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Abstract

Ozet

Acrokeratoelastoidosis of costa is a rare papular palmoplantar
keratosis in which small, round, firm, yellowish papules are seen on
the margins of the hands and feet. The onset of the skin lesions is
often before the age of 20. Both autosomal dominant transmission and
sporadic occurence have been reported. Characteristic histologic
findings are marked hyperkeratosis, epidermal hypertrophy and the
hallmark is the fragmentation and the decrease in number of the
elastic fibers in the dermis.We report a case of acrokeratoelastoidosis
in a 18-year-old Turkish girl and a review of the literature.
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Akrokeratoelastoidoz el ve ayak kenarlar1 boyunca kiigiik, sert,
yuvarlak, sarimsi papiillerin bulundugu nadir bir papiiler palmoplantar
keratozdur. Deri lezyonlarinin baglangici siklikla 20 yasindan dncedir.
Hem otozomal dominant gegis hem de sporadik olusum bildirilmistir.
Karakteristik histolojik bulgular belirgin hiperkeratoz, epidermal
hipertrofi ile dermiste elastik liflerin sayisinda azalma ve fragman-
tasyondur. Bu makalede akrokeratoelastoidoz tanisi alan 18 yasinda
bir kadn olgu sunulmakta ve konu ile ilgili literatiir gézden gegiril-
mektedir.

Anahtar Kelimeler: Akrokeratoelastoidoz, akrokeratoderma,
elastoreksis

crokeratoelastoidosis (AKE) is a rare skin

disorder which was first described by

Oswaldo Costa, a Brazilian dermatologist,
in 1953." Clinically, small, firm, yellowish white,
translucent, sometimes umblicated and/or hyper-
keratotic papules are seen on the hands and feet.
The most characteristic locations of these papules
are the thenar and hypothenar areas and the
boundary between the dorsal and palmar or plantar
skin. The knuckles and nail folds may also be
involved. The papules may coalesce to form plaques
on the dorsal surfaces and the knees.> Although the
lesions are generally asymptomatic, hyperhydrosis
may be present."*> Herein we report a case of
sporadic AKE in an 18-year old patient. As far as
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we know, this is the fourth case reported in our
country.

Case Report

An 18-year-old Turkish girl was seen in De-
cember of 2004 for a contact eczema on her hands
and asymptomatic, small, firm papules which had
been present since the age of 7 were noticed. Her
contact eczema resolved after treatment with topi-
cal corticosteroid in one week and she came again
to the clinic for evaluation of multiple papules on
her hands and feet. The lesions first developed at
about the age of 7 years and they increased pro-
gressively in number over the years. They were
neither painful nor pruritic, and there was no evi-
dence for hyperhydrosis. There was no history of
excessive sun exposure or trauma. She was treated
with a variety of preparations containing salicylic
acid several times without any improvement.

On physical examination, there were small (2-
3 mm in diameter), firm, flesh-colored, oval and
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Figure 1. Multiple round and oval, yellowish-white, firm
papules along the boundary between the dorsal and palmar
surfaces of both hands.

Figure 2. Numerous small flesh-colored keratotic papules
coalescing into plaques on the dorsal surfaces of interpha-
langeal joints.

round multiple papules on both palmar, thenar and
hypothenar regions and over the dorsal aspects of
metacarpophalangeal and interphalangeal joints
(Figure 1, 2). Similar papules were also present on
the medial aspects and plantar surfaces of both feet
(Figure 3). There were no other similar lesions on
the other parts of the patient’s body.

A biopsy specimen was obtained from one of
the papules on the thenar margin of the left hand
for histologic examination. On hematoxylin-eosin
staining, epidermal hyperplasia, hyperkeratosis and
a prominent granular zone were shown (Figure 4)
and elastic tissue stain (Verhoff stain) revealed
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qualitative diminution and fragmentation of elastic
fibers in the underlying dermis (Figure 5).

Figure 3. Similar lesions along the medial aspect of right foot.

granular zone (Hematoxylin-eosin stain; magnification X 60).

Figure 5. The elastic fibers in the dermis are decreased in
number and are fragmented (Verhoff elastic tissue stain; mag-
nification X 200).



Havva KAYA ve Ark.

ACROKERATOELASTOIDOSIS OF COSTA: A CASE REPORT

Table 1. The differential diagnosis of acrokeratoelastoidosis.'

Age of Race and
Disorder Onset Sex Etiology Clinical Features Histologic Features
Acrokeratoelas- childhood none Idiopathic ~ Small, round-oval to thom-  Hyperkeratosis, epidermal
toidosis (AKE) adolescence genetic boid shaped, yellowish hypertrophy, decreased and
(OD) papules on borders of pal- fragmented elastic fibers in
mar / plantar surfaces the dermis (elastorrhexis)
Focal acral childhood females Idiopathic  Identical to AKE Same as above except
hyperkeratosis adolescence  black genetic elastorrhexis in the dermis,
(FAH) elastic tissue is intact
Degenerative adulthood males uv Keratotic papules on radial Marked degeneration of
collagenous plaques of caucasoid  pressure borders of hands collagen and elastic fibers,
the hands (DCP) senil elastosis
Keratoelastoidosis adulthood males uv Keratotic papules on the Identical to DCP
marginalis of the australians  pressure radial margin of the index
hands (KEM) finger and the opposing
margin of the thumb
Mosaic acral youngsters females idiopathic ~ Keratotic papules over Hyperkeratosis, acanthosis,
keratosis (MAK) Negroid genetic finger joints, hyperkeratosis ~ no hypergranulosis, normal
of palms and knees elastic fibers
Discussion be a defect in the secretion or excretion of elastic

Acrokeratoelastoidosis of Costa is character-
ized by small, yellowish white, firm papules with
dermal histologic marker elastorrhexis, located on
the margins of the hands and feet.” The age of on-
set is usually childhood or early adolescence, and
the disease usually progresses slowly over years.**
A rapid progression has been reported during
pregnancy.® The lesions of our patient were first
appeared at the age of 7 and the distribution of
lesions was typical, they were located along the
borders of the hands and feet predominantly.

