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= ABSTRACT

Introduction: To describe a case series involving albinos as to the form, location, tre-
atment and monitoring of skin tumors. Methods: A descriptive, retrospective from
April to July 2011, analyzing a total of twelve charts. Seeking the histopathologic re-
sults, and descriptions of surgical procedures, collect and report specific data. Re-
sults: Twelve patients had albinos and 273 injuries were studied. Eight men and 4
women, aged between 23 and 80 years, the majority being over 40 years old (92%).
The most common injuries were to the head and neck being the most common
histological type BCC (36.63%), followed by the CEC. Some injuries were also found
tricoblastico carcinoma, high-grade sarcoma, verruca vulgaris, melanoma in situ
and Bowen's disease. On average, patients were followed for 98.6 months. Among
the surgical procedures the most common was the realization of primary synthe-
sis (82.41%) and second flaps, two microsurgical (VRAM and RALC). The sizes of
the lesions was divided into equal or lower than 4 cm (80.20%) and higher than 4
cm (19.80%). Conclusion: Using a short data aggregation was possible to describe
a sample with similar data exposed in the international literature, despite the lack
of them, allowing a comparison and demonstration about the relationship between
albinism and skin tumors, but new series with more patients are needed to better
overall evaluation. So prevention remains the best way of monitoring and follow-up
of patients with albinism.
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RESUMO

Introducdo: Descrever a casuistica envolvendo albinos, quanto a forma de apresen-
tacdo, local, tratamento e acompanhamento dos tumores de pele. Métodos: Estudo
descritivo, retrospectivo, de Abril a Julho de 20711, analisando um total de doze pron-
tuarios. Buscando nos resultados histopatologicos, e nas descricoes dos procedi-
mentos cirurgicos, reunir e reportar dados especificos. Resultados: Doze pacientes
albinos apresentaram 273 lesoes e foram estudados. Oito homens e 4 mulheres,
com idades variando entre 23 e 80 anos, sendo a maioria acima de 40 anos (92%).
A localizacdo mais comum das lesdes foi na cabeca e pescoco, sendo o tipo his-
tologico mais frequente o CBC (Carcinoma Basocelular) (36,63%), seguido do CEC.
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Algumas les6es também encontradas foram carcinoma tricoblastico, sarcoma de
alto grau, verruga vulgar, melanoma in situ e Doenca de Bowen. Em media os pa-
cientes foram acompanhados, por 98,6 meses. Dentre os procedimentos cirirgicos
realizados o mais comum foi & realizacdo de sintese primaria (82,41%) e em segun-
do lugar os retalhos, sendo dois microcirtrgicos (VRAM e RALC). Os tamanhos das
les6es foram divididos em menores ou iguais a 4 cm (80,20%) e maiores do que
4 cm (19,80%). Conclusdo: Através de uma breve agregacdo de dados foi possivel
descrever uma casuistica com dados semelhantes aos expostos na literatura in-
ternacional, apesar da escassez dos mesmos, possibilitando uma comparacdo e
demonstracao entre a relacdo sobre albinismo e tumores de pele, poréem novas se-
ries descritivas com mais pacientes sao necessarias para melhor avaliacdo global.
Assim a prevencdo continua sendo a melhor forma de monitoramento e acompa-
nhamento dos pacientes portadores de albinismo.

Descritores: Albinismo; Terapéutica; Carcinoma Basocelular; Carcinoma de Células
Escamosas

INTRODUCTION

Albinism is an autosomal recessive genodermatosis
with an incidence that is, in most countries, approximately
1:20,000 individuals, although it is more common in African
countries. There are different types of albinism, but the ge-
netic defect is in the synthesis of melanin. The number of me-
lanocytes in the epidermis is normal in most cases, and, in all
cases, the formation of melaninis impaired. Some types cause
a decrease in tyrosinase, while synthesis activity in others is

mon lesion location was the head and neck (53.11%), as seen
in Figure 1, and the most common histological type was basal
cell carcinoma (BCC, 36.63%), as seen in Figure 2, followed by
squamous cell carcinoma (SCC, 34.43%). Other lesions found
were trichoblastic carcinoma, high-grade sarcoma, verruca
vulgaris, melanoma in situ, and Bowen disease. On average,
patients have been monitored for 98.6 months so far.

Among the surgical procedures performed, the most
frequent was primary closure (82.41%), followed by both ver-
tical rectus abdominis myocutaneous (VRAM) and antero-

low. At least 10 different types of oculocutaneous albinism are
known'2 Because of these characteristics, these patients are
extremely susceptible to damage caused by sun exposure.
They often develop skin lesions, small and benign to large and
malignant tumors, with rapid development and high morbidity
and mortality rates.

