
Introduction 
 Primary Cutaneous Adenoid-Cystic Carcinoma (PCACC) is a rare 
skin cancer with uncertain origin. It is characterized by slow expand-
ing course, local aggressive behaviour, and low potential for distant 
metastasis and favorable survival for localized disease. Histologically 
it has cribriform pattern and may mimic other primary cutaneous tu-
mors  especially the adenoid basal cell carcinoma.
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 Wide local excision is the standard treatment and may be followed 
by radiation therapy in case of risk factor of recurrence.

Case Presentation 
 We report the case of 45 years old patient, who has in his medical 
history the resection of right axillary nodule in private clinic one year 
before. Histological examination revealed an adenoid cystic carcino-
ma with tumor free margins. The patient presented one year later a 
sub-cutaneous right axillary nodule in the same site of initial resec-
tion, growing slowly measuring 2cm, with firm consistency, unpain-
ful, without any other symptoms. The patient was treated with wide 
local excision at private clinic then was referred to our department.

 Histological examination showed a well-defined deep dermal nod-
ule consisting of nests of basaloid cells with cribriform and tubular 
patterns and abundant mucin in the cysts in addition to perineural in-
vasion. The margins were clear and the immunohistochemical stains 
proved positive for pan-cytokeratin AE1/AE3, PS100, estrogen re-
ceptors and P63 in few tumor cell nuclei, while it was negative for 
mammaglobin, CD117, HMB45, CK20 and CDX2. 

 These findings were suggestive of primary adnexal adenoid cys-
tic carcinoma. Given the positivity of estrogen receptors, Breast MRI 
was peformed and showed no lesions in addition to a complete phys-
ical examination by an otolaryngologist that was normal. CT scan of 
the neck and thorax was performed and was normal. Pet CT-scan did 
not show any visible hypermetabolic lesion (Figure 1).
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Abstract
 Primary Cutaneous Adenoid Cystic Carcinoma (PCACC) is a 
very rare adnexal skin tumor originating in the apocrine glands or 
modified apocrine glands but its precise histogenesis is still not well 
defined.  It affects middle-aged and older individuals and arises usu-
ally in the head and neck area. The PCACC is considered to be an 
indolent disease with slow growth and rare distant metastases but 
with aggressive local behaviour. We report the case of 45 years old 
male, referred to our for a recurrent PCACC of the right axillary re-
gion. 

 The aim of this work is to underline the rarity of this disease, clin-
ical, radiological and pathological features, as well as the treatment 
management and prognosis.
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Figure 1(A, B): Pet-scan showing no evidence of hypermetabolic lesion.
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 Given the recurrent character of the lesion and the presence of 
perineural invasion, adjuvant radiotherapy was decided in the onco-
logical multidisciplinary meeting. Patient is fully recovered without 
evidence of disease with a follow up of 8 months. 

Discussion 
 Primary Cutaneous Adenoid Cystic Carcinoma (PCACC) is a rare 
skin tumor that was classified as an adnexal skin tumor by the World 
Health Organization (WHO) [1]. The first case was described by Bog-
gio in 1975 and only few cases of PCACC have been reported in the 
literature [2-7]. The exact origin of PCACC has not been determined 
if it is eccrine or apocrine, but the data were more suggestive of apo-
crine and modified apocrine origin. 

 The most common primary location of Adenoid Cystic Carcinoma 
(ACC) is the salivary glands in the head and neck region and may 
have an aggressive behaviour in this context. But other locations have 
been reported in the literature such as the lacrimal gland, prostate, 
lung, vulva, breast, external auditory canal, thymus, cervix, esopha-
gus, and skin [8,9]. PCACC is characterized by indolent course but 
with frequent local recurrences within months to more than 20 years 
after initial diagnosis. Distant metastases are les common and have 
been reported to occur in 21% to 54% of cases, with predilection for 
lung, liver, bone, and brain respectively [10-12].

 Naylor et al., reported that this tumor occurs mainly in mid-
dle-aged and older individual with a reported mean age of 59 years, 
and slight male predominance (57%) [13].

 Histologically, PCACC is characterized by basaloid cells in the 
mid to deep dermis, arranged in lobules forming tubular structures 
giving the tumor a cribriform pattern with a lack of connection be-
tween the lobules and the epidermis [14,15]. Mucin can be found in 
small cystic spaces and also in the lumina of the tubular structures in 
addition to the surrounding stroma [14,15]. Regarding perineural in-
vasion, they are found in approximately 50% of cases, while Mitotic 
figures and vascular invasion are rare [15-17]. At immunohistochem-
ical analysis, PCACC  was found to be positive for pan-cytokeratin 
AE1/AE2, Epithelial Membrane Antigen (EMA) and S100 in addition 
to amylase. 

 Positive staining for Carcinoembryonic Antigen (CEA) was also 
reported by some authors. Immunohistochemistry can help to make 
differential diagnosis especially with adenoid basal cell carcinoma 
but also with mucinous apocrine carcinoma and cribriform carcino-
ma [3,13]. Additional imaging explorations may be useful to exclude 
extracutaneous origin since the most common location of ACC is the 
salivary glands followed by other locations in head and neck region 
then other regions in the body.

 The treatment management of for PCACC is mainly based on 
wide local excision with tumor-free margins established by perma-
nent sections [3-14]. Adjuvant radiotherapy did not show any benefit 
in terms of survival and local control but it may be indicated in cases 
with risk factors of recurrence such as tumor-infiltrated margins and 
presence of perineural invasion [7]. Regarding chemotherapy, it is in-
dicated only in patients with distant metastases [7,18,19]. 

 For our case, he underwent a wide surgical excision followed by 
adjuvant radiotherapy because of the recurrent character of the tumor  

and the presence of perineural invasion and he is fully recovered after 
8 months of follow up.

Conclusion 
 Skin is an uncommon site of Adenoid Cystic Carcinoma (ACC). 
The prompt recognition of  PCACC is essential  by integrating clini-
cal and histopathological data for a correct diagnosis. The evolution 
after a wide local excision is favorable but a long-term follow-up of 
patients is important to establish given the long disease-free interval 
prior to local recurrences and metastases.
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