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A Case of Acrokeratoelastoidosis

Chang Ook Park M.D., Junsu Park M.D., You Chan Kim M.D.*, Ju Hee Lee M.D.

Department of Dermatology, Yonsei University College of Medicine, Seoul, Korea Department of
Dermatology, Ajou University College of Medicine, Suwon, Korea*

Acrokeratoelastoidosis  (AKE) is a rare skin disorder initially described by Costa, which is
inherited by autosomal dominant, but also may be sporadic. Clinically, it consists - of small,  firm
papules with occasional keratosis or umbilication, characteristically along the margins of hands and
feet. Histopathologically, it shows hyperkeratosis, acanthosis in the epidermis and fragmentation and
rarefaction of elastic fibers-elastorrhexis-in the dermis. A 32-year-old man' presented with multiple

papules along the border of the hands and feet,

and from histopathology, AKE was diagnosed.

Herein we report a case of acrokeratoelastoidosis and review the clinical and histopathologic features,

etiology, -differential diagnosis and treatment.
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Fig. 1. Multiple pinhead to rice sized, slightly brownish, flat-topped, grouped papules along the border of the hand (A, B)
and the foot (C, D)

Fig. 2A. A biopsy specimen taken from the border of the right foot reveals hyperkeratosis and mild acanthosis in the

epidermis (H&E, x40). B. Elastin stain shows both fragmentation and diminution of the elastic fibers without abnormality of
the collagen fibers (Verhoeff-van Gieson, <400).
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Table 1. Classification of marginal papular acrokeratodermas®

A42@ A 125 20044

Hereditary
with elastorrhexis
without elastorrhexis

acrokeratoelastoidosis
focal acral hyperkeratosis

papulotranslucent  acrokeratoderma

palmoplantar keratoderma punctate-type

mosaijc acral keratosis

degenerative collagenous plaques of the hands makginal keratoderma of the palms

Acquired

keratoelastoidosis marginalis of the -hands marginal - collagen degeneration digital

papular calcific elastosis

*modified from Rongioletti, et al"

Table 2. Summary of reports of marginal papular acrokeratodermas in Korea

Pﬁgflt diagnosis Age/Sex Onset tr:ﬁgi;;fm site Trcatment Response
1 DCPH 75M Adult Sporadic Hands TA injection Good
2 DCPH 67/M Adult Sporadic Hands No treat ment
3 DCPH 60/M Adult Sporadic Hands No treat ment
4 DCPH 52/M Adult Sporadic Hands No treat- ment
5 PTAK 200M Adolescence AD Hands and feet No treat ment
6 MKP 28/M Adult Sporadic Hands Oral retinoid&topical salicylic acid Poor
7 AKE 28/M Adult Sporadic Hands No treatment
8 AKE 30/M Childhood AD Hands Topical tretinoin&oral “etretinate Poor
9" AKE 20/M Childhood AD Hands Topical tretinoin&oral etretinate Poor
This case AKE 32M Childhood  Sporadic - Hands and feet- Topical tretinoin Moderate

DCPH; degenerative collagenous plaques of the hands, AKE; acrokeratoelastoidosis, PTAK; papulotranslucent acrokeratoderma,
MKP; marginal keratoderma of the palms, AD; autosomal dominant, TA; triamcinolone acetonide
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