Location

-

* Head and neck
= Body
= Limb

OBJECTIVE

The objective of this study was to describe several
cases of albinism. The cases were evaluated for the form of
presentation, location, treatment, and monitoring of skin tu-
mors.

Figure 1. Location of the lesions

METHODS
A retrospective study was conducted over a period of Histological type
4 months (April to July 2011) by analyzing the records of 12 pa-
tients at the National Cancer Institute. Data was gathered from
histopathological results and descriptions of surgical proce-
dures and statistically evaluated.

- ® CEC
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RESULTS

Twelve albino patients with a total of 273 lesions were
investigated. There were 8 men and 4 women (male: female,
2:1) with an age range from 23 to 80 years, although most pa-
tients were over 40 years old (92%). (Table 1) The most com-

Figure 2. Histological type
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lateral thigh (ALT) microsurgical flaps (12%). The size of the
lesions were divided into those <4 cm (80.20%) and >4 cm
(19.80%). The demographics of the cases studied are sum-
marized in Table 1. One death occurred owing to vascular in-
vasion in the common carotid with BCC, leading to profuse
bleeding in a 23-year-old patient. An example of long-term

outcome is shown in Figure 3.

Figure 3. Long-term post-operative outcome of
a bilobed flap on the right hemiface

Table 1. General patient data

Most
Patient Age common Histological types Lesion size Main surgical approach
location
1 50  Trunk scc <4cm Primary syn-
thesis
2 43 Headand BCC, actinic keratosis, SCC <4cm Pr|mlary syn-
neck thesis
Head and BCC, SCC, trichoblastic carci- Microsurgical flap
3 o1 neck noma >4cm (VRAM)
2 56 Head and S'CC, BCC, melangma in situ, “dem Pr|mlary syn-
neck trichoblastic carcinoma thesis
BCC, SCC, Bowen disease, Primary syn—
5 39  Trunk actinic keratosis, trichoblastic <4 cm thesis ysy
carcinoma
6 63 :ee;? and SCC, angiosarcoma >4 cm Local flaps + graft
7 53 Limbs B.CC, SCC, Bowen disease, “4cm Pr|mlary syn-
tricolemoma thesis
3 40 Trunk trichoblastic carcinoma, BCC, 4cm Pr|mlary syn-
SCC thesis
9 57 Limbs angiosarcoma, SCC, BCC >4 cm Local flaps + graft
10 64 Head and BCC, trichoblastic carcinoma <4 cm Pr|mlary syn-
neck thesis
1 23 Head and SCC >4.cm Microsurgical flap (ALT)
neck
9 20 Head and scc 4 em Pr|mlary syn-
neck thesis

SCC, squamous cell carcinoma; BCC, basal cell carcinoma; VRAM, vertical rectus abdominis myocutaneous; ALT,

anterolateral thigh
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DISCUSSION

According to data in the literature, especially studies
from Africa, malignant non-melanoma skin lesions are the
most common in albino patients. Spinocellular carcinoma ac-
counts for the vast majority of tumors found*#®, but the fre-
quencies of basal cell and spinocellular tumors were similar in
our analysis, with slightly more basal cell tumor as they have
an indolent progression. We also found a large number of le-
sions <4cm. This shows an intense screening and close moni-
toring of patients at the National Cancer Institute (INCA). There
were fewer cases undergoing major resections, because of a
tumor size >4cm (mainly spinocellular), compared to the litera-
ture®™ as cited by Kingsley et al®. Of the 12% of flaps used to
repair defects, 2 cases required flaps; 1, VRAM; and 1, ALT, at a
microsurgical distance.

Both the global data and INCA agree that the most
common primary site is the head and neck. A negligible num-
ber of melanoma cases (1/273) showed a pathophysiology of
the disease involving the melanin synthesis. In our case study,
compared to international data, the vast majority of treat-
ments for non-melanoma lesions in these patients is primary
closure, followed by local flaps.

We recognize that albino patients must drastically
reduce their sun exposure by shifting to night professions or
staying indoors with light protection and appropriate clothing.
Myopia and ocular disorders slow the progress of albinos in
school, leading them to withdraw from school and undertake
activities in open areas. Therefore, socioeconomic policies in-
volving this population are extremely important.

CONCLUSION

Albinos require intense monitoring and guidance on the
use of light protection and on the appearance of new lesions.
Basal cell and epidermoid carcinomas are extremely important
because of their progressive nature. However, advanced le-
sions, despite being challenging, can still be treated with both
grafts andlocal or, in specific case, microsurgical flaps. Through
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a brief aggregation of data, it was possible to describe a case
study with data similar to what has been shown in the litera-
ture, despite the scarcity of reports, allowing a comparison
and demonstration of the relationship between albinism and
skin tumors. However, further studies with more patients are
needed for a better overall assessment. Prevention thus re-
mains the best method for monitoring of patients with albi-
nism.
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