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ABSTRACT
We report a rare case of syringocystadenocarcinoma papilliferum (SCACP) associated with syringocystadenoma 
papilliferum(SCAP). A 53-year-old female came with a complaint of swelling over medial aspect of right arm since 7yrs. The 
lesion was asymmetrical with numerous papillary projections covering the surface. Histologically, the tumour was similar to 
SCAP except for nuclear atypia and stratification. Our literature review shows that the histologic and immunohistochemical 
features of SCACP are not well defined with a clear morphologic overlap with SCAP. Wide surgical excision is the treatment 
of choice. These tumours show regional lymphnode metastases but no distant metastases.

InTRoduCTIon
Syringocystadenocarcinoma papilliferum (SCACP) is the rare 
malignant counterpart of a more common, benign adnexal 
neoplasm known as syringocystadenoma papilliferum (SCAP)
[1].

Most lesions seem to have arisen from long-standing SCAP 
[2]. They are most common on the head and neck of middle-
aged or elderly individuals but is also reported in the skin of 
the scalp, back, chest, suprapubic area and perianal region 
[1].To our knowledge only 13 cases have been reported in the 
literature till now [1]. 

No case of SCACP has been reported in the arm. Herein, we 
report a case of SCACP occurring on the upper one third of 
right arm in a 53-year-old female patient.

CASe RepoRT
A 53-year-old female came with a complaint of swelling over 
medial aspect of right arm since 7yrs. The lesion began as 
a small papule and later gradually increased in size. She 
also complained of rapid increase in the size of the lesion 
in the past 2months along with some discharge from the 
lesion. On examination, the lesion was asymmetrical with 
numerous papillary projections covering the surface. Regional 
lymphnodes were not palapable.

Ultrasound of the lesion showed a 4x2.5cm subcutaneous 
swelling with solid and cystic components in the medial aspect 
of right arm. Wide local excision was done [Table/Fig-1a] and 
the specimen was sent for histopathological examination 

[Table/Fig-1b].

Histopathology revealed a tumour exhibiting papillomatous 
growth on the epidermis. Papillary projections were lined by a 
two-layered epithelium upon a connective tissue core heavily 
infiltrated by lymphocytes and plasma cells. The outer layer 
was composed of cuboidal cells, and the inner luminal layer 
was composed of columnar cells [Table/Fig-2].

Rest of the papillae displayed a disorganised proliferation of 
atypical cells with eosinophilic cytoplasm, enlarged nuclei, 
prominent nucleoli and scattered mitoses [Table/Fig-3].

Upper parts of few papillae are lined by squamous epithelium. 
Apical snouting of cells lining the papillae were observed [Table/
Fig-4]. Stroma showed few apocrine glands lined by atypical 
nuclei [Table/Fig-5]. From the above findings, a diagnosis of 
SCACP associated with SCAP was made. 

Mammography of both the breasts, ultrasound of neck, 
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[Table/Fig-1a]: Shows peroperative excision of tumor from medial 
aspect of right upper arm. Inset showing the excised tumour
[Table/Fig-1b]: Shows tumour with numerous papillary projections 
on the skin surface
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the luminal surface of inner layer cells, association with follicles 
or sebaceous glands and presence of apocrine glands in the 
underlying tissue. In the present case, decapitation/ apical 
snouting and presence of apocrine glands in the underlying 
tissue with discharge from the lesion support the hypothesis 
that SCACP originates from apocrine glands [3]. SCACP 
may mimic a metastatic malignancy to the skin. A metastatic 
lesion is far more likely, and the differential diagnosis includes 
metastatic tumours from breast, gastrointestinal tract and 
thyroid [2,6,7].

There is no definitive immunoprofile that can discriminate 
between a primary cutaneous and a metastatic 
adenocarcinoma [1]. Loss of immunoreactivities of Carcino 
embrogenic antigen (CEA) and gross cystic disease fluid protein 
(GCDFP) is associated with the malignant de-differentiation. 
Immunohistochemically, positivity for GCDFP, lysozyme, and 
Leu M1 are characteristics of apocrine differentiation. Further 

abdomen and pelvis were normal.

dISCuSSIon
SCACP is a rare neoplasm of apocrine glands and is 
the malignant counterpart of the more common benign 
syringocystadenoma papilliferum [1]. The period from the 
formation of SCAP to the formation of SCACP ranges from 
20 to 50 years [3]. Clinically, the lesion shows skin-colored 
or yellowish papules or nodules that remain unchanged for 
many years but then begin to enlarge suddenly with bleeding 
or ulceration [4]. Usually the lesion is covered with crusts as 
a consequence of secretion of apocrine epithelial cells[4]. 
As in the present case, the skin surface may be papillary or 
exophytic as the name papilliferum implies [5]. Its size varies 
from 2.5 to 13 cm [4].

Histopathologically, SCACP has many structural similarities 
with SCAP, but it can be differentiated from SCAP in that it has 
an asymmetric and poorly circumscribed structure of tumour, 
often extending deep into the subcutaneous fat, and atypical 
cells, many of which are in mitosis [2].

Arai et al., stated various findings supporting the origin of 
SCACP from the apocrine glands. They are: decapitation on 

[Table/Fig-2]: Shows a tumor exhibiting papillomatous growth  
with papillary projections lined by a two-layered epithelium upon a 
connective tissue core heavily infiltrated by lymphocytes and plasma 
cells.(H&E,100x)

[Table/Fig-4]: Showing upper part of papilla lined by squamous 
epithelium. Apical snouting of cells lining the papilla are noted.(H&E, 
400x)

[Table/Fig-5]: Stroma showed apocrine glands lined by atypical 
nuclei (H&E, 100x)

[Table/Fig-3a&b]: Low and high power views showing papillae 
with disorganized proliferation of atypical cells with eosinophilic 
cytoplasm, enlarged nuclei, prominent nucleoli and scattered 
mitoses.(H&E,100x &400x)
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study is necessary to determine a definitive marker of apocrine 
differentiation [8].

The present case is a rare tumour peculiar in its site, arising 
from medial aspect of arm. This is the first reported case of 
SCACP in the arm [3]. 

The surgical pathologist should recognise this rare neoplasm 
because a correct diagnosis may affect patient treatment and 
prognosis. The reported patients with SCACP have done well 
with surgical excision alone, with only two  reported cases of 
regional lymph node metastases and no distant metastases.

ConCluSIon
SCACP is a rare neoplasm of apocrine glands commonly 
present in the middle aged/ elderly. Surgical excision is the 
treatment of choice with rarely reported regional lymph node 
metastases.
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