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APRESENTAÇÃO

Sabemos que o trabalho do médico humanitário envolve uma grande variedade 
de atividades que podem girar em torno de diversas atividades. Existe um longo e vasto 
caminho muitas vezes pouco iluminado pelos sistemas de comunicação, mas que são uma 
base essencial para o desenvolvimento dessa ciência. Exemplos como de equipes médicas 
que atuam em situações de conflito e pós-conflito, no controle e combate às doenças 
epidêmicas, no atendimento emergencial às vítimas de catástrofes naturais, e garante 
atendimento médico às pessoas excluídas dos sistemas de saúde locais, contribuem para 
esse entendimento.

A proximidade com o paciente e os valores éticos necessitam ser valorizados e 
incentivados, pois geram possibilidades além de pressionarem grandes indústrias e 
governos para que medicamentos acessíveis e de qualidade cheguem às populações mais 
pobres do mundo. 

Tendo em vista a dimensão e a importância dessa temática, a mais nova obra da 
Atena Editora, construída inicialmente de três volumes, direciona ao leitor um novo material 
de qualidade baseado na premissa que compõe o título da obra.

Situações de emergência pedem resposta rápida, com atendimento médico 
especializado e apoio logístico, mas falhas crônicas no sistema de saúde local, como a 
escassez de instalações de saúde, de profissionais qualificados e a inexistência da oferta 
de serviços gratuitos para populações sem recursos financeiros, também podem motivar 
a atuação da organização. Ou seja, uma amplitude de temas que aqui serão abordados 
dentro dos diversos campos de atuação dos profissionais envolvidos. 

De forma integrada e colaborativa a nossa proposta, apoiada pela Atena Editora, 
trás ao leitor produções acadêmicas desenvolvidas no território nacional abrangendo 
informações e estudos científicos no campo das ciências médicas com ênfase na promoção 
da saúde em nosso contexto brasileiro. Desejamos que a obra “Medicina: Longe dos 
holofotes, perto das pessoas” proporcione ao leitor dados e conhecimento fundamentado 
e estruturado.  

Tenham todos uma ótima leitura!

Benedito Rodrigues da Silva Neto
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ABSTRACT: Background: Eccrine porocarcinoma 
(EP), also known as malignant eccrine poroma, is 
a rare tumor, accounting for up to 0.01% of all 
cutaneous tumors. However, it is the most frequent 
malignant tumor in the eccrine gland, originating 
from the terminal cells of the intraepithelial 
portion of the eccrine duct, acrosyringium. The 
objective of this study is to describe the cases of 
EP, this rare cutaneous neoplasia, attended at a 
Federal University Hospital in the last 20 years 
and review the literature data.Method: The cases 
were selected from an institutional database, 
based on the pathological characteristics 
compatible with the neoplasia studied, during 
a period of 1999 to 2019, with 11 cases. After 
the selection, a medical review of the data was 
performed. Results: The mean age at diagnosis 
was 73.5 years (48-93), with a similar prevalence 
between the genders. 50% located in upper 
limbs, 27% lower limbs and the other locations 
varied between trunk and head and neck. The 
immunohistochemical profile was positive mainly 
75% CEA (carcinoembryonic antigen), 100% 
EMA (epithelial membrane antigen), 100% P63, 
100% Ki67 (50-80%), 100% 34BE12, 100% AE1/
AE3. All patients were treated with surgery and 
36.3% needed margin expansion. No adjuvant 
treatment was performed, and we did not observe 
relapses or metastases. Three patients died (all 
due to infectious causes without anycorrelation 
with the disease), fourare alive with no evidence 
of disease and four lost follow-ups. Conclusion: 
Eccrine porocarcinoma is a rare malignant 
cutaneous tumor with high potential for morbidity 
and mortality. Given its rarity, there are currently 
no guidelines for diagnosis, treatment and follow-
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up. Literature is scarce and the vast majorities are case reports. 
KEYWORDS: Eccrine porocarcinoma, Cutaneous tumors, poroma.

