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Pesrome

Epidermolysis bullosa hereditaria (EBH) ce xapaktepuanpa ¢ obpa3sysaHe Ha MexXypu 1 epo3uK BLPXY KOXara
¥ NUrasMLuTe HEMoCPEACTBEHO UMK CKOPO CNEA paxaaHeTo, BCreAcTBIE MUHUMANHa MexaHuyHa Tpasma. B
38BMCUMOCT OT 4bNGOYNHATA Ha KOXKHUA AEEKT Ce pasnuyaBaT TPU OCHOBHM Tuna EBH: epidermolysis bullosa
simplex (EBS), epidermolysis bullosa junctionalis (EBJ) n epidermolysis bullosa dystrophica (EBD). B cnyyaure
Ha EBD epoansHuTe ne3vmn npemnHasaT B TPyAHO3a3apaBABalLM, YECTo BTOPUYHO MHAIEKTUPAHW paHu npu
enUTeNU3aunaTa, Ha KoMTO ce (POPMUPAT KoxXHa aTpodMA U uwkarpukcu. Llen Ha HaweTo npoyusane e
u3crneasaHe Ha KniHWYHATE NposBK 1 NporHo3arta Ha 3abonABaHeTo Npu NaLWeHTK ¢ pasnuyHin dopmu Ha EBH
W NPEACTaBAHE HA KOMMNEKC OT (U3MYECKN YNPaXHEHUS C Len NPoUnakTuka Ha MyCKyNHO-CKeneTHuTe
YCNOXHEHWA, HacTbnBalyM BCNeACTBUE KOXHAaTa aTpodus W uukaTpulauws. B peayntar Ha petpo u
NpOCNeKTMBHOTO NpoyYsaxe, obxeawawo 30-roguiieH Nepuog, YTOYHNXME AUarHoOCTMYHO 79 nauvwenTy ¢ EBH
8 Bunrapus. Ypes aHanua Ha AaHHUTE YCTAHOBUXME CTaTUCTUYECKN 3HaUMMA pasnika MENAY KITMHWHHWUA X0 W1
nporHoaara Ha 3aGonaeaHeTo B rpynuTe nauvexTv c EBS 1 EBD. Mpeacrassame npuMepeH kMHeauTepanesTudeH
KOMMNEKC OT (OUIN4ECKN YNPEKHEHWA 38 NMLIETO, TANOTO W KpaiHWLMTE Npu naunenTy ¢ EBD, umal 3a sagava
Aa yBenu4n MyckynHara maca, Aa NoAo0pu TeKkaHHOTO xpaHeHe v obema Ha CTaBHa NOABMXHOCT, Aa KOHTponupa
WHaKTWBUTETHATa MyCKyNnHa aTpodna U NpeaoTEPaTH (hOPMUPAHETO Ha CTABHM W MYCKYTTHIN KOHTPAKTYPH € Len
nogoGpsBeaHe Ka4eCTBOTO Ha WMUBOