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ACROKERATOSIS VERUCIFORMIS OF HOPF CLINICALLY MIMICKING AS NECROLYTIC ACRAL 
ERYTHEMA
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ABSTRACT

Acrokeratosis verruciformis is very rare genodermatosis that was originally described by Hopf in 1931. A 29-years-old male presented to skin 
outpatient department with brown-colored hyperkeratotic plaques on dorsum of both feet that clinically mimicked as necrolytic acral erythema in 
our case. Biopsy was taken from lesion that shows hyperkeratosis, acanthosis, and slight papillomatosis along with well-circumscribed elevation of 
epidermis resembling church spires. No dyskeratotic cells were seen.

INTRODUCTION

Acrokeratosis verruciformis (AKV) is disorder of keratinization in 
which multiple flat–topped skin-colored keratotic lesions resembling 
plane warts are seen on dorsum of hands and feet. AKV of Hopf most 
commonly develops during early childhood but occasionally develops 
as late as fifth decade [1]. It exhibits autosomal dominant pattern and 
shows incomplete penetrance. Because of this, there may not always 
be family history positive. We present a case of AKV of Hopf clinically 
mimicking necrolytic acral erythema in which well-defined dusky 
erythematous eruption with marked hyperkeratosis and red rim 
around it is seen.

CASE REPORT

A 29-year-old man presented to skin outpatient department with 
brown-colored hyperkeratotic plaque on dorsal aspect of both feet for 
2 years (Fig. 1). No specific family history present. There was no history 
of any drug intake or any other medical history. Biopsy was taken from 
the lesion and keeping necrolytic acral erythema as differential.

Biopsy of the lesion – shows hyperkeratosis, acanthosis, and slight 
papillomatosis along with circumscribed elevation of epidermis 
resembling church spires. Focal elongation of rete ridges and cup 
like central depression of dermis at one focus. Dermis shows small 
perivascular collection of lymphocytes with small areas of hemorrhage 
near periadenexal structure (Figs. 2 and 3).

DISCUSSION

Biopsy shows hyperkeratosis, increase in thickness of granular layer, 
acanthosis slight papillomatosis, and frequently associated with 
circumscribed epidermal elevations resembling church spires. The rete 
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Classical AKV often occurs during childhood [2] where Panja [3] 
reported the average onset age of AKV as 11 years old. However, the 
onset age of sporadic AKV is much later than that of classical AKV [4]. 
In our case, all features are of sporadic AKV on clinical examination 
–brown-colored hyperkeratotic plaques on dorsal aspect of both 
feet  were noticed and three differentials  were made.  Necrolytic  acral 
erythema lichen simplex chronicus and pellagroid dermatitis 
histopathological investigation of the biopsied lesion found a typical 
church-spire like pattern – a classical feature of AKV without signs of
 dyskeratosis  and  mild  lymphocytic  infiltrate  made  us  confirm  and 
rule  out  other  mimicking diseases.  Histopathologically,  two differential 
diagnoses AKV of hopf and hyperkeratotic type of seborrheic keratosis 
were made. Acrokeratosis clinically manifests itself as flat-topped, 
polygonal,  papules,  and  verrucous  plaques.  The  brownish-skin-colored 
lesions have hard consistency and its friction can produce vesicles. 

Fig. 2: 
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Fig. 3: 

ridges are slightly elongated and extend to a uniform level [8]. 
Layne et al. reported a case of necrolytic acral erythema.


