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Abstract

Syringocystadenocarcinoma papilliferum (SCACP), a rare skin adnexal carcinoma with apocrine differentiation is the malignant counterpart
of syringocystadenoma papilliferum (SCAAP). It usually occurs in the head and neck region of elderly individuals. We describe a 46 year old
south Indian female with a lesion in the scalp. Morphologically the tumour had the characteristic features of SCAAP along with frank invasion
into deep dermis and malignant cytologic features. Immunohistochemically, the tumour cells stained strongly with cytokeratin (CK) 7,
carcinoembryonic antigen (CEA), gross cystic disease fluid protein-15 (GCDFP-15), We made a diagnosis of SCACP in the patient, and a wide

excision with skin grafting was performed on the patient.
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Introduction

Syringocystadenocarcinoma papilliferum (SCACP) is a
rare skin adnexal carcinoma, considered to be a malignant
counterpart of syringocystadenoma papilliferum (SCAAP)
by the World Health Organization [1,2]. Adnexal tumours are
skin tumours whose differentiation is towards one or more
of the cutaneous adnexal structures (apocrine, follicular,
and sebaceous) of the skin. SCACP is a malignant adnexal
neoplasm that shows predominantly apocrine differentiation
[3]. It is an extremely rare cutaneous neoplasm with only
13 reported cases, to our knowledge until 2012, since it
was first reported in 1980 [2,4]. Most of the SCACP’s is
preceded by long standing SCAAP. The malignant tumour
has a predilection for the head and neck region and commonly
affects older people in the 5" to 7" decade [3,4].
To our knowledge, only one case of SCACP has been reported
from India [4]. Herein we report a case of SCACP occurring
on the right scalp of 46 year old South Indian female patient.

Case Report

A 48 year old south Indian woman presented with an
ulcerative growth over the scalp for duration of 1 year (Fig.
1). Since the clinical diagnosis was in favour of squamous cell
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carcinoma, a needle core biopsy was performed.
Histopathologic examination revealed cystic invaginations and
papillomatous downgrowths extending up to the deep dermis.
The cystic invaginations and papillomatous downgrowths
were lined by luminal high columnar cells, with few showing
decapitation secretion and outer cuboidal cells (Fig. 2a). The
cells show moderate to severe atypia with increased mitotic
activity (Fig. 2b). There was a dense infiltration of abundant
plasma cells and lymphocytes in the stroma of the tumour.
In few loci, frank invasion of the stroma by the tumour was
seen. Based on these histopathological findings, the diagnosis
of SCACP was made.

Wide excisional surgery with split skin graft was performed
to remove the tumour. There were no signs of lymph node
involvement ultrasonographically and clinically. The patient
had no clinical or radiographic evidence of any primary
tumour elsewhere.

Gross pathology of the whole specimen revealed a skin ellipse
with a large asymmetric ulcerative growth measuring 6 * 5 * 2
cms. The growth was poorly circumscribed and seen extending
up to the dermis. The histopathological examination of the
whole growth revealed the same, with stromal invasion being
prominent.
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Immunohistochemically, the tumour cells stained strongly further provided support to the apocrine nature of the
with cytokeratin (CK) 7, carcinoembryonic antigen (CEA), neoplasm (Fig. 3a, b, ¢). The margins were found to be free
gross cystic disease fluid protein-15 (GCDFP-15), which of tumour.

Figure 1. Clinical photograph of the ulceroproliferative
growth over the right scalp

Figure 2. Biopsy from leswn revealed (A) large cystlc 1nvag1nat10ns and paplllomatous
downgrowths lined by inner columnar and outer cuboidal cells (Haematoxylin and Eosin
X 10); (B) tumour cells with moderate to severe atypia with increased mitotic activity
(Haematoxylin and Eosin X 40)

Figure 3. Immunohistochemical characterization of tumour shows (A) GCFDP-15 posmve staining of tumour
cells; (B) CEA positive staining of tumour cells; (C) CK7 positive staining of tumour cells
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Discussion

SCACP is one of the cutaneous adnexal neoplasm, and
is a rare neoplasm showing apocrine differentiation [3].
The apocrine histiogenesis is supported by decapitation of
the luminal surface of tall columnar cells, continuity of the
tumour to pilo-sebaceous units and presence of apocrine
glands in the underlying tissue [3]. It is considered to be a
malignant counterpart of the SCAAP. Clinically, the long
standing lesion suddenly begins to enlarge in size with
bleeding, crusting and ulceration. It is most commonly seen
in the head and neck region of elderly individual with no
gender predilection [1,3].
Morphologically, SCACP resembles SCAAP with cystic
papillomatous invaginations connected to the skin surface
by funnel shaped structures lined by infundibular epithelium.
The upper part of the cystic invaginations are lined by
keratinizing squamous epithelium while the lower part and
papillary projections are lined by inner columnar cells with
decapitation and outer cuboidal cells. This epithelial transition
from keratinizing squamous epithelium to glandular lining
recapitulates the physiologic relationship of the apocrine
gland to the hair follicle. In healthy skin, apocrine gland
arises at the follicular infundibulum, characterized by a
gradual transition from stratified squamous epithelium at the
skin surface to the bi-layered ductal structures in the dermis
[1,3]. Stroma of the tumour contains a dense inflammatory
infiltrate of plasma cells and lymphocytes mirroring the
attraction of plasma cells by glands of the normal secretory
immune system [5]. SCACP differs from SCAAP and
SCAAP IN SITU by infiltration of tumour cells into deep
dermis or subcutaneous fat. SCACP and SCAAP IN SITU
differ from SCAAP by cytological features of tumour cells
characterized by higher nuclear cytoplasmic ratio, nuclear
irregularity, coarse chromatin and increased mitotic activity
[1,3,6]. Though there is no definitive immunohistochemical
profile for a SCACP, the strong expression of CK7, CEA
and GCFDP-15 supports the apocrine differentiation
of the neoplasm [1]. It is well established that SCAAP
shows positivity to CEA, CK7 and epithelial membrane
antigen (EMA) in the luminal cells. However only 2 out
of the 4 SCACP’s on which GCFDP-15 expression was
evaluated, showed positive expression. Though there is
not many published literature on the immunohistochemical
characterization of SCACP, it is assumed that SCACP
mirrors the immunohistochemical profile of SCAAP [7].

Our case was identified as SCACP since it showed the
characteristic histology along with infiltration into deep
dermis and presence of malignant cells. Also, the tumour
strongly expressed apocrine differentiation markers CK7,
CEA and GCFDP-15.

Though a rare neoplasm, the entity should be recognized
correctly as it may affect patient treatment and prognosis.
Similar to other rare adnexal tumours, the literature reveals a
good prognosis for SCACP patients treated only by surgical
excision [8-10].
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