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Introduction

Squamous cell carcinoma (SCC) is the most
common vulvar malignancy comprising of 95%
of all cases.!® It predominantly occurs in
elderly group with average age of diagnosis
being 75y.** There are many histologic
variants of SCC and sarcomatoid variant is one
of them. It is a rare histological entity in
female genital tract comprising of 1.8 % of
SCC but has been well documented in other
anatomic sites like oral cavity, larynx,
esophagus and lungs.>*® The clinical behavior
of this variant is very aggressive and is
associated with early development of local
recurrence and distant metastasis.”® No
specific treatment guidelines are available
due to its rare occurrence. Herein we report a
case of mixed variant of vulvar SCC with warty
and sarcomatoid features.

Case Report

A 57-year-old lady presented with complaints
of gradually increasing mass in the vulva for
five mo. The patient also gives a history of
bleeding from the mass associated with local
discomfort and pain. Local examination
revealed a mass in the left labia majora. It was
not adherent to underlying bony structures.
There was no involvement of the urethra. The
vaginal mucosa and cervix appeared normal.
Furthermore, there was no palpable
lymphadenopathy in the bilateral inguinal
region. Systemic examination was
unremarkable. Complete blood test showed
neutrophilic leukocytosis and urinalysis
showed presence of pus cells. An incisional
biopsy was done initially which demonstrated
features of SCC. Staging work up did not show
any sign of metastasis. Hence, the patient
underwent wide local excision of the mass
and was sent for histopathological evaluation.
Gross examination showed a warty mass
measuring 6 x 3 x 2 cm with ulceration (Figure
1). The skin adjacent to the mass
demonstrated whitish areas.
Histopathological examination showed an
undulating warty and frond-like surface lined
by dysplastic squamous cells and associated
koilocytic atypia. Nests and islands of

moderately differentiated squamous cell
carcinoma were seen with presence of keratin
pearls (Figure 2a). The deeper areas of the
tumor showed spindle shaped tumor cells
arranged in bundles and storiform pattern
against a myxoid stroma (Figure 2b, 3).
Frequent mitotic activity and areas of necrosis
were seen. There were no lymphovascular
invasion or perineural invasion. Heterologous
elements were not identified. All the
peripheral and deep margins were
uninvolved. Hence, the diagnosis was made as
Squamous Cell Carcinoma, Warty type with
Sarcomatoid Differentiation. The epidermis
adjacent to the tumor showed features of
lichen sclerosus.

Figure 1. Gross Specimen demonstrating warty
appearance and adjacent skin showing whitish
sclerotic areas
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Figure 2a. Microscopy showing moderately
differentiated SCC
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Figure 2. Microscopy showing sarcomatoid

component.
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islands of squamous cells to spindle cells.

Discussion

Several variants of SCC are recognized by
WHO in different sites. Keratinising SCC is the
most common variant of SCC in vulva with
other variants being non keratinising, warty,
basaloid, verrucous, sarcomatoid.*’
Sarcomatoid variant of SCC(SSCC) was first
described in skin by Martin and Stewart in
19353

Sarcomatoid carcinoma comprises of a
mixture of both epithelial and mesenchymal
features. Different nomenclature has been
given to this entity like spindle cell carcinoma,
pseudosarcoma, metaplastic  carcinoma,
carcinosarcoma due to its biphasic features.”
Histological diagnosis of SCC becomes
straightforward in presence of two separate
components with typical squamous features

located on the surface and spindle cell
component located on deeper portion similar
to our case.> When both these features are
not present, the differential diagnoses include
sarcoma, amelanotic malignant melanoma,
malignant mixed mullerian tumor (MMMT).2
However, the most challenging situation lies
in  distinguishing SSCC  from MMMT.
Carcinomatous component in MMMT is
usually adenocarcinoma which is intermixed
with sarcomatous component rather than
easy segregation into superficial
carcinomatous and deep sarcomatous areas
in SSCC.*? Sometimes heterologous elements
may be seen in SSCC which further pose
diagnostic enigma.® Immunohistochemistry is
the diagnostic modality of choice in
distinguishing epithelial from mesenchymal
origin. However, a study done by Terada et al
reported that the malignant spindle cells
showed immunoreactivity for SMA and S100
in addition to CK.®

Vulvar SCC is known to arise from Human
Papilloma Virus (HPV) dependent and HPV
independent pathways. Persistent infection
with high risk HPV genotypes (16,18) in young
women develop into  usual vulvar
intraepithelial neoplasia (uVIN) and
subsequently progresses to warty or basaloid
SCC.>#19 In contrast, HPV independent route
occurs in elderly in setting of lichen sclerosus
and differentiated vulvar intraepithelial
neoplasia  (dVIN) and progresses to
keratinizing SCC.*™ Even though vulvar SCC
may follow two different pathways, one third
of patients have coexistence of lichen
sclerosus, uVIN and dVIN.2 This is in
agreement to our case demonstrating both
koilocytosis and features of lichen sclerosus,
the former one attributing to warty type and
latter possibly attributing to sarcomatoid
features.

The histogenesis of wvulvar SSCC is still
debatable. It has been believed that vulvar
SSCC arises from metaplastic process of
carcinomatous component which is supported
by embryological, ultrastructural,
immunohistochemical, molecular parameters
with concept of epithelial to mesenchymal
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transition  accounting for  sarcomatoid
change.*® On contrary Choi et al mentioned
that the change in tumor cell phenotype
probably reflects change in differentiation
itself than metaplasia.’

The prognosis varies from case to case
depending upon many factors like inguinal
node involvement, size, depth, stage, margin
status and perineural invasion.3*5® Thickness
of > 6 mm is associated with increased risk of
lymph node involvement and 15% chance of
distant metastasis.® Heap et al has suggested
that removal of at least 15 mm disease free
tissue is associated with no local recurrence.?
Due to rare occurrence of this tumor, no
specific treatment modality have been
formulated.

Conclusion

Vulvar SCC is a rare and aggressive tumor with
poor outcome. Hence, it demands the
collection and study of tumors of similar type
for early diagnosis and to identify the best
treatment approach.
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