Histologically, the hallmarks of AKE are
marked hyperkeratosis, epidermal hypertrophy and
decreased numbers of elastic fibers, with coarse
fragmentation in the dermis.>’ The histopa-
thological examination of our patient’s biopsy
material revealed hyperkeratosis and characteristic
fragmentation of elastic fibers. Electron micros-
copy studies have also shown this reduction in
numbers and morphologic abnormalities of the
elastic fibers. Dense granules in or near the plasma
membrane of fibroblasts have been detected on
electron microscopy by Masse et al.’” Based on
these findings, it has been suggested that there may
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fibers from fibroblasts.™® But the definitive cause
remains unknown. The disease is both reported to
have an autosomal dominant inheritance and to be
sporadic.*”"* In 1962, Costa’ himself reported in
his monograph the occurence of similar lesions in
ten members of a family , and in 1974 Jung et al."
studied twenty-one cases in a large family through
three generations and suggested an autosomal
dominant inheritance pattern for the disease. A
possible linkage to chromosome 2 has been sug-
gested.”” Our patient is accepted to be sporadic
because any other member of her family had simi-
lar lesions.

AKE is included in the marginal papular
acrokeratodermas which is a complex group of
disorders that share keratotic papules along the
borders of the hands and feet as a common clinical
feature. Rongioletti et al.'* propose the simplified
concept of marginal papular acrokeratodermas that
may be divided into the hereditary type with elastor-
rhexis (AKE), or without it (Focal acral hyperkera-
tosis), and the acquired type (Degenerative colla-
genous plaques). The keys for differential diagno-
sis of these conditions are summarised in Table 1.
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Focal acral hyperkeratosis (FAH) was first de-
scribed by Dowd et al."” in 1983. He studied 15
patients clinically identical to AKE but on his-
tologic examination only focal hyperkeratosis and
acanthosis were present, elastic stains were normal
and the collagen appeared normal. FAH is a more
common disorder of focal hyperkeratosis and oc-
curs more commonly in blacks.>*"

Degenerative collagenous plaques (DCP) of
the hands was first described by Burks et al.' in
1959 in a group of older patients. This skin disor-
der is seen in older Caucasion patients and is usu-
ally associated with prolonged sun exposure. The
margins of the thumb, the index finger, ulnar sides
of the hands, the middle and right fingers are often
involved with asymptomatic, keratotic, yellowish
papules. Histopathologically, active degeneration
of collagen and elastic fibers is seen. Dense colla-
gen bundles are mixed haphazardly with elastic
tissue in most of the reticuler dermis.>”'*

Keratoelastoidosis of marginalis (KEM) of the
hands was first described by Koscard'’ in 15 pa-
tients in 1964. It is also seen in elderly patients
with a history of manual work. Clinically it is simi-
lar to AKE but the distribution of lesions is slightly
different. In KEM the radial margin of the index
finger and the opposing margin of the thumb are
often involved, AKE has more widespread distri-
bution, including the dorsal aspects of the hands,
fingers, the lateral aspects of the feet and over the
lower legs. Histologically, thickened collagen fi-
bers and increased elastotic material in the upper
dermis are characteristic for KEM.

DCP and KEM are accepted to be variants of
the same entity. These disorders are easily distin-
guished from AKE with the age of onset, history of
chronic sun exposure or manual work, clinical
distribution of the lesions and histologic changes.

Mosaic acral keratosis (MAK) differs from
AKE by the lack of elastic fiber changes in the
dermis and clinically striking mosaic or jigsawpuz-

zle pattern of keratotic papules.'® It is accepted to
be a variant of FAH."

Besides these marginal papular acrokerato-
dermas, the differential diagnosis of AKE should
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also include palmar xanthomas, porokeratosis and
2,3
verrucae planae.”

There is no effective treatment for AKE. Mul-
tiple therapies, such as liquid nitrogen, salicylic
asid, tretinoin and prednisone have been tried with
minimal success.’® Since the lesions of AKE are
asymptomatic and there have been no reports of
malignant degeneration, no treatment is offered.

There are three cases of AKE reported in our
country."”?® Our patient is the fourth case accord-
ing to the Turkish literature. Dogan et al."” used
acitretin treatment in their two cases but did not
succeed. Erbil et al.”® reported one case treated
with adaphalene gel without any response. Our
patient was treated with topical combination of
salicylic asid and corticosteroid but no improve-
ment was observed.

AKE of Costa is a very rare skin disorder and
our patient is a case of sporadic AKE displaying
the characteristic clinical and histopathological
features of the disease. Since the disease is rare and
the definitive cause is unknown, there are limited
therapies with minimal success. However, as the
number of reported cases is increased and more
detailed etiopathogenetic investigations are per-
formed in the future, new and more effective
therapeutic options will be found and used.
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