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SUMMARY
We present the case of a vulval superficial 
myofibroblastoma with a lymphocytic and 
eosinophilic rim in a woman in her late 20s. 
The tumour presented in pregnancy as a cystic 
lesion with pain and increasing size. While the 
histopathology of superficial myofibroblastomas 
has been well defined in the literature, to our 
knowledge, there has been no documentation of the 
presence of an inflammatory infiltrate of lymphocytes 
and eosinophils surrounding and within the tumour. 
This may potentially act as a diagnostic or prognostic 
reference.

BACKGROUND
Superficial myofibroblastomas are rare benign 
mesenchymal tumours theorised to arise from 
subepithelial tissue of the female lower genital 
tract.1 Most commonly, they are seen in the 
vagina but also occur in the cervix and vulva. 
Less than 60 cases have been reported.2–12 No 
more than seven cases relate specifically to the 
vulva.2 3 8 10 11 There is a wide age range from 
23 to 80 years.1 They can vary greatly in size, 
with reports up to 6.5 cm.1 13 Macroscopically, 
they are well circumscribed and solid.1 13 On 
microscopy, the superficial myofibroblastomas 
show a grenz zone and are composed of a bland 
spindle cell population.1 13 The spindle cells 
usually do not follow any distinct patterns but 
they may have lace- like, sieve- like or fascicular 
patterns with a collagenous stroma and wavy 
nucleus.1 13 Immunohistochemistry is usually 
positive for vimentin, desmin and oestrogen and 

progesterone receptors.1 13 While they have a 
benign course, local recurrence may potentially 
occur years later.2 By writing this case report 
of this relatively rare condition, we hope to be 
able to increase recognition of this tumour by 
introducing a diagnostic reference of an inflam-
matory infiltrate around the rim of the tumour.

CASE PRESENTATION
A woman in her late 20s first noticed a pea- sized 
right vulval soft mass at the end of her second 
trimester. On examination, a soft 3 cm mass, 
presumed cystic, was located at 7–8 o’clock on 
the vulva within the right posterior labia majora 
near the location of Bartholin’s gland. Drainage 
was attempted during delivery but failed. She 
returned 8 weeks post partum for an exam-
ination under anaesthesia and underwent an 
excision.

Figure 1 Grenz zone between epidermis and dermal 
spindle cell tumour with rim of inflammatory cells 
(H&E×20).

Figure 2 Rim of lymphocytes with occasional 
eosinophils (H&E×400).

Figure 3 Bland spindle cell proliferation (H&E×200).
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The patient had a history of genital warts and low- grade 
squamous intraepithelial lesion on a previous Pap smear, but 
no other significant medical history or family history was 
elicited.

INVESTIGATIONS
Pathological examination showed a soft solid cream mass in 
the dermis with a normal overlying epidermis. On micros-
copy, a well- demarcated spindle cell tumour was observed 
beneath a grenz zone (figure 1). The tumour had a rim 
of lymphocytes and eosinophils and these were also seen 
around the blood vessels within the tumour itself (figure 2). 
The tumour was composed of bland spindle cells with short 
wavy nuclei and hyalinised or oedematous matrix (figure 3). 
Small blood vessels were scattered throughout. No infil-
tration of adjacent dermis, atypia or mitoses were seen. 
Immunostaining showed tumour cells strongly positive for 
oestrogen receptor (figure 4). Scattered small blood vessels 
were highlighted CD34 (figure 5). Tumour cells were nega-
tive for smooth muscle actin, STAT6, desmin, S100, CD34, 
ALK1 and HMB45. The deep margin was involved.

DIFFERENTIAL DIAGNOSIS
Angiomyofibroblastoma and cellular angiofibroma are other 
genital mesenchymal tumours occurring on the vulva.1 13 
Like superficial myofibroblastoma, they are circumscribed 
and have positive oestrogen receptors.1 13 However, these 
tumours differ from superficial myofibroblastoma by having 
numerous thick and thin- walled blood vessels compared 
with the evenly distributed small blood vessels in our case.

Inflammatory myofibroblastic tumour (IMT) is a mesen-
chymal tumour with admixed inflammatory cells, principally 
lymphocytes which may occur in many sites in the body.13 14 
Our case was negative for ALK1, which is the key marker 
for IMT.13–15 Also, IMT has not been reported on the vulva 
outside of a neonatal case.16

TREATMENT
Vulval mass excised.

OUTCOME AND FOLLOW-UP
The patient recovered well from the procedure on follow- up 
6 weeks after and did not have any complaints. She presented 
for a follow- up 6 months postexcision and reported that the 
surgical site has healed well.

DISCUSSION
Superficial myofibroblastomas are rare benign tumours of 
the female lower genital tract, with most cases reported in 
the literature occurring in the vagina.1–13

Here, we report a vulval superficial myofibroblastoma with 
an unusual finding of an inflammatory infiltrate consisting of 
lymphocytes and eosinophils at the rim and also within the 
tumour. While mast cells and lymphoid aggregates have been 
reported in superficial myofibroblastoma, we can find no 
existing report of an infiltrate of lymphocytes with rimming 
the tumour. If this finding is replicated by others, it could 
potentially act as a recognition aid of the tumour itself.

The tumour in our case was positive for oestrogen receptor 
which may explain its growth in pregnancy. Our tumour was 
negative for smooth muscle actin, STAT6, desmin, S100, 
CD34, ALK1 and HMB45. The negative muscle stains are 
unusual in superficial myofibroblastoma. However, there 
has been one case reported with similarly negative desmin.2

Figure 4 Positive oestrogen receptor staining in spindle cell nuclei 
(IPX×100).

Figure 5 Scattered small blood vessels stained with CD34 (IPX×100).

Patient’s perspective

Future patients may be helped by their medical teams by using 
this case report to more accurately diagnose this rare tumour.

Learning points

 ► Presence of inflammatory infiltrate around spindle cell 
tumours can aid recognition or act as prognostic factor and 
indicate a possible diagnosis of superficial myofibroblastoma.

 ► Immunohistochemistry may not be helpful in differentiating 
between similar tumours, necessitating a more 
comprehensive set of histological features to improve 
diagnostic accuracy.
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