Jouwznal of the Twikidh Academy of n@m 1S07-8940K

Ermatology

Case Report DOI: 10.6003/jtad.1484c8

A Case of Generalized Flegel Disease Successful
Treatment with Acitretin

Ayse Serap Karadag,! MD, Mukaddes Kavala,! MD, Ebru Zembheri,>? MD, Seyma Ozkanl,?
Berkant Oman,! MD, Zafer Turkoglu,! MD, ilkin Zindanci,! MD

Address: Istanbul Medeniyet University, School of Medicine, 'Dermatology, ?Pathology, Istanbul, Turkey
E-mail: karadagaserap@gmail.com

* Corresponding Author: Ayse Serap Karadag, MD, Associated Professor Istanbul Medeniyet University,
Department of Dermatology Istanbul, Turkey

Published:

J Turk Acad Dermatol 2014; 8 (4): 1484c8

This article is available from: http://www.jtad.org/2014/4/jtad1484c8.pdf
Key Words: Acitretin, Flegel disease, keratinization disorder

Abstract

Observation: Hyperkeratosis lenticularis perstans (HLP) known as Flegel's disease is a rare
keratinization disorder characterized by asymptomatic, small, reddish-brown keratotic papules with
horny scales. In unusual variant, the frunk involvement has been reported as well. Here we report
80-year old woman presenting with generalized hyperkeratotic horny papules on her body. The
clinical and histopathological findings were consistent with HLP. We report a case presenting with

widespread Flegel's disease who responded fo acifretin freatment.

Introduction

Hyperkeratosis lenticularis perstans (HLP) or
Flegel’s disease is a rare keratinization disor-
der and typically characterized by hyperkera-
totic, red to brown, papules on the limbs,
especially on the dorsum of the feet, ranging
from 1 to 5 mm in size. It was first described
by Flegel [1]. Its related skin lesions usually
localize symmetrically on the limbs, particu-
larly on the lower legs and dorsal aspects of
the feet. It rarely can localize on the pinnae
[1,2]. The age of onset is usually in the fourth
or fifth decade. Flegels disease is more com-
monly seen in women than men [1,2]. Several
treatments options such as emollients alone,
topical 5-fluorouracil or retinoids have been
used but their effectiveness is controversial
[2]. Here in, we report a case presenting with
widespread, Flegel's disease who responded
to acitretin treatment.

Case Reports

A 80-year-old female, first seen in our department
6 months ago, presented with scaly, erythema-
tous, hyperpigmented, hyperkeratotic central cone

shaped papules capped with horny plugs on the
legs that started on the dorsum of the feet and
spread rapidly to the upper extremities, buttocks,
trunk, and upper thighs (Figures 1A and B). Lif-
ting of the scale over the papules revealed pin-
point bleeding. No hair, nails and oral mucosa
involvement were detected. Her past medical his-
tory was unremarkable. She did not take any
systemic medications. Rest of the physical exami-
nation was within normal limits. No other family

Figure 1. Scaly, erythematous, hyperkeratotic central cone
shaped papules on the trunk (A) and buttocks (B).
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Figure 2. Histologically, there were seen hyperkerato-
sis, irregular acanthosis,
flattening of the stratum malpighii, moderatelly peri-
vascular lymphocytic infiltration.

member had a history of similar lesions. The skin
lesions were pruritic. She applied various topical
steroids, and moisturizers without significant im-
provement.

The skin biopsy assessment taken from arm and
leg demonstrated hyperkeratosis, irregular acant-
hosis, flattening of the stratum malpighi, and mo-
derately perivascular lymphocytic infiltration
(Figure 2). The clinical and histopathological fin-
dings were consistent with HLP. The investigatory
tests including complete blood count, blood sugar
level, thyroid function tests, and X-ray chest were
normal. She was initially treated with oral isotre-
tinoin 30 mg/day (0,37 mg/kg/day) and topical
steroid treatment, but they were not effective in the
first three months. Then acitretin was started. The
lesions were regressed with acitretin 30 mg/day in
3 months (Figures 3A and B).

Discussion

Flegel's disease or HLP is unusual dermatolo-
gical disease. It usually affects the dorsum of
the feet, but it can be seen thighs, upper arms
and pinnae as well [2]. HLP related ear pinnae,
arms, palms, soles, and oral mucosa has been
reported, but the incidence is rare. In unusual
variant, the trunk involvement has been re-
ported as well [3]. In our case, the lesions
spread to whole trunk. The previous reported
cases were usually asymptomatic. Burning
sensation was reported in a few cases [2]. Ho-
wever, our patient complained of itching.

The etiology of HLP is still unclear. Although a
familial occurrence with an autosomal domi-
nant inheritance cases have been described,
most of the case are sporadic cases without

Figure 3. Posttreatment appearance of the patient’s le-
sions on the back (A) and lower extremities (B).

any clear etiology [1]. There was not family his-
tory in our case. Male and female are usually
affected equally. The age of onset is usually in
the fourth or fifth decade [4]. In our case, the
lesions appeared in the 7% decade.

The pathophysiology of HLP is not yet well un-
derstood. Immunohistochemical and electrop-
horetic studies are suggested keratinocyte
proliferation may be underlying reason [2].
The other postulated mechanisms include ult-
raviolet light induction and cell-mediated cyto-
toxicity against epidermal cells [5].

The clinical and histopathological differential
diagnosis of HLP are keratosis pilaris, Darier
disease, follicular lichen planus, psoriasis,
pityriasis lichenoides, skin lesions of scurvy,
Kyrle’s disease, porokeratosis, stucco kerato-
sis, and lichen planus and other follicular ke-
ratotic lesions [1,5].

Treatment of this disease is challenging, seve-
ral treatments have been tried with various
responses. Thus, there is no standard treat-
ment of Flegel's disease. Simple moisturizers
and topical 5-fluorouracil can be helpful. To-
pical retinoids and betamethasone-17- vale-
rate cream are not effective. Systemic retinoids
can be helpful but it is difficult to justify for
benign and asymptomatic cases due to its side
effects [2]. The other treatments including vi-
tamin D3 derivatives, 5-fluorouracil, topical
and systemic retinoids, and psoralen plus ult-
raviolet A (PUVA) can be used as well [1,2,3,
4,5].
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Our case had some rare features of rarely seen
Flegel's disease. The lesions were widespread
and very itchy. Isotretinoin was unsuccessful
in our patient, but acitretine was succesfull in
the treatment. Retinoids are successful in tre-
atment of keratinization disorders such as Fle-
gel disease as a rare entity.
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