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Acrokeratoelastoidosis (AKE) is a rare condition de-
scribed by Oswaldo Costa in 1953 [1]. Clinically, it is char-
acterized by the presence of hyperkeratotic or umbilicated
papules located on the margins of palms and/or soles. The
first lesions usually develop in childhood or early adulthood
and gradually increase in size and number, become grouped
or form plaques [1-3]. The prominent histological feature of
the condition is the diminished density and fragmentation
(elastorrhexis) of elastic fibres, which can be detected using
Verhoeff-van Gieson or orcein staining [1-3].

A 37-year-old Caucasian woman was admitted to the
Department of Dermatology for evaluation of asymptom-
atic papular lesions located on the margins of hands and
feet. The first papules had developed when the patient was
20 years old and had gradually increased in number. The
lesions had been initially diagnosed as viral warts and had
been treated with keratolytics and several sessions of cryo-
surgery with no improvement. Family history for similar skin
changes was unremarkable. Several years prior to hospital-
ization, the patient had been diagnosed with ectopic gastric
mucosa in the oesophagus, but was otherwise healthy. On
physical examination, flesh-coloured papules of 24 mm in
diameter were present along the margins of both hands ac-
companied by slight hyperkeratosis of the palms (Figures
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1A, B). Additionally, several hyperkeratotic papules were
present at the line of transgredience between the dorsal
and plantar surface of feet. Routine laboratory work-up was
within normal limits. A 5-mm punch biopsy was performed
from one of the papules, which revealed prominent irregu-
lar acanthosis, papillomatosis, hypergranulosis, focal hyper-
keratosis and scarce perivascular inflammatory infiltration
in the dermis with slight epidermotropism (Figure 2 A).
Verhoeff-van Gieson staining revealed reduced density of
elastic fibres with elastorrhexis (Figure 2 B). On the basis of
clinical presentation and histological image the diagnosis of
AKE was made. The patient was informed about the benign
nature of the condition and she refused to try other treat-
ment options.

AKE is considered to be a very rare disease, but its
actual incidence may be underestimated. Over 50 cases
have been reported so far. The number of articles has ris-
en significantly in the last decade, with 18 cases reported
in 2008-2018. Interestingly, recent reports include pre-
dominantly females (a female to male ratio of 7 : 2) with
late-onset AKE (mainly at 20-30 years of age). The time
between the occurrence of first papules and the diagno-
sis is usually several years, but may be extended up to
20 years. Unilateral lesions have been reported mainly in

Figure 1. A, B - Shiny flesh-coloured papules located along the line of transgredience between the palmar and dorsal
surface of the hand
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Figure 2. A — Histological findings included irregular acanthosis, papillomatosis, hypergranulosis, focal hyperkeratosis and
scarce perivascular inflammatory infiltration in the dermis with slight epidermotropism (40x, hematoxylin and eosin).
B — Reduced density of elastic fibres with elastorrhexis (100x, Verhoeff-van Gieson stain)
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children and have been present since birth. Both sporadic
and familial cases of autosomal dominant inheritance
have been reported in the literature [4-9]. A potential
linkage to chromosome 2 was suggested by Greiner et al.
on the basis of genetic mapping of 21 family members
affected by AKE [10]. No particular race predominance
has been found so far. The electron microscope (EM) has
recently proved to be a valuable tool in making the di-
agnosis [5]. Fragmented elastic fibres resembling rooster
crests can be observed on scanning EM, while transmis-
sion EM shows decreased thickness and fragmentation
of the elastic fibres, surface indentations, irregular black
spots in the fibre core and normal collagen bundles. In
single case reports, AKE was associated with nail dys-
trophy [11] or aquagenic palmoplantar keratoderma [9].

The pathogenesis of the disease remains unknown.
One of the most common hypotheses implies a reduced
number and impaired function of fibroblasts in the der-
mis, which secrete abnormal elastic material [12]. An
interesting finding was reported by Fiallo et al. [3], who
detected fragmentation of the elastic fibres not only in
the lesional skin, but also in normal-appearing, non-sun-
exposed skin, and suggested that AKE may be in fact
a primary elastic tissue disease. A confirmation of this
hypothesis might be delayed wound healing, which Fiallo
et al. observed in one of their patients with AKE [3]. A po-
tential association between late-onset AKE and immu-
nosuppression was suggested by Hussain et al. [6], who
reported a patient with AKE developing during therapy
with vedolizumab for Crohn’s disease.

The nosological position of AKE is not well estab-
lished, either. The condition was included by Rongioletti
et al.[13] in a group of marginal papular acrokeratoder-
mas, which consisted of two acquired entities (degenera-
tive collagenous plaques of the hands and digital papular
calcinosis) and five hereditary conditions (AKE, focal acral
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hyperkeratosis, palmoplantar keratoderma of the punc-
tate type, hereditary papulotranslucent keratoderma and
mosaic acral keratosis). All these entities as well as ac-
rokeratosis verruciformis of Hopf and viral warts, should
be taken into consideration in differential diagnosis. In
case of doubt, histological examination should be per-
formed. The presence of cell vacuolization should raise
the suspicion of viral warts, dyskeratosis with “church
spire” configuration points to acrokeratosis verruciformis
of Hopf, while elastorrhexis is the distinctive histological
feature of AKE. Focal acral hyperkeratosis is considered
to have the same clinical presentation as AKE, but lacks
signs of elastorrhexis on histological examination [14].
Degenerative collagenous plaques of the hands typically
develop in middle-aged or older individuals with a history
of chronic sun exposure. They are present predominantly
on the sides of hands and/or fingers, rarely feet, and are
characterized by the presence of degenerative collagen
and elastin fibers with extensive actinic damage on his-
tology. Palmoplantar keratoderma of the punctate type
presents with dome-shaped papules on the palms and
soles, which display hyperkeratosis, parakeratosis, vacuo-
lated epidermis, basal layer spongiosis and dilated sweat
ducts on histological examination [2]. On the other hand,
Abulafia and Vignale [15] suggested that AKE, focal acral
hyperkeratosis and other entities classified by Rongioletti
et al. [13] as hereditary marginal papular acrokeratoder-
mas are in fact a result of a variable genetic expression of
the same condition and should be considered as clinico-
pathological variants rather than separate entities.

The prognosis in AKE is very good and for the majority
of patients the lesions are only a cosmetic problem. No
cases associated with malignancies have been published
so far. A few authors reported a potential association of
AKE with hyperhidrosis. Nevertheless, in most of the cases,
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the affected patients, as well as the present patient, did
not complain of hyperhidrosis of the palms or soles.

The therapy of AKE remains challenging. Cryosurgery or
standard keratolytics are usually ineffective. Other attempts
to use systemic steroids, methotrexate, dapsone or antibi-
otics were not successful either [16]. Due to the rarity of the
condition, treatment recommendations are mainly based
on single cases. Several reports on the efficacy of acitretin
or other systemic retinoids in marginal papular acrokerato-
dermas have been published recently [4, 17, 18]. However,
the potential teratogenicity of this therapy should always be
taken into consideration in young patients with AKE.
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