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Abstract
Background: Primary cutaneous apocrine carcinoma (PCAC), a subtype of sweat gland carcinoma, is an
extremely rare malignant neoplasm. Distinguishing apocrine carcinoma from breast carcinoma
metastasis is di�cult even for pathologist. Most arise in regions of high apocrine gland density like axilla,
and rarely on the scalp and eyelid, but it’s possible to occur elsewhere on the skin. Primary cutaneous
apocrine carcinoma of the scalp is a rare malignancy most often reported in the literature as case reports
or small case series. Giant form of primary cutaneous apocrine carcinoma in frontal region is not
described in literature, to the best of our knowledge. There no established protocols for primary
cutaneous apocrine carcinoma treatment.

Case presentation: We report a case giant primary cutaneous apocrine carcinoma localized in frontal
region. De�nitive diagnosis of primary cutaneous apocrine carcinoma is made by biopsy with
microscopic and immunohistochemical analysis. Wide surgical excision and reconstruction with large
local transposition �ap and split thickness skin grafts for secondary defect were our therapy of choice.

Conclusion: Primary cutaneous apocrine carcinoma is very rare malignancy and giant form in not
described yet. Surgical treatment provided the patients with the tumor free status as well satisfactory
aesthetical appearances and quality of living.

Background
Primary cutaneous apocrine carcinomas (PCAS) are rare and incompletely studied neoplasms, mostly
arising in axilla, but it’s possible to be found elsewhere on the skin (McKee 2020) (1). Giant form of PCAS
in frontal region has not been described in literature, to the best of our knowledge. PCAS is almost
impossible to distinguish from cutaneous metastasis of breast apocrine carcinoma on histopathological
examination alone (2, 3, 4).

The standard treatment for PCAC is wide surgical resection and reconstruction (3, 5, 6). There is no clear
consensus on management of regional lymph nodes, and the most important predictor of survival in
localized disease is lymph node status; therefore, sentinel lymph node biopsy could be considered in
management of this disease (4, 5, 6). The role of adjuvant chemotherapy and radiotherapy is not
established.

Primary cutaneous apocrine carcinoma (PCAC) is a rare cutaneous malignancy with the incidence of
0.005–0.017 per 100,000 patients per year (3). Males and females are equally affected with the peak of
presentation in 6th and 7th decades of age and the predominance of Caucasian ethnicity (1, 3).

Many of these carcinomas are indolent and slowly developing, but some are rapidly progressive. Majority
occur in the genital skin and perineum (34.5%), followed by trunk (26.4%), head and neck (18.3%) and
lower extremities (13.9%) (3, 7). They present mostly as nodules or masses 2–3 cm in size, without any
additional symptoms and very rarely can be bigger, more than 5 cm in diameter (1, 8, 9). Giant form, with
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diameter more than 10cm and few centimeters high has not been described in literature, to the best of our
knowledge.

Case Presentation
A 80-year-old man, was referred with giant, bleeding, malodorous, secreting tumor (about 10 cm in
diameter and 7 cm over than skin level) in the right side of the scalp with another tumor on the right
temporal side (about 3cm in diameter) of the scalp, and the tumor in left mandibular area. Patient had
noticed giant tumor about 4 years before admission, while two other tumors had been present for a year
and a half (Fig. 1).

Preoperatively, the patient was examined by the team of plastic surgeon, radiologist, neurologist and
cardiologist and adequately prepared for surgery in general endotracheal anesthesia. The laboratory
analyses were within normal limits.

Based on the decision by the tumor board in our Institution the patient underwent radical tumor excision
followed by soft tissue defect reconstruction. The wide excision was performed for all three tumors with
free margins of 2 cm, followed by reconstruction with large local transposition �ap and split thickness
skin grafts for secondary defect (Fig. 2).