RESUMO: Introdução:O porocarcinoma écrino (EP), também conhecido como poroma écrino 
maligno, é um tumor raro, correspondendo a até 0,01% de todos os tumores cutâneos. No 
entanto, é o tumor maligno mais frequente da glândula écrina, originando-se das células 
terminais da porção intraepitelial do ducto écrino, o acrosiringium. O objetivo deste estudo 
é descrever os casos de PE, esta rara neoplasia cutânea, atendidos em um Hospital 
Universitário Federal nos últimos 20 anos e revisar os dados da literatura. Método: Os casos 
foram selecionados em banco de dados institucional, com base na patologia características 
compatíveis com a neoplasia estudada, no período de 1999 a 2019, com 11 casos. Após 
a seleção, foi realizada uma revisão médica dos dados. Resultados: A média de idade ao 
diagnóstico foi de 73,5 anos (48-93), com prevalência semelhante entre os sexos. 50% 
localizados em membros superiores, 27% em membros inferiores e as demais localizações 
variaram entre tronco e cabeça e pescoço. O perfil imunohistoquímico foi positivo principalmente 
em 75% CEA (antígeno carcinoembrionário), 100% EMA (antígeno de membrana epitelial), 
100% P63, 100% Ki67 (50-80%), 100% 34BE12, 100% AE1 / AE3. Todos os pacientes foram 
tratados com cirurgia e 36,3% necessitaram de ampliação de margens. Nenhum tratamento 
adjuvante foi realizado, e não observamos recidivas ou metástases. Três pacientes morreram 
(todos por causa infecciosa sem qualquer correlação com a doença), quatro estão vivos sem 
evidência de doença e quatro perderam o seguimento. Conclusão: O porocarcinoma écrino 
é um tumor cutâneo maligno raro com alto potencial de morbimortalidade. Devido à sua 
raridade, atualmente não há diretrizes para diagnóstico, tratamento e acompanhamento. A 
literatura é escassa e a grande maioria são relatos de casos.
PALAVRAS-CHAVE: Porocarcinoma écrino, tumores cutaneos, poroma.

1 |  INTRODUCTION
Eccrine porocarcinoma (EP) is rare, accounting for up to 0.01% of all cutaneous 

tumors. However, it is the most frequent malignant tumor in the eccrine gland, originating 
from the terminal cells of the intraepithelial portion of the eccrine duct, acrosyringium [1, 2].

It was first described by Pinkus and Mehregan in 1963 as ‘epidermotropic eccrine 
carcinoma’. Currently the term “eccrine porocarcinoma” is the term commonly used [1-3].

In 18-50% of cases, it arises from a pre-existing poroma. Poroma is a benign tumor 
of the sweat gland derived from the acrosyringium [1]. Another hypothesis is the emergence 
de novo EP from predisposing factors such as chronic exposure to light, immunosuppression 
or exposure to chemical agents [2].

It affects adults between 50 and 80 years-old, with peak incidence in the seventh 
decade of life [4]. It occurs most often in the lower limbs, trunk or head and neck, 44%, 24% 
and 24% respectively. There is no predominance between the genders established in the 
literature, some reviews suggest a greater involvement in women [1, 4].

Eccrine porocarcinomas are histologically heterogeneous, but have common 
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characteristics such as necrosis, atypia and increased antibiotic activity. Epidermal 
acanthosis and hyperkeratosis may be present [1]. They may be confused with squamous, 
clear, Paget cells or melanocytes [5].

For diagnosis, immunohistochemical analysis (IHQ) is recommended, including 
carcinoembryonic antigen (CEA), cytokeratin (CK), epithelial membrane antigen (EMA), 
p53 and p63. Cluster of differentiation 117 (CD117) has been reported as highly effective, 
especially in distinguishing with squamous cell carcinoma [1].

A recent meta-analysis of 120 cases, published in 2020 by Nguyen-Son Le et 
al, demonstrated that some immunohistochemical markers might aid in the histologic 
diagnostic of EP. The data presented showed that more commonly, the expression of EMA, 
CEA and S-100 were tested. CEA and EMA are usually positive, while S-100 is negative 
in intraepidermal ductal cell. On the other hand, S-100 is positive in myoepithelial cells of 
glandular part. In this meta-analysis, EMA and/or CEA were described in 30.8% and 40.0% 
of patients, respectively. Similar to other studies, EMA (100.0%) showed higher positivity 
than the CEA (89.6%) [6].

Morphologically the disease has a broad spectrum of presentation, such as papules, 
ulcerated lesions, plaques or nodules. Nodulations are the most common clinical presentation 
in up to 71% of cases. Lesions may be asymptomatic or painful and have varying colors 
between reddish and black. The presence of spontaneous bleeding, ulceration, itching, 
pain, and sudden growth are factors that may be associated with malignant transformation. 
Dermatoscopy seems to be a useful noninvasive diagnostic tool [1, 6].

In 2001, A. Robson et al published a clinical pathological analysis of 69 cases of EP. 
Corroborating the previous data, mitoses rate, lymphovascular invasion (LVI) and tumor 
depth > 7 mm are important prognostic indicators. The presence of infiltrative margin should 
alert to an expansion of margins. The data also suggested that although the rate of positive 
sentinel lymph node in EP was low, for tumors with > 7 mm of invasion or high mitotic rate 
the procedure may be justified [4].

In the publication of Nguyen-Son Le et al, the prognostic impact of lymphovascular 
invasion and high rate of mitotic activity on overall survival were confirmed. It was also 
observed that LVI and mitotic activity increased the occurrence of distant metastasis. LVI 
also increased local recurrence and regional recurrence [6].

