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Toxicka epidermalni nekrolyza je vzacné, Zivot ohrozujici onemocnéni, které se dominantné manifestuje v oblasti klize, ale
velmi ¢asto dochazi také k postizeni sliznic. Zdkladem klinické symptomatologie je patofyziologicky proces, ktery zplsobuje
masivni apoptozu keratinocytd dominantné v oblasti dermo-epidermalni junkce. Ta mé za nasledek tvorbu buly a nasledné
odlucovani prakticky celé epidermis s expozici dermis. Pfesto, Ze doposud pravdépodobné nebyla objasnéna komplexni pa-
tofyziologickd podstata tohoto onemocnéni, za dominantni drahu vedouci k vySe popsanému stavu je povazovana interakce
na urovni Fas ligandu a Fas receptoru. Intraven6zni imunoglobuliny patfi mezi velmi potentni blokatory této vazby, a tedy
také nasledné transmise signdlu indukujiciho apoptézu keratinocytt. V pfehledové préci se pokusime objasnit diivody, pro¢
samotna terapie intravendznimi imunoglobuliny nemusi byt vzdy Uspésna.
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The present perspective on the administration of intravenous immunoglobulins in patients with toxic epidermal
necrolysis

Toxic epidermal necrolysis is a rare life-threatening disease dominantly manifesting on the skin but frequently affecting mucosa
as well. The clinical symptomatology results from a pathophysiological process causing massive apoptosis of keratinocytes,
dominantly those in the dermal-epidermal junction. This, in turn, leads to a formation of a bulla and a separation of practically
the entire epidermis, exposing the dermis. Although the complex pathophysiological background of this disorder has not been
fully clarified yet, the interaction at the level of the Fas ligand and Fas receptor is considered the dominant pathway leading to
this condition. Intravenous immunoglobulins are among the most potent inhibitors of that bond and, in effect, of the subsequent
transmission of the signal inducing the keratinocyte apoptosis. The presented review aims to clarify the reasons why the intrave-
nous immunoglobulin therapy may sometimes fail.
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Uvod se o toxoalergickou reakci na pfitomnost ciztho o IVc podtyp (dominantné mediovany cyto-

Toxicka epidermélini nekrolyza (TEN) jevzac-  antigenu, nejcastéji Iéku. Vznika na podkladé  toxickymi T-lymfocyty). K rozvoji typické klinické
né, Zivot ohrozujicf onemocnénidominantnése  hypersenzitivni reakce IV. typu (DTH, Delayed ~ symptomatologie dochdzi v pribéhu nékolika
manifestujici v oblasti klize a sliznic (1). Jednd  Type of Hypersenzitivity) (2). Konkrétné sejednd  dni po indukci imunitniho systému antigenem.
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