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Abstract
Syringocystadenocarcinoma papilliferum (SCACP) is a rare cutaneous adnexal neoplasm. 
To the best of our knowledge, fewer than 50 cases have been described in the literature. 
We describe the first reported case of an SCACP in an immunocompromised patient. We re-
port the development of an SCACP over 3 months in a 77-year-old organ transplant recipient 
undergoing regular dermatological follow-up. The lesion was excised with clear margins with 
Mohs micrographic surgery. This lesion’s rapid development and small size contrasts with the 
predominantly slow-growing, larger lesions described in immunocompetent patients. Lastly, this 
case further highlights the importance of close dermatological follow-up of immunosuppressed 
patients.
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Introduction

Syringocystadenocarcinoma papilliferum (SCACP) is an exceedingly rare malignancy [1, 2]. 
There are fewer than 50 reported cases in the literature [2]. SCACP usually arises from pre-
existing syringocystadenoma papilliferum (SCAP) and/or nevus sebaceous of Jadassohn [3]. 
The lesions show adnexal differentiation; however, there is no specific immunohistochemical 
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stain for SCACP to guide diagnosis. The disease is more frequent in the elderly but can occur 
from the third decade onward, with a slight male predilection [2]. SCACP may occur anywhere 
on the body but particularly on the head and neck followed by the trunk [2]. The disease may 
behave aggressively, with cases of locoregional and distant metastatic spread described [2, 4]. 
Treatment consists of surgical removal.

Case Report

A 77-year-old man presented for regular 3-monthly dermatology review. He had received 
a liver transplant 15 years previously for polycystic liver disease. His current medications 
comprised tacrolimus 1 mg twice daily, acitretin 20 mg daily, calcium/vitamin D, perindopril, 
gliclazide, and linagliptin. He had a history of multiple keratinocyte cancers, with 11 squamous 
and basal cell carcinomas excised within the past 2 years and a 0.25-mm Breslow thickness 
lentigo maligna melanoma excised 2.5 years previously.

Physical examination revealed a 3-mm diameter pearly papule on the right temple without 
ulceration (shown in Fig. 1). There was no regional lymphadenopathy. The lesion had grown 
in less than 3 months and the patient had been unaware of its development.

Histopathologic evaluation revealed an endophytic lesion pushing into the dermis to a depth 
of 1.4 mm (shown in Fig. 2). The lesion was composed of atypical cells forming gland-like struc-
tures and cystic spaces with focal papillary/micropapillary projections. The glands were lined by 
multilayered epithelium composed of atypical cells with large, anisomorphic nuclei and abundant 
eosinophilic cytoplasm. Mitoses were easily identified, and there was focal luminal necrosis. The 
lesion was generally well demarcated, but single cells and small cell clusters were focally present 
at the edge of the lesion associated with a desmoplastic stroma, indicative of early invasion. 
The surrounding stroma contained a dense plasma cell infiltrate. No lymphovascular or perineural 
invasion was seen. Immunohistochemically, the lesion was strongly and diffusely positive for CK7 
and EMA. CEA was positive at the luminal borders. GCDFP15 and S100 were negative in the lesional 
cells. Ki67 was mildly elevated at 5–10%. The lesion was excised utilizing Mohs micrographic 
surgery requiring two layers to achieve clearance. A further rim of tissue was excised after Mohs 
clearance with no histological evidence of residual malignancy.

Discussion

We describe the first reported case of SCACP in an immunocompromised patient. SCACP 
may arise rapidly and behave aggressively. Of the reported cases, 22% have demonstrated 
locoregional lymphatic metastases [2] and 6% had distant metastatic disease which was fatal 

Fig. 1. SCACP on the right temple of a 77-year-old liver 
transplant recipient. A 3-mm-diameter pearly papule 
without ulceration is seen.
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Fig. 2. SCACP. a Endophytic profile of the tumor, with central surface ulceration and a surrounding inflamma-
tory infiltrate (hematoxylin and eosin. ×40). b Connection of lesion to epidermis (periodic acid-Schiff. ×100). 
c Large, atypical nuclei and eosinophilic cytoplasm, with focal papillary/micropapillary-like structures 
(hematoxylin and eosin. ×100). d Dense plasma cell infiltrate at periphery of lesion with focal Russell bodies 
(hematoxylin and eosin. ×400). e Necrosis within a glandular lumen (hematoxylin and eosin. ×100). f Multilayered 
epithelium with mitoses (hematoxylin and eosin. ×400). g, h Atypical tumor buds and single cells infiltrating 
at periphery of lesion, with desmoplastic stroma (hematoxylin and eosin. ×400).
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in all cases [2]. Late recurrences of SCACP have been described, and therefore long-term 
follow-up is warranted [5]. The mean duration of lesions prior to SCACP diagnosis is usually 
many years [2, 3, 6]. The mean maximum diameter of reported cases is close to 4 cm (range 
0.4 cm–16 cm) [2]. Lesions often have a connection to the overlying epidermis by a residuum 
of a benign SCAP, supporting a stepwise progression from SCAP to SCACP [4]. The dense 
stromal infiltrate of plasma cells is a characteristic feature of SCAP and SCACP [2, 5]. Features 
of malignant transformation include multilayering of the glandular epithelium, increased 
nuclear atypia, and mitotic activity. They may be in situ or invasive. The invasive component 
is usually an adenocarcinoma; however, it sometimes can show squamous differentiation [4]. 
There is no specific immunohistochemical stain for the diagnosis of SCACP [2]. The lesions 
show adnexal differentiation, with positivity for broad spectrum cytokeratin as well as CK7, 
and are negative for CK20. EMA is frequently positive [2, 7], while CEA and GCDFP15 reactivity 
are variable [2, 4, 7]. CK5/6, SMA, S100, and p63 may highlight associated myoepithelial cells. 
Metastatic adenocarcinoma should be excluded clinically.

In this case, the patient was undergoing regular dermatological review due to his immu-
nocompromised status and history of multiple skin cancers. Clinically, the lesion had a “glis-
tening” appearance, possibly due to the partly cystic nature of the lesion. Histologically, the 
overall architecture, with the characteristic stromal plasmacytic infiltrate, was suggestive of 
a possible precursor SCAP; however, no longstanding precursor lesion had been noted at the 
site previously. The lesion had arisen rapidly (within 3 months) and showed unequivocal 
features of malignancy, but was detected and removed at an early stage, accounting for the 
small clinical size of the lesion compared to previously reported cases.

While there are no reported cases of SCACP in immunocompromised patients in the liter-
ature, it is worthwhile to note that this patient group does have increased rates of adnexal 
neoplasms [8, 9]. In renal transplant recipients, adnexal tumors are more common and more 
frequently malignant than in immunocompetent patients [10].

In conclusion, we present the first documented case of an SCACP in an immunocompro-
mised patient. This case highlights the importance of regular dermatologic follow-up of immu-
nocompromised patients, to facilitate the early detection and treatment of aggressive cuta-
neous lesions in this population.
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