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Morbus Hailey-Hailey, benigni familidrni pemfigus, je chronicka autozomalné domi-
nantni akantolytickd genodermatéza charakterizovana tvorbou plihych puchyit a erozi
v intertrigindznich lokalizacich. V chronickych [ézich dochazi ke tvorbé erytematdznich
plakd, vihkych vegetaci, bolestivych fisur a loZiska nepfijemné zapachaji. Priibéh
onemocnéni je remitujici, relabujici, se zhorsenim v letnich mésicich. Mezi provokacni
faktory vedouci ke zhorseni onemocnéni patii UV zareni, mechanické drazdéni, poceni,
infekce, stres, hormonalni zmény. Postizeni jsou nejcastéji lidé ve véku 30-40 let, bez
predilekce rasy a pohlavi. Pozitivni rodinnd anamnéza je az u 70 % pacientu. Defekt
v genu ATP2C1 na 3. chromozomu je zodpovédny za dysregulaci Ca** transportu v bun-
ce s narusenim keratinocytovych vazeb s ndslednou akantolyzou v celé Sifi epidermis
s ojedinélym zachovanim intaktnich vazeb mezi keratinocyty, tvorbou suprabazalnich
Stérbin a s typickym histologickym obrazem podobajicim se rozpadajici se cihlové zdi.
V terapii vyuzivdme lokalni kortikosteroidy, antibiotika, antimykotika, kombinované
preparaty, lokdIni imunomodulatory, celkové podavame kortikosteroidy, antibiotika,
antimykotika, antivirotika a tzv. DMARD's (disease-modifying antirheumatic drugs).
Z fyzikalnich metod doplnujeme terapii o laserové osetreni, aplikaci botulotoxinu,
fototerapii, dermabrazi, chirurgické feseni. V nasledujicim kazuistickém sdéleni jsou
popsany 2 klinické pripady pacient(i Ié¢enych v nasi ambulanci.
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Morbus Hailey-Hailey

Morbus Hailey-Hailey, benign familiar pemfigus, is a chronic autosomal dominant
acantholytic dermatosis, which is characterised by flaccid bullae in the intergtriginous
areas that rupture easily. In chronic lesions appear erythematous plaques, moist vege-
tations, painful fissures and lesions are malodorous. Disease has relapsing-remitting
course, with worsening during the summer. Trigger factors are UV light, friction, sweat-
ing, infection, stress, hormonal changes. It affects mainly people in their 30’s—40°s,
without sex or racial predominance. Positive family history is in 70 % of cases. Defect
in ATP2C1 gene, localised at 3™ chromosome is responsible for dysregulation of Ca?*
transport in cells, which influences keratinocytic adhesion, followed by acantholysis
throughout the whole epidermis with formation of suprabasal clefting and with
a typical histological picture of dilapitated brick wall. For treatment we use topical
corticosterids, antibiotics, antimycotics, combined topical treatment, local imunomod-
ulators. Systemically we use corticosteroids, antibiotics, antimycotics, antivirotics and
disease-modifying antirheumatic drugs. Patients can as well undergo laser therapy,
phototherapy, botulotoxin A injections, dermabrasion and other surgical methods.
In a following case report we present 2 cases of patients with Hailey-Hailey disease
treated in our dermatological office.
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