but are invariably negative for S-
100, carcinoembryonic antigen and keratin.

Radiologiocallythese tumour have a well
defined margin with attenuations less than that of
the muscle on CT scan and high signal intensity on
MRI that are attributed to the presence of loose
myxoid matrix and high water content.

Han-Geurtiset alproposed the following
guidelines for treating angiomyoma as follows;

v' Complete excision of the lesion when possible,
avoiding multilating surgery.
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v" Adjunct therapy using arterial embolization
and/or hormonal treatment needed in case of
partial resection of the tumour.

v" Radiotherapy is reserved for cases that are
resistant to embolization and/or hormonal
therapy and still symptomatic.

Hormone therapy with tamoxifene,
raloxifene and gonadotrophin releasing hormones
has been tried and results in downsizing of the
tumour in the neoadjuvant settings.Long term
follow up includes MRI for detecting recurrences
as the most effective imaging modality.

V. CONCLUSION
The case report demonstrated the
challenges that could arise when dealing with a
vulvar swelling.High level of suspicion is needed to
make a clinical diagnosis.These tumours must be
treated via surgical resection avoiding mutilating
surgeries granting a lower recurrence rate.They
require close and long term follow up.
There are no conflict of interest.

REFERENCE

[1]. Steeper TA, Rosai J. Aggressive
angiomyxoma of the female pelvis and
perineum. Report of nine cases of a
distinctive type of gynecologic soft-tissue
neoplasm. Am J SurgPathol. 1983;7:463—
75. https://doi.org/10.1097/00000478-
198307000-000009.

[2]. Hanby AM, Walker C, Tavassoli FA,
Devilee P. Pathology and genetics:
tumours of the breast and female genital
organs. WHO Classification of Tumours
series—volume 1V. Lyon: IARC Press:
2003. 250pp. ISBN 92 832 2412 4. Breast
Cancer Res. 2004,6:133-
4. https://doi.org/10.1186/bcr788

[3]. Gaurav A, Gill P, Khoiwal K, Chowdhuri
S, Kapoor D, Chaturvedi J. Aggressive
angiomyxoma of the vulva—a rare entity:
case report and review of literature. Int J
Reprod Contracept Obstet Gynecol.
2020;9:2605. https://doi.org/10.18203/232
0-1770.ijrcog20202357.

[4]. Joseph S, Helm J, Villegas E, Figueroa-
Bodine J, Anderson J. Aggressive
angiomyxoma: a rare cause of a vulvar
mass. J Med Oncol Ther. 2020;5:81-
3. https://doi.org/10.35841/medical-
oncology.5.1.23.

[5]. Rezai S. Aggressive angiomyxoma of the
vulva in a teenager, a case report and

[6].

[7]1.

(8].

[9].

[10].

[11].

[12].

[13].

review of literature. ObstetGynecol Int J.
2016. https://doi.org/10.15406/04ij.2016.0
4.00128.

Orfanelli T, Kim C-S, Vitez SF, Van Gurp
J, Misra N. A case report of aggressive
angiomyxoma in pregnancy: do hormones
play a role? Case Rep Obstet Gynecol.
2016;2016:1—

4. https://doi.org/10.1155/2016/6810368.
Das B, Baruah D, Medhi K, Talukder B.
An aggressive angiomyxoma of vulva—a
rare entity—a case report. J Midlife
Health. 2016;7:140-
3. https://doi.org/10.4103/0976-
7800.191020.

Alameda F, Munné A, Bar6 T, Iglesias M,
Condom E, Lloreta-Trull J, Serrano S.

Vulvar angiomyxoma, aggressive
angiomyxoma, and
angiomyofibroblastoma: an

immunohistochemical and ultrastructural
study. UltrastructPathol. 2006;30:193—
205. https://doi.org/10.1080/01913120500
520911.

Wu H, Liu W, Xu H, Wang D, Ouyang A.
Aggressive angiomyxoma of the pelvis: a
series of four cases and literature review.
Eur J GynaecolOncol. 2015;36:610-
4. https://doi.org/10.24327/ijrsr.2018.0902
.1551.

Fine BA, Munoz AK, Litz CE,
Gershenson DM. Primary  medical
management of recurrent aggressive
angiomyxoma of the wvulva with a
gonadotropin-releasing hormone agonist.
Gynecol Oncaol. 2001;81:120—
2. https://doi.org/10.1006/gyn0.2000.6119.
Blandamura S, Cruz J, Faure Vergara L,
Machado Puerto I, Ninfo V. Aggressive
angiomyxoma: a second case of metastasis
with patient’s death. Hum Pathol.
2003;34:1072-

4. https://doi.org/10.1053/S0046-
8177(03)00419-2.

Bégin LR, Clement PB, Kirk ME, Jothy S,
Elliott McCaughey WT, Ferenczy A.
Aggressive angiomyxoma of pelvic soft
parts: a clinicopathologic study of nine
cases. Hum  Pathol. 1985;16:621—
8. https://doi.org/10.1016/S0046-
8177(85)80112-X.

Siassi RM, Papadopoulos T, Matzel KE.
Metastasizing Aggressive Angiomyxoma.
N Engl J Med. 1999;341(23):1772-72.

DOI: 10.35629/5252-0502906908

|Impact Factorvalue 6.18] ISO 9001: 2008 Certified Journal Page 908


https://doi.org/10.1097/00000478-198307000-00009
https://doi.org/10.1097/00000478-198307000-00009
https://doi.org/10.1186/bcr788
https://doi.org/10.18203/2320-1770.ijrcog20202357
https://doi.org/10.18203/2320-1770.ijrcog20202357
https://doi.org/10.18203/2320-1770.ijrcog20202357
https://doi.org/10.35841/medical-oncology.5.1.23
https://doi.org/10.35841/medical-oncology.5.1.23
https://doi.org/10.15406/ogij.2016.04.00128
https://doi.org/10.15406/ogij.2016.04.00128
https://doi.org/10.15406/ogij.2016.04.00128
https://doi.org/10.1155/2016/6810368
https://doi.org/10.4103/0976-7800.191020
https://doi.org/10.4103/0976-7800.191020
https://doi.org/10.1080/01913120500520911
https://doi.org/10.1080/01913120500520911
https://doi.org/10.1080/01913120500520911
https://doi.org/10.24327/ijrsr.2018.0902.1551
https://doi.org/10.24327/ijrsr.2018.0902.1551
https://doi.org/10.24327/ijrsr.2018.0902.1551
https://doi.org/10.1006/gyno.2000.6119
https://doi.org/10.1053/S0046-8177(03)00419-2
https://doi.org/10.1053/S0046-8177(03)00419-2
https://doi.org/10.1016/S0046-8177(85)80112-X
https://doi.org/10.1016/S0046-8177(85)80112-X

