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Abstract

Observation: Progressive symmetric erythrokeratoderma (PSEK) is a rare herediter genodermatosis.
Symmetrical, stable, erythematous and well demarcated hyperkeratotic plaques are common skin
finding for PSEK. Treatment agents are topical retinoids, emollients, keratolytics and topical
corticosteroids with limited improving . Herein we report a 22-year-old male patient with PSEK who was

successfully freated by acitrefine without serious side effect.

Introduction

Progressive symmetric erythrokeratoderma
(PSEK) or Gottron's disease is a rare genoder-
matosis. Approximately 100 cases were re-
ported in the literature to date [1]. The
inheritance of PSEK may vary, however, the
most common pattern is autosomal domi-
nant. Loricrin or connexin mutations have
been identified in some cases with PSEK [2].
Sporadic mutations are observed approxima-
tely 40% of patients with PSEK [3]. Symme
trical, stable, erythematous and well demar-
cated hyperkeratotic plaques are common
skin findings of PSEK. Palmoplantar involve-
ment is seen in about 50% of patients [4].
Treatment agents are topical retinoids, emol-
lients, keratolytics and topical corticosteroids
with limited improving [5]. Herein we report
a patient with PSEK was successfully treated
by acitretine.

Case Report

A 22-year-old man admitted to our dermatology
outpatient clinic with pruritic symmetric hyperke-
ratotic plaques on the antecubital fossa, elbow,
back and axilla since his birth (Figures 1 and
2). He told that pruritus reduces partially in winter
months. The lesions were non-migratory. There
was no family history. Palmoplantar involvement
was not observed. There was no abnormality of
hair, nail or mucosal membranes. Systemic exa-
mination was normal. Skin punch biopsy was pe
rformed. On histopathological examination; epi-
dermal hyperplasia, mild papillomatosis, irregular
acanthosis, hyperkeratosis and parakeratosis were
detected. Based on clinical and histopathological
findings, the patient was diagnosed with PSEK.
Complete blood count, liver enzymes and lipid pro-
file were in normal limits. 25 mg/day acitretin was
started. At the end of the first month, all the lesi-
ons healed completely. The dose was reduced to
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Figure 1. Hyperkeratotic plaque on the antecubital
fossa.

10 mg/day. The maintenance dose has been con-
tinued and he has remained free of the symptoms
to date.

Discussion

Erythrokeratodermas are a rare heterogenic
genodermatosis characterized with increa-
sed epidermal cell proliferation [6]. Some of
syndromes such as KID ( keratitis, ichthyosis,
dea fness) and HID (hystrix like, ichtyosis, de-
afness) can associate with erythrokeratoder-
mas. Two major non-syndromic types were
descripted as PSEK and erythrokeratoderma
variabilis (EVK) [4]. Well demarcated, fixed,
erythematous, hyperkeratotic, scally plaques
distribute symmetrically on elbows, buttocks,
dorsal hand and feet and rarely face in PSEK.
Emotional stress, sun exposure, increase tem-
prature, friction may lead exacerbation of lesi-
ons [6]. Pruritus is reduced partially in winter
months in our patient. Pityriasis rubra pilaris,
psoriasis vulgaris, especially EVK should be
differentiated from PSEK. The lesions are mig-
ratuar feature in EVK and it is associated with
greater incidence of palmoplantar kerato-
derma than PSEK [4]. Our patient has no
n-migratory skin lesions therefore we differen-
tiate EVK. Based on histopathological exami-
nation, the patient was diagnosed with PSEK.

Progressive symmetric erythrokeratoderma is
characterized by progressive and permanent
symmetrically erythtematous plaques. Isotre-
tinoin, emollients, keratolytic agents, topical
corticosteroids and topical calcipotriolare used
as treatment agents for PSEK in literature [5].
Acitretin is a synthetic retinoid which is well-
known medication for psoriasis [7]. It has an-
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Figure 2. Symmetric hyperkeratotic plaques on the
hands.

