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ER PR Positive Vulval Leiomyoma with 
Myxoid Change Mimicking Bartholin’s 
Cyst- A Rare Presentation

CASE REPORT
A 38-year-old female reported to the Gynaecology OPD with 
complaints of burning micturition and a mass in the vulval region 
for 10 years. She was diagnosed as Bartholin’s cyst and planned 
for surgery. The patient refused surgery due to some family 
commitments. She returned later with complaints of increasing 
discomfort during sitting due to the vulval mass and dribbling of 
urine since three months. Marsupialisation of the Bartholin’s cyst 
was planned. The excised mass was sent for histopathological 
examination. An encapsulated soft tissue piece measuring (4 cm × 
3.5 cm × 3 cm) was received. The outer surface was smooth and 
regular. Cut surface was grey white and glistening, and showed a 
noticeable whorling pattern [Table/Fig-1a]. Haematoxylin and eosin 
stained sections showed bundles of proliferating smooth muscle 
fibres arranged as interlacing fascicles and whorls [Table/Fig-1a,d]. 
Areas of myxomatous degeneration were also present [Table/Fig-
1d]. No features of atypia were noted.

The sections were further subjected to immunohistochemical 
studies [Table/Fig-2a,f]. A panel of immunohistochemical markers 
was applied viz., vimentin, cytokeratin, desmin, S100 and hormone 
receptor status markers i.e., ER and PR were also studied. Vimentin 

and desmin showed strong cytoplasmic positivity confirming the 
morphological diagnosis of vulval leiomyoma. Pan CK and S100 
were negative in the tumour cells. Based on the Allred scoring [1], 
ER and PR came out to be positive in the nuclei of the spindle 
shaped tumour cells. Based on the light microscopic and 
immunohistochemical findings, a final diagnosis of vulval leiomyoma 
with myxoid changes was given. On follow up till one year duration, 
the patient recovered progressively with gradual alleviation of her 
symptoms. After one year, the patient lost to follow up.

DISCUSSION
Leiomyomas are a very common occurrence in uterine wall but 
their occurrence in the vulva is rare [2]. Extrauterine leiomyomas are 
rare and can affect the urinary bladder, labia majora, labia minora, 
ovaries and urethra [3]. Leiomyoma is a rare entity in vulva, where 
it is misinterpreted clinically as Bartholin's cyst most of the times. 
These benign smooth muscle tumours may arise from the erector pili 
muscle, the erectile tissue or at the insertions of the round ligaments 
and are usually well circumscribed [4]. Uterine leiomyomas are 
seen in about 30% of >35 years age group females while vulval 
leiomyomas most commonly affect women in their 5th or 6th decade 
[5,6]. Vulval leiomyomas are rare and closely mimic bartholin’s cyst 
clinically. Till date only about 160 cases of vulval leiomyomas have 
been reported in the literature [7].  

Leiomyomas arising from uterine smooth muscle cells are termed 
fibroids and are of very common occurrence. They represent the 
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ABSTRACT
Vulval leiomyomas are rare entities which are seen in the reproductive age group. They are most commonly misdiagnosed as 
Bartholin’s cyst or Bartholin’s abscess when presenting with features of inflammation. Excisional biopsy is the treatment of choice. 
Besides this, Estrogen Receptor (ER) and Progesterone Receptor (PR) positivity implicates the usefulness of adjuvant hormonal 
therapy. We present a case of 38-year-old female who presented with a vulval swelling. She was misdiagnosed clinically as 
Bartholin’s cyst. Marsupialization of the cyst was done and tissue was sent for histopathology. Microscopy confirmed the diagnosis 
of vulval leiomyoma with myxoid changes. Additionally, immunohistochemical stains were was also applied, which showed positivity 
for Vimentin,  Desmin,  ER and PR and negativity for Pan Cytokeratin (CK), S100. ER and PR positivity is a rare finding in case of 
leiomyoma with myxoid changes.

