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ABSTRACT
Primary cutaneous adenoid-cystic carcinoma (PCACC) is a rare slow-growing neoplasm of disputed histogenesis
characterized by nest of basaloid cells forming tubular and cribriform with mucin in cystic space pattern at histology and local
aggressive behavior. This tumor is most common in the scalp, affects middle-aged and older individuals (mean age 59) and
has predilection for women. We describe an unexpected case of PCACC in a 75-years-old man referred to our clinic for a
subcutaneous nodule in the scalp showing a slow growth and indolent course. The differential diagnosis and the clinical
management of this PCACC patient, successfully treated with a wide local excision, are presented and discussed.
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Primary cutaneous adenoid cystic carcinoma
(PCACC) is a rare tumor that affects middle aged and
older individuals. It can occur in the scalp (32–41%), chest
and abdomen and is characterized by indolent course and
local aggressive behaviour.[1]–[7] The average duration of
the tumor prior to diagnosis is about 3 years. Patients
typically present with slowly expanding skin colored
nodules from 0.5 to 5 cm in size.[1]–[7] If the scalp is
involved, alopecia is generally an associated finding
(figure 1).[3] In the past PCACC has been regarded as an
eccrine lesion, but the possible origin from apocrine
glands has been also proposed.[2]
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Case report:
A 75 years old man presented with a subcutaneous
nodule of the scalp with associated alopecia. 3 years prior
to the presentation she noted an indolent, slowly
expanding firm nodular lesion. In her medical history
there was no evidence of previous skin lesions or systemic
tumor diseases. At physical examination no signs of
systemic disease were found and superficial lymph nodes
were not palpable. Hematological tests were also in the
normal range. The lesion was surgically excised and
submitted for histological examination (figure 1-4).
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Both histological and immunophenotypical evaluation
suggested the diagnosis of adenoid cystic carcinoma
(ACC), but considering the rarity of this entity as a
primary skin tumor it was necessary to rule out the
possibility of a skin metastasis arising from other
malignancies with histological features of ACC.

Figure 3

Figure 4

Macroscopically the lesion was a 5×3×2.5 cm grey-tan,
flesh tumor, with poorly circumscribed borders.
Microscopically it showed a nest of basaloid cells
forming tubular and cribriform with mucin in cystic space
pattern .cell show high N:C ratio, scanty cytoplasm and
round to oval vesicular nuclei with conspicuous nuclei. The
lesion invaded the mid and deep dermis but not the
subcutaneous fat. The basaloid cells were never displaced
in a palisades fashion and no connection to the overlying
epidermis was observed. Mitotic activity was very low (1
mitosis ×10 high power field), whereas necrosis, perineural
invasion, lymphatic and/or blood vessels infiltration were
not present. ( figure 5)

Figure 5
At immunohistochemistry, as expected, the tumor
expressed low and high molecular weight keratins. A
variably expression of S-100 protein and carcino-embryonic
antigen (CEA) was also observed. The latter was restricted
to the luminal spaces . To better analyze the tumor at
phenotypic level, selected monoclonal antibodies to type IV
collagen and epithelial membrane antigen (EMA) were also
considered. The former highlighted the hyaline deposits
among the basaloid cells and the latter the apical aspects of
pseudo glandular areas (Figure 5). The basophilic
intraglandular material, variably detected in the tumor,
was also highlighted with alcian blue staining at pH 2.5 and
showed immunoreactivity for laminin .

Adenoid cystic carcinoma, in fact, is most commonly
seen as a neoplasm of the salivary glands and
seromucinous glands of the upper respiratory tract. It has
also been reported to occur in the breast, lung, uterine
cervix, prostate, and lacrimal gland. [1],[8] As a consequence
a careful breast and an otolaryngology examination was
performed at specialist level, followed by head and neck
ultrasonographic scan. A PET-CT scan was also
considered to complete the oncological screening.
Fortunately, the clinical examination was negative and all
the radiological exams resulted in the normal range.
All together, the clinical, morphological and
immuno-phenotypical
features
described
above,
supported the final diagnosis of a primary cutaneous
adenoid cystic carcinoma (PCACC). To avoid local
recurrences a wide surgical excision with 2 cm disease-free
margins was finally performed.

II. DISCUSSION
Primary cutaneous adenoid cystic carcinoma is a rare
skin tumour. It was first described by Boggio in the
1975[3] and, This lesion frequently arises in the scalp of
middle-aged or elderly patient, with a slight predilection
for women with an average age of 59 years.[1] In about
76% of the cases perineural invasion may be observed and
this feature seems to have a prognostic value, with a
double increase of relative-risk of local recurrences when it
is detected (46% vs. 22%).The lesion didn't show images of
perineural invasion nor lymphatic or blood vessels
infiltration (several histological preparations were
examined). As aforementioned adenoid cystic carcinoma
is relatively frequent in the salivary glands and in this
contest it can be an aggressive tumour. ACC has been
reported to occur also in the breast, lung, vulva, cervix and
prostate.[1],[8] Considering the age of the patient and the
rarity of this tumour in the skin it was imperative to rule
out a skin metastasis from an ACC arising in other organs.
This fact has important clinical implications because the
occurrence of a skin metastasis from a “clinically occult
ACC” requires a more complex oncological approach for
advanced tumour disease. In our case the negative PETCT scan and the careful clinical evaluation (in particular
breast and salivary glands) allowed the diagnosis of
PCACC. As aforementioned PCACC is characterized by a
less aggressive behaviour compared to the analogous
tumour arising in the salivary gland. The occurrence of
lung and lymph nodes metastasis, in fact, is exceptionally
rare in PCACC,[7]–[10] but, although infrequently, they can
be found in ACCs arising from salivary gland and breast.
Moreover perineural invasion, a hallmark feature of the
salivary gland ACCs, may be absent in PCACC, as in the
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case described here.[8] An indolent course is the major
feature of PCACC with a high tendency of local
recurrence.[1],[8] For this reason the recommended
treatment for PCACC is a wide surgical excision with at
least 2 cm tumour free margins.[6]–[11]

III. CONCLUSION
Primary cutaneous adenoid cystic carcinoma is a rare
skin tumor . PCACC is characterized by a less aggressive
behaviour compared to the analogous tumour arising in the
salivary gland. wide surgical excision with at least 2 cm
tumour free margins.
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