tiproliferative and immunomodulatory effects.
Providing kerotinocyte differentiation and in-
hibition of vascular endothelial growth factor
from keratinocyte are other important thera-
peutic effects of acitretin [8]. It is suggested for
treatment of many hyperkeratotic skin disea-
ses such as palmoplantar lichen planus,
hypertrophic lichen planus, and palmoplantar
keratoderma. [9, 10, 11]. Additionally, eryth-
rokeratoderma variabilis was treated with acit-
retin successfully [12]. Praphou et al. reported
an adult onset PSEK patient who was treated
with 25 mg/day acitretin [13]. In our patient,
25 mg/day acitretin treatment was started be-
cause of the hyperkeratosis on his histopatho-
logical findings. A remarkable improvement
was observed and all the lesions healed com-
pletely at the end of the first month without
side serious effect. Acitretin probably improves
the hyperkeratosis and maturation of kerati-
nocyte. Also retinoids may suppress the exp-
ression of mutant loricrin [3].

Conclusion

Acitretin is effective treatment agent patients
with PSEK. Acitretin provide healing the lesi-
ons completely without serious side effect.

References

1. Chander R, Jabeen M, Barara M, Kataria D. Progres-
sive symmetric erythrokeratoderma with unusual as-
sociations. Indian J Dermatol 2014; 59: 317. PMID:
24891689

2. Yan HB, Zhang J, Liang W, Zhang HY, Liu JY. Prog-
ressive symmetric erythrokeratoderma: report of a
Chinese family. Indian J Dermatol Venereol Leprol
2011; 77: 597-600. PMID: 21860161

Page 2 of 3

(page number not for citation purposes)



J Turk Acad Dermatol 2018; 12 (2): 18122c1.

Kan SF, Tsai TH, Hu CH, Lee WR. Progressive
Symmetric Erythrokeratodermia. Dermatol Sinica
2003; 21: 175-179.

Sacchidanand S, Sahana MS, Kamoji SG, Asha GS.
Progressive symmetric erythrokeratoderma with
nephrotic syndrome: Coincidence or new associa-
tion? Indian Dermatol Online J 2013; 4: 347-349.
PMID: 24350023

Bilgin I, Bozdag KE, Uysal S, Ermete M. Progressive
symmetrical erythrokeratoderma-response to topical
calcipotriol. J Dermatol Case Rep 2011; 5: 50. PMID:
22187580

Mahajan VK, Khatri G, Chauhan PS, Mehta KS,
Raina R, Gupta M. Progressive symmetrical erythro-
keratoderma having overlapping features with eryth-
rokeratodermavariabilis and lesionalhypertrichosis:
Is nomenclature “erythrokeratodermavariabilisprog-
ressiva” more appropriate? Indian J Dermatol 2015;
60: 410-411. PMID: 26288417

Foulkes AC, Warren RB. Pharmacogenomics and the
resulting impact on psoriasis therapies. Dermatol
Clin 2015; 33: 149-160. PMID: 25412789

10.

11.

12.

13.

http://www.jtad.org/2018/2/jtad18122c1.pdf

Booij MT, Van De Kerkhof PC. Acitretin revisited in
the era of biologics. J Dermatolog Treat 2011; 22: 86-
89. PMID: 20673152

Solak B, Kara RO, Kosem M. Palmoplantar lichen
planus successfully treated with acitretin. BMJ Case
Rep 2015;7: 2015. PMID: 26347237

Alamri A, Alsenaid A, Ruzicka T, Wolf R. HypertroV
phic lichen planus-successful treatment with acitr
etin. Dermatol Ther 2016; 29: 173-176. PMID:
26809380

Park HK, Kim EJ, Ko JY. Alitretinoin: treatment for
refractory palmoplantar keratoderma. Br J Dermatol
2016; 174:1143-1144

Zhang L, Hong Y, Zheng S. et al. Both low-dose aro-
tinoidethylester and acitretin are effective in the tre-
atment of familial erythrokeratodermia variabilis.
Dermatol Ther 2014; 27: 240-243. PMID: 24754264

Prabhu S, Shenoi SD, Pai SB, Handattu S, Bhattac-
han B. Progressive and symmetric erythrokerato-
derma of adult onset: A rare case. Indian Dermatol
Online J 2010; 1: 43-45. PMID: 23130195

Page 3 of 3

(page number not for citation purposes)



	Abstract
	Observation:
	Introduction
	Case Report
	Discussion
	Conclusion
	References

