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Primary Adenoid Cystic Carcinoma of the Skin: A Rare Case

Derinin Primer Adenoid Kistik Karsinomu: Nadir Olgu
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ABSTRACT Adenoid cystic carcinoma is a malignant lesion that fre-
quently occurs in the salivary glands and is rarely seen as a primary
tumor of the skin. Although it is typically observed on the face, head,
and neck area, especially the scalp, it is very rarely found in the ex-
tremities. The morphological characteristics are identical to those ob-
served in adenoid cystic carcinoma originating from other anatomical
locations for definitive diagnosis, cutaneous spread of malignant sali-
vary gland tumor and skin metastasis of primary tumor in other sites
must be excluded. We present here a case of primary adenoid cystic
carcinoma of the skin that developed in the left knee region of a 68-
year-old female patient.
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OZET Adenoid kistik karsinom, siklikla tiikiiriik bezlerinde karsimiza
¢ikan nadiren derinin primer tiimorii olarak izlenen malign bir lezyon-
dur. Genellikle kafa derisi basta olmak iizere yiiz, bag-boyun bolge-
sinde goriilmesine karsin ekstremitelerde olduk¢a az gorilir.
Morfolojik 6zellikleri diger anatomik bolgelerden koken alan adenoid
kistik karsinomlarda gozlenen 6zelliklerle aymidir. Kesin tani i¢in ma-
lign tiikiiriik bezi timoriiniin kutandz yayilimi ve bagka lokalizasyon-
lardaki primer tiimdriin deri metastazinin dislanmasi gerekir. Biz burada
68 yasinda kadin hastanin sol diz bolgesinde gelisen derinin primer ade-
noid kistik karsinom olgusunu sunuyoruz.

Anahtar Kelimeler: Karsinom, adenoid kistik; deri timorleri

Primary adenoid cystic carcinoma of the skin
(PACCS) was first described by Boggio in 1975. It
is arare, slowly progressing malignant lesion.! While
adenoid cystic carcinoma (ACC) is most commonly
seen in the salivary glands, it can also occur in vari-
ous locations such as the breast, uterus, cervix,
lacrimal glands, bronchi, and skin tissue.? Although
its histogenesis is not precisely known, it is believed
to originate from apocrine glands.® Tt is classified
under adnexal tumors in the World Health Organiza-
tion (WHO) classification of skin tumors. The defini-
tive diagnosis of PACCS is made when typical
histological features are present and metastatic dis-
ease is excluded.*
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I CASE REPORT

A 68-year-old female patient was admitted to our
hospital with a slow-growing red-purple nodule-like
swelling on her left knee that had been developing
for approximately one year. A systemic examination
revealed no swelling or symptoms elsewhere on her
body. The nodular lesion on the patient’s knee was
surgically removed and sent to our pathology unit.

Macroscopically, there were two fragmented
skin-subcutaneous tissues with diameters of 3.5 cm
and 2 cm. The cut surface appeared partially nodular
and gray-cream colored. A lobular lesion located in
the dermis was observed in the hematoxylin-eosin
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(H.E.) sections. The lesion showed basaloid cell pro-
liferation, predominantly in a cribriform pattern and
occasionally in solid, glandular, pseudocystic, and
tubular patterns (Figure 1). The tumor consisted of 2
types of cells: angulated cells with narrow
eosinophilic cytoplasm and cells with moderate
eosinophilic cytoplasm and oval or round nuclei.
Neoplastic cells exhibited low-grade cytological
atypia and 5-6 mitotic figures per 10 high-power
fields (Figure 2). Cystic spaces filled with basophilic
material and basement membrane-like hyaline mate-
rial surrounding pseudoluminal structures were
noted. Histochemically, the basement membrane-like
hyaline material stained with periodic acid-Schiff
(PAS) and PAS plus diastase (Figure 3). Immuno-
histochemically , S100, spinal muscular atrophy
(SMA), and p40 were positive in myoepithelial cells,
while cytokeratin 7 and poly carcinoembryonic anti-
gen (CEA) were positive in luminal cells surrounding
the channels (Figure 4). Both cell types stained with
PanCK and CD117. No perineural or lymphovascu-
lar invasion was detected. The tumor extended to the

surgical margins.
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FIGURE 2: Mitosis in basaloid cells showing mild atypia (H&E, x400)

in luminal epithelial cells with cytokeratin 7 (x200)

Our report stated that after excluding ACC
metastases originating from the salivary gland and
upper respiratory system, this case could be consid-
ered PACCS of the skin. Following detailed clinical
examination and radiological imaging, no other tu-
mors were found in the patient. Thus, it was accepted
as PACCS, and re-excision was performed due to
positive surgical margins. No recurrence, lymph
node, or distant organ metastasis was observed dur-
ing 12 months of regular follow-up. The patient’s fol-
low-up continues.

An informed consent form was obtained from
the patient.

