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Acral peeling skin syndrome: A misdiagnosed entity
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Sir,

A three-year-old female, from a non-consanguineous
marriage, with no particular antecedent, presented
with non-pruritic desquamation of the lateral edges
of the hands and feet evolving for the last several
months, without associated functional signs. No family
member was reported to suffer from the same physical
condition.

Her parents reported worsening of the symptoms
during the summer and when immersed in water and
their improvement during the winter. A dermatological
examination revealed peeling skin limited to the acral
parts of the distal limbs and the lateral edges of the
hands and feet (Fig. 1).

There were no signs of other skin lesions, such as
oozing, suppuration, or scarring (Fig. 2), and the rest
of the somatic examination was unremarkable.

Mycological sampling for dermatophytes was negative
and the histopathological examination of a deep-skin
biopsy revealed superficial detachment of the stratum
corneum from the stratum granulosum and mild
orthokeratotic hyperkeratosis.

The identification of mutations in the TGM5 gene
localized in chromosome 15q15 coding transglutaminase
5 could not be conducted due to lack of means and
resources.

To date, the patient has evolved well with the daily
application of emollient cream with a four-year follow-
up period.

Acral peeling syndrome is an autosomal recessive
genodermatosis induced by lack of cohesion in the cells

Figure 1: Flap-like desquamation of the outer lateral edge of the foot.

Figure 2: Slightly hyperpigmented streaks associated with peeling
skin on the foot.

of the stratum corneum. Initially described in 1921 by
Fox as keratolysis exfoliativa congenita [1], its exact
prevalence is unknown, with a dozen cases reported
in the literature.
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This genodermatosis begins in childhood and is
clinically characterized by continuous desquamation,
initially located on the extremities with a possibility of
secondary generalization to the rest of the body. Two
types of this entity are distinguished: inflammatory and
non-inflammatory [2]. Our patient presented with the
second, which may involve no erythema and peeling
skin only.

Lesions disappear in winter and flare-ups appear
most often in summer, especially with sweating and

rubbing.

Histopathology reveals psoriasiform acanthosis,
orthokeratotic hyperkeratosis, or superficial detachment
between the stratum corneum and the granular layer.
The dermis contains no inflammatory infiltrate [3].

Molecular studies reveal a homozygous mutation of the
gene on chromosome 15q15 coding transglutaminase 5,
but this is not essential for diagnostic confirmation [4].

The treatment is not well codified and, being mostly
symptomatic, is based on the observation of aggravating
factors in association with emollients or keratolytics.
UV light, methotrexate, and oral retinoids seem to be
ineffective.
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Consent

The examination of the patient was conducted according to the
principles of the Declaration of Helsinki.

The authors certify that they have obtained all appropriate patient
consent forms, in which the patients gave their consent for images
and other clinical information to be included in the journal. The
patients understand that their names and initials will not be
published and due effort will be made to conceal their identity,
but that anonymity cannot be guaranteed.
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