[Table/Fig-1]: a) Gross appearance of tumour showing cut section; b) Low power 
view showing the cellular and myxoid areas (H&E; 10X); c) High power view show-
ing spindle shaped smooth muscle cells (H&E; 40X); d) Low power view showing 
myxoid degeneration (H&E; 10X).

[Table/Fig-2]: a) Vimentin positivity (40X); b) Cytokeratin negativity (10X); c) 
Desmin positivity (40X); d) S100 negativity (40X); e) ER positivity (40X); f) PR positiv-
ity (40X).
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CONCLUSION
Extrauterine leiomyomas are of a rare occurrence. In vulva, 
leiomyomas arise from the smooth muscle cells within erectile 
tissue, blood vessel walls or round ligament remnants in the labia 
majora. Vulval leiomyomas, of the labia are most commonly clinically 
mistaken for bartholin’s cyst and pose a diagnostic challenge 
therefore, they must be kept in the differential diagnosis of vulval 
masses. Histopathology and immunohistochemistry aid in the 
definitive diagnosis. More studies need to be done to decipher the 
role of ER PR receptor status in vulval leiomyomas.
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most common gynaecologic and uterine neoplasms. Approximately, 
20%–30% of women older than 35 years have uterine leiomyomas 
that are manifested clinically [7]. Besides the sites mentioned above, 
other rare sites for extrauterine leiomyoma are sinonasal cavities, 
orbits, kidneys, and skin [5,8,9].

Extrauterine leiomyomas pose a diagnostic challenge especially in 
vulva where they mimic bartholin’s cyst clinically. Smooth Muscle 
Tumours (SMTs) of vulva are rare entity. Its incidence varies from 
0.07% to 0.42% [10]. The leiomyomas of uterus arise from the 
myometrial smooth muscle cells, but the leiomyomas of vulva are 
said to arise the network of muscle fibers that lie in the deep dermis 
or from the smooth muscle of the blood vessel wall, erectile tissue 
or round ligament remnant within the labium majus [1,2,10].

The diagnosis requires microscopic examination, where proliferation 
of benign smooth muscle cells is seen. Features that define risk of 
recurrence are a gross diameter of 5 cm or greater, an infiltrative 
margin, a mitotic count of five or more per 10 high power fields and 
grade two to three atypia [11]. None of these features was present 
in our case.

Immunohistochemically, ER and PR are expressed in 73.7% and 
85% of SMTs of vulva, respectively. However, smooth muscle 
tumours of vulva with myxoid change are generally associated with 
absence of ER and PR expression. Such observations suggest that 
myxoid changes possibly suppress the ER/PR expression in vulval 
SMTs [12].   It is noteworthy that, our case showed myxoid changes 
but, immunohistochemistry revealed nuclear immunoreactivity for 
ER and PR in the smooth muscle cells.

Uterine leiomyoma arises from ER/PR expressing myometrial cells. 
So, the hormone receptors, ER and PR are expressed in uterine 
leiomyoma. On the other hand, smooth muscle tumours of vulva are 
considered to have originated from smooth muscle cells of the erectile 
tissue or the blood vessels. Studies have also hypothesised their 
origin from the smooth muscles of dartos or from the round ligament 
or the errector pili muscle [3]. All these structures lack intrinsic ER/
PR expression. Hodgins MB et al., carried out a study in London 
(UK) to map the sites for sex steroid action in the human vulva. They 
studied the ER/PR expression in vulval tissue wherein they found out 
that in the epidermal and fibroblastic cells, ER staining is significantly 
low in labia minora, labia majora and suprapubic skin as compared 
to vagina. Also, except for their presence in few sweat glands, ER 
receptor expression was virtually absent in skin appendages, blood 
vessels, and lymphatics [13]. They also observed in their study that, 
PR immunostaining was not seen in vulva. Still, more studies need 
to be done to understand the pattern and importance of ER and PR 
receptor status in vulval leiomyomas. 
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