I DISCUSSION

PACCS is a rare, locally aggressive malignant skin
adnexal tumor.?® It typically presents as a slow-grow-
ing nodule in the seventh decade of life, with a slight
female predominance.®> While it most commonly oc-
curs on the scalp and face, the incidence decreases
with distance from these regions, making its appear-
ance on the extremities quite rare.? In our 68-year-old
female patient, the lesion was located on the skin of
the lower extremity, specifically the knee, which is
an uncommon site.



Histologically, PACCS appears as a poorly cir-
cumscribed dermal lesion. It is characterized by a
cribriform pattern, as well as glandular, cystic, and
tubular cell arrangements. There is no connection to
the epidermis.® The cells have narrow cytoplasm and
basophilic nuclei, with rare mitotic figures.* Accord-
ing to the WHO, PACCS consists of nodular lesions
extending into the dermis and/or subcutis, featuring
small ducts and pseudocysts lined by inner luminal
epithelial cells and outer basal myoepithelial cells.
Intraluminal secretions may be observed, with pseu-
docysts being larger than ducts. Staining with Alcian
blue (AB) reveals extensive basophilic mucinous ma-
terial, while PAS staining highlights hyalinized
cosinophilic material.?

Seab et al. outlined the following diagnostic crite-
ria for PACCS: 1) The lesion should be dermally lo-
cated, composed of basaloid cells exhibiting a
cribriform pattern, at least focally. 2) It should contain
stromal hyalinization and/or basophilic mucinous areas,
with tubular structures having sialomucinous glandu-
lar spaces. 3) Cutaneous metastasis from salivary gland
lesions should be excluded. Our case met all these cri-
teria, presenting a dermal lesion with predominant crib-
riform and tubular patterns, accompanied by basement
membrane-like material and mucin.®

Batsakis et al. proposed grading these lesions
based on certain criteria, including the presence of
solid areas.” Grade 1 lesions consist of tubular and
cribriform patterns without solid areas, showing min-
imal cytological atypia and few or no mitotic figures.
Grade 2 lesions exhibit cribriform or mixed patterns
with less than 30% solid areas and slightly more pro-
nounced cytological atypia. Grade 3 lesions have
over 30% solid areas, often accompanied by necrosis,
with marked cytological atypia and mitotic activity.
Our case, with less than 30% solid areas (20% solid
area), 5-6 mitoses per 10 high-power fields, and no
necrosis, was classified as grade 2.

Immunohistochemically, neoplastic cells show
diffuse cytoplasmic staining for keratins, CAM 5.2, and
CK7, with variable staining for CK5/6 and D2-40. Duc-
tal cells express EMA, CEA, and CK 15, while myoep-
ithelial cells express SMA, p63, vimentin, calponin, and
SOX10. CD117 (¢-KIT) is positive in all cases.* Ap-

proximately half of the cases exhibit perineural inva-
sion, with 76% of patients showing local recurrence
also presenting perineural invasion.>> Local recurrence
occurs in about 50% of cases, while lymphatic and
hematogenous spread is rare.® Regional lymph node in-
vasion and distant metastasis to organs such as the
lungs are infrequent.> Compared to PACCS, ACC of
other sites have higher rates of local recurrence and
metastasis.® Our case did not exhibit perineural or lym-
phovascular invasion, suggesting a better prognosis.
The patient continues regular follow-up.

Before diagnosing primary PACCS, it is essential
to exclude cutaneous metastasis from ACC of other or-
gans. Differential diagnoses include adenoid cystic vari-
ant basal cell carcinoma (BCC), mucinous carcinoma
of the skin, cylindroma, and primary cribriform apoc-
rine carcinoma of the skin*®. BCC can be distinguished
by peripheral palisading, connection to the epidermis,
retraction artifact, and lack of perineural invasion. Mu-
cinous carcinoma of the skin is characterized by small
cell clusters and cribriform pattern morphology within
mucin pools. Cylindroma consists of basaloid cell is-
lands surrounded by hyalinized material.® Primary crib-
riform apocrine carcinoma of the skin features cells with
pleomorphic nuclei and a predominant cribriform pat-
tern, with rare perineural invasion.’ In our case, histo-
logical and immunohistochemical analysis facilitated
clear differentiation from these conditions.

Treatment involves wide surgical excision with
at least a 2 cm tumor-free margin to reduce the risk of
local recurrence, followed by long-term follow-up.>?
According to the Surveillance, Epidemiology, and
End Results program, PACCS and breast ACC ex-
hibit less aggressive behavior and better prognosis
compared to ACC of the lung, bronchi, eyes, and
optic structures.’ The initial biopsy of our patient
showed tumor continuity at the surgical margin. A re-
excision with a 2 cm safe margin was performed.
During the 8-month follow-up period, no local re-
currence or metastasis was observed.

In conclusion, PACCS is a very rare malignant
skin adnexal tumor. For a definitive diagnosis, it is
essential to first exclude the possibility of skin inva-
sion by the salivary gland tumor and cutaneous
metastases originating from ACC in other organs. Al-



though the incidence of local recurrence, nodal and
pulmonary metastases is low, reported cases require
wide surgical excision and close follow-up with a
tumor-free margin of 2 cm. We aimed to share this
rare case by reviewing the literature by performing
clinical and histopathological examination.
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