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Genital angiokeratoma in a woman with Fabry disease: the 
dermatologist’s role*
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INTRODUCTION

in 1898 as angiokeratoma corporis diffusum by Anderson and Fabry.1,2 

-

-

-

10 years.3

FD is a lysosomal disease, inherited in an X-linked manner.4 

GLA -

-

golipids in the vascular endothelium, smooth muscle, myocardium, 

renal epithelium and central nervous system. In male patients, the 

gene has a high penetrance, originating the so called classic pheno-
5

6

patients, the disease has variable expression due to the random in-

7 Currently, heterozygous patients are not considered only 

carriers, since they present systemic changes related to the disease 

-

GLA 

abnormal, as in men, or normal, as in healthy individuals.7

-

cornea verticillata, recurrent headaches, 

-

myopathy, psychiatric conditions, ischemic encephalopathy and an-

8

-

reduce morbidity and mortality in these patients.5 
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FIGURE 1: 

Clinical aspect. 
Erythematous-
purple papules, 

on the vulva

FIGURE 2: 

FIGURE 3: Histopathology. Vascular dilation in the papillary dermis 
associated to overlying acanthosis (Hematoxylin & eosin, X100). 
Photo by Dr. Alexandre Ozores Michalany

FIGURE 4: Histopathology. Vascular dilation in the papillary dermis 
associated to overlying acanthosis (Hematoxylin & eosin, X200). 
Photo by Dr. Alexandre Ozores Michalany

-

-

-

vascular dilation in the papillary dermis, associated to overlying 

DISCUSSION

AKs are an important cutaneous marker in the screening 

a smooth1

in men and lumbosacral, buttocks and trunk region in both sexes. 

Subsequently, they can appear on the lips, navel, nails and palms. 

the trunk and genital regions.2 In a Medline and Embase database 

hyperkeratosis.3 According to the description in the literature, some 
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darkened lakes associated to thrombosis, hemorrhagic crusts, bleed-

Histopathology reveals dilated blood vessels in the papil-

4

-

melanoma.5,6

-

-

-

tic option till present.7–9 In Brazil, it is indicated to patients older 
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-

bral ischemia, gastrointestinal symptoms and acroparesthesia.8,10 It 

improves the overall prognosis and can also stabilize and reduce the 

electrocoagulation and ablative laser is indicated.

being monitored clinically. 

-

7,10  
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