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1. INTRODUCTION 

Acrokeratoelastoidosis (AKE) and focal acral 

hyperkeratosis (FAH) are rare genodermatoses 

with many shared clinical and histopathologic 

features, distinguished solely by the absence of 

elastorrhexis in FAH.1, 2, 3 FAH most 

frequently develops in childhood or early adult 

life, and is believed to display an autosomic 

dominant inheritance pattern with incomplete 

penetrance. Whilst it was initially reported to 

occur exclusively in females of African or 

Arabian descent, subsequent reports in males 

and Caucasians have refuted the importance of 

sex and race as distinctive diagnostic criteria.4, 

5, 6 Herein we portray a case of FAH in an 

HIV-infected patient and describe a 

histopathological finding previously unreported 

in the context of this pathology.  

2. CASE REPORT 

A 42-year-old Nigerian woman was referred to 

our outpatient clinic because of a papular rash 

on her hands and feet which began around 
puberty. Her mother and one niece reportedly 

displayed identical lesions. Our patient had been 

diagnosed with HIV-HVB co-infection 13 years 
earlier; her viral load was <40 and her CD4 

count was 117 at the moment of the 

dermatological consultation, and was under 
HAART with efavirenz, emtricitabine and 

tenofovir. On physical examination multiple 

skin-colored papules with central umbilication 
were noted on the sides and dorsum of both 

hands and feet, without nail involvement (Figure 

1). She regularly shaved such lesions and 

reported no associated symptoms, history of 
consanguinity nor arsenic exposure.  

 

Figure1. Left foot's lateral aspect showing multiple 

skin-colored papules with central umbilication 

3. RESULTS AND DISCUSSION  

Histopathological analysis showed a sharply 

demarcated area of compact hyperkeratosis 

overlying a slightly depressed acanthotic 
epidermis with hypergranulosis, and no dermal 

elastorrhexis upon assessment with an elastic 

tissue stain. Upon higher power magnification it 
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was noted that numerous corneocytes retained 

intracytoplasmic basophilic keratohyalin 
granules, conferring the affected stratum 

corneum a patchy bluish appearance (Figure 2).  

 

Figure2. Hematoxilin & eosin: a) 20x, b) 40x, c) 

200x, d) 400x. Sharply demarcated compact hype- 

rkeratosis overlying a slightly depressed acanthotic 

epidermis with hypergranulosis. Retention of 

intracytoplasmic keratohyalin granules in the 

stratum corneum is evident upon higher 
magnification. 

4. CONCLUSION 

FAH is a benign condition that may cause 

cosmetic and psychological concern. Whilst it is 
easily distinguished from most acquired forms 

of papular acral dermatoses (verruca, digital 

calcinosis, acral mucinosis, etc) its 
histopathology is poorly specific and reporte- 

dly identical to AKE, except for the presence of 

elastorrhexis in the latter. This case is depicted 
due to the conspicuous retention of keratohyalin 

granules in the affected stratum corneum, akin 

to that described in cases of granular 

parakeratosis (GP), but without the presence of 
intracorneal nuclei (parakeratosis) or axillary 

/intertriginous lesions, characteristic of GP.
[7]

To 

our knowledge retention of keratohyalin 
granules had never been describe- ed in FAH 

and could merely represent a reaction pattern to 

external irritation (shaving) as suggested by 
others for GP.

[8] 
Alternatively, retention of 

keratohyalin granules could relate to a primary 

defect of cornification in patients with FAH and 
if reproducible could potentially serve as a 

histopathological discriminator from AKE.  
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