Histopathological analysis showed identical appearance for giant tumor in parietal region and the

smaller tumor in temporal area: nodus with eroded surface, in�ltrating dermis, subcutaneous fat

and muscles, composed of con�uent tumor islands with focal small ducts. Large epithelioid cells

with intensely eosinophilic cytoplasm, moderate pleomorphism, and up to 17 mitoses per 10

high-power �elds (Fig. 3a) were immunohischemically diffusely positive for pan-cytokeratin

(AE1/AE3), CK7 and androgen receptor (Fig. 3b), and focally for Gross-cystic-disease-

�uid-protein (GCDFP-15) and carcinoembyonic antigen (pCEA). Staining reaction with CK20,

p63, mammaglobin, estrogen (ER) and progesteron (PR) receptors, thyroid-transcription factor

(TTF-1), and prostate speci�c antigen (PSA) were all negative. Based on microscopic and

immunohistochemical �ndings a diagnosis of apocrine carcinoma has been made, with the

advise for clinical exclusion of possible metastatic lesion, preferentially from the breast and

salivary glands. The head and chest x- ray, and abdomen/pelvis ultrasound revealed no evidence
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of primary tumor, whereas ultrasound of breasts was without suspicious changes. Tumor in the
mandibular region was diagnosed as basal cell carcinoma (nodular type).

The case was reviewed at the Soft tissue tumor board and the decision of no adjuvant treatment, with
follow-up every three months, and then every six months has been made. The patient had no evidence of
recurrence or any local and visceral metastasis during a one year follow-up.

Disccusion
Primary cutaneous apocrine carcinoma (PCAC) as a subtype of sweat gland tumors is very rare adnexal
neoplasm that arises from apocrine glands and it usually occurs in regions with higher density of
apocrine glands such as axilla, groin and anogenital regions but can be found in various body sites (1, 3).
The de�nitive diagnosis of PCAC is made by biopsy with histopathological and immunohistochemical
analysis. Without the identi�cation of in situ component of the skin tumor it could be impossible to
distinguish PCAC from metastasis, particularly of breast carcinoma, which should be excluded with
breast examination, clinically and using imaging methods (9, 10, 11). For lesions in other regions with
less density of apocrine gland it could be very di�cult to make clinical differential diagnosis from more
common skin tumors like basal cell or squamous cell carcinoma.

We reviewed the literature to �nd best surgical options and treatment modalities. PCAC of the scalp is a
rare malignancy most often reported in the literature as case reports or small case- series, therefore there
are no established protocols for PCAS treatment, especially for the giant form of PCAS (3, 4, 5). Most
authors advised clear margins about 2 cm in width. There is no clear consensus on management of
lymph nodes at risk. Since the most important predictor of survival in localized disease is lymph node
status, sentinel lymph node biopsy could be considered in the management of this disease (6, 8, 9). The
role for neoadjuvant or adjuvant chemotherapy, and radiotherapy or isolated limb perfusion, when tumor
is localized on the limb, has not been established, as well as for immunological therapy.

Conclusion
We describe herein giant form of PCAS of scalp in an elderly patient, diagnosed with histopathological
examination, imuniohistochemical analysis, and clinical and imaging investigation for exclusion of
metastatic tumor. Wide surgical excision and reconstruction with large local transposition �ap and split
thickness skin grafts for secondary defect were our therapy of choice. The aforementioned surgical
treatment provided the patients with the tumor free status as well satisfactory aesthetical appearances
and quality of living (Fig. 4).
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Figures

Figure 1

Preoprative view – giant tumor in frontal region is PCAC.



Page 7/8

Figure 2

Postoperative view – wide excision and reconstruction with large local transposition �ap and split
thickness skin grafts for secondary defect.

Figure 3

Apocrine carcinoma of the scalp, microscopic presentation (a) with predominantly solid growth pattern
and scattered mitoses (arrows) (hematoxylin&amp;eosin, original magni�cation 200x):
immunohistochemical staining (b) showing expression of androgen receptors (200x).
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Figure 4

One month after surgery – very satisfactory aesthetical appearances.


