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Case for diagnosis
Caso para diagnóstico
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WHAT IS THE DIAGNOSIS?

HISTORY OF THE DISEASE
A 38-year old female patient presented with multiple,

normochromic or slightly yellowish papules measuring 2-5
mm in diameter, with a keratotic, glossy surface, clustered
symmetrically on the dorsal-ventral axis of her hands and
feet (Figures 1 and 2).  There were also some papules on the
backs of her hands and feet that were intensified on the
bony protuberances.  The lesions were asymptomatic, had
appeared in childhood and had been stable ever since. The
patient had had no previous treatment. Her mother and
maternal grandmother had the same clinical condition at
the same anatomical sites, also beginning before they rea-
ched ten years of age. Histopathology of skin revealed
hyperkeratosis and acanthosis. Orcein staining revealed a
reduction in elastic fibers, which were irregular and frag-
mented (Figure 3).

FIGURE 1: Multiple
yellowish papules
with a glossy sur-
face, measuring 2-
4 mm in diameter,
located symmetri-
cally on the lateral
margin and the
dorsal surface of
both hands

FIGURE 2: The
same lesion
 pattern is pre-
sented on the
lateral margin
and dorsal sur-
face of the foot

FIGURE 3: Orcein staining showing fragmented elastic fibers in the
reticular dermis (elastorrhexis)
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DISCUSSION
Acrokeratoelastoidosis is a type of marginal kerato-

derma that principally affects the lateral portion of the pal-
moplantar regions and was first described by Oswaldo
Costa, a dermatologist from the Brazilian state of Minas
Gerais, at the beginning of the 1950s. 1,2 It is a rare autoso-
mal-dominant genodermatosis, probably related to chromo-
some 2, although it may also occur sporadically. 3  According
to the literature, there is no predominance of gender or
race.  Its pathogenesis remains to be clarified; however, a
history of chronic trauma has been indicated as a possible
causal factor.  It is speculated that the keratotic papules seen
clinically may be the result of an exaggerated production of
filaggrin that accumulates as a dense band over the granular
layer prior to being incorporated into the protein matrix of
mature epidermal keratin. 3

Clinically, the condition is characterized by multiple,
yellowish papules that are sometimes glossy and keratotic,
measuring 2-4 mm in diameter, sometimes umbilicated,
located symmetrically on the lateral margin of the hands
and feet, symmetry being the most characteristic clinical
indication of this disorder. 4,5 The edge of the fingers or
toes, the wrists and the anteroposterior surfaces of the legs
may also be affected.  There is skin thickening over the
metacarpophalangeal, metatarsophalangeal and proximal
interphalangeal joints.  Although there is no general con-
sensus, some investigators have reported an increase in the
number of papules over time.  Rapid progression during
pregnancy has also been reported. 6 Furthermore, there
may be an association with hyperhidrosis. 4

The most common findings at histopathology are hyper-
keratosis, mild acanthosis and alterations in the elastic fibers of
the dermis, which are fewer and fragmented (elastorrhexis). 7,8

In relation to the differential diagnosis, focal acral
hyperkeratosis has a fairly similar clinical appearance; howe-
ver, at histopathology, elastorrhexis is not seen and the alte-
rations are restricted to the epidermis (hyperkeratosis and
acanthosis). 9 Another condition with a similar clinical
appearance is keratoelastoidosis marginalis (Ramos and
Silva’s marginal keratoderma), which is generally associated
with intense sun exposure and marked actinic damage.  In
addition, other conditions that should be taken into consi-
deration in the differential diagnosis include acrokeratosis
verruciformis of Hopf, degenerative collagenous plaques
and punctate palmoplantar keratoderma. 3

Because of the asymptomatic nature of the lesions and
since they are not associated with morbidity, no treatment is
required.  However, if treatment is requested for esthetical
reasons, topical and systemic options are available, although
response is unsatisfactory in the majority of cases.  There have
been reports of topical treatment with corticosteroids, treti-
noin, salicylic acid, liquid nitrogen and coal tar.  Of the syste-
mic options, the use of corticosteroids, dapsone, antibiotics
and methotrexate has been reported.  Acitretin appears to be
the most effective, although there is generally a recurrence
after discontinuation of treatment.  Surgical techniques inclu-
de cryosurgery and surgery with laser erbium: yttrium-alumi-
nium-garnet (Er:YAG); however, as in the above-mentioned
treatment options, little improvement is achieved. 7-10 ❑

Abstract: Acrokeratoelastoidosis is a type of palmoplantar keratoderma first described by Oswaldo Gonçalves
Costa, a Brazilian Dermatologist from the state of Minas Gerais. It is a rare autosomal-dominant genodermatosis;
however it may occur sporadically. The disease is not congenital; rather, its onset occurs in childhood or adoles-
cence. Clinically, the condition is characterized by multiple yellowish papules, sometimes glossy and keratotic,
measuring approximately 2-4 mm in diameter, sometimes umbilicated, and located symmetrically on the sides of
the hands and feet, symmetry being the most typical sign. The most common histopathological findings are hyper-
keratosis, mild acanthosis and elastorrhexis, as revealed by orcein staining.
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