Treatment is necessary due to its aggressive nature. Approximately 20% of patients 
experience local recurrence. When located in the head the intracranial and or intracerebral 
extension may occur. Up to 20% of patients may progress with metastatic disease after 
treatment. In patients with lymph node involvement, mortality rates are approximately 67% 
[1, 5, 6].

Wide local excision (WLE) with margins > 2-3 cm is the widely applied treatment 
method and is associated with recurrence rates of 10% to 20% and distant metastases 
of up to 12%. Mohs micrographic surgery (MMS) showed promising results in relation 
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to survival and recurrence rates and is a surgical method that provides better aesthetic 
results compared to WLE. The data suggest equivalence between the methods in relation to 
regional recurrence. However, there are no randomized data and especially MMS requires 
special training of surgeons and pathologists [6].

Chemotherapy plays a role in metastatic disease and has been described in adjuvant 
therapy in selected cases, but effective drugs and benefit are unclear. Similarly, radiotherapy 
can play a role in adjuvant treatment when with compromised margins and impossibility of 
margin enlargement. Data are scarce, based only on case reports, and cannot be used to 
guide treatment [5, 6].

2 |  MATERIALS AND METHODS
In this series of cases, were selected from a database of a Brazilian Federal Hospital 

Institution, based on the pathological characteristics compatible with the neoplasia studied, 
during a period of approximately 20 years, from January, 1999 to April, 2019. After the 
selection, a medical review of the data was performed.

3 |  RESULTS AND ANALYSIS
In total, 11 patients were selected. The mean age at diagnosis was 73.5 years-old 

(48-93). Prevalence was similar between the sexes. Approximately 50% of the cases were 
located in the upper limbs, 27% in the lower limbs and the other locations varied between 
trunk and head and neck. The immunohistochemistry panel applied was variable in the 
selected sample. Of the 11 cases, it was possible to analyze the profile of 9 cases, described 
in Table 1. Among the most prevalent, EMA, P63, 34βE12 and AE1/AE3 stand out, which 
when tested were positive in 100% of the samples, corroborating the literature data. CEA 
was tested in all cases and was positive in 75% of the samples. Ki67 ranged from 50 to 
80% in the samples in which it was tested. The other markers were tested in a few samples, 
such as S100, P53, D2-40, Lysozyme, alpha-1 antitrypsin (AAT),cell adhesion molecule 5.2 
(CAM5.2), CK7, CK5/6, CK8/18 and could not be included in a panel pattern. In this sample 
of 11 patients, 100% were treated with surgery. 36.3% of them were submitted to margin 
expansion. No adjuvant treatment was performed, and no recurrences or metastases were 
observed. During retrospective follow-up, three patients died, all due to infectious causes 
without correlation with the disease. Among the others, four are alive and without active 
disease and four have lost follow-up.
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IHQ 1 2 3 4 5 6 7 8 9
CEA + - + + + - + + +
EMA NT + + + NT + + + +
P63 + NT + NT NT + NT + +
Ki67 70% NT NT NT 50% 80% NT NT NT
34βE12 NT + + + + + NT NT +
P53 INC NT NT NT NT NT NT NT NT
S100 NT - NT NT NT NT - NT NT
AE1/AE3 + + NT + NT NT + NT NT
35BH11 NT + NT - + INC NT NT -
CAM5.2 NT - NT NT NT NT NT NT NT
D2-40 NT NT + NT NT NT NT NT NT
CK7 NT NT NT - NT NT + NT NT
CK5/6 NT NT NT NT NT + NT NT -
AAT NT - NT NT NT NT + NT NT
Lisozima NT - NT - NT NT + NT NT
CK8/18 NT NT + NT NT NT NT NT +

NT: Not tested; +: positive; -: negative; INC: inconclusive;

Carcinoembryonic antigen (CEA); Epithelial membrane antigen (EMA); Antigen Ki67; Cytokeratin 
34beta(b)E12 (34βE12); S100 Protein; Cytokeratin (CK) - AE1/AE3; 7; 5/6; 8/18; Podaplanin (D2-40); 

Anti-cytokeratin (CAM5.2); Alpha 1–Antitrypsin (AAT).

Table 1  Immunohistochemical profile of the sample.

4 |  DISCUSSION
Our small sample of patients confirms the rarity of the disease. The few cases 

make it difficult to elucidate the clinical, diagnostic, therapeutic aspects and prognoses of 
the disease. Similarly to selected studies, immunohistochemical analysis is important for 
diagnosis. The markers EMA, P63, 34βE12, AE1/AE3 and S100 stand out as part of a 
standard panel for EP. In our series, the surgery was effective and prevented recurrences and 
metastases. More cases are needed to assess overall survival, and local and locoregional 
recurrence rate.

5 |  CONCLUSIONS
EP is a rare malignant cutaneous tumor with high potential for morbidity and mortality. 

Given its rarity, there are currently no guidelines for diagnosis, treatment and follow-up. The 
literature is scarce and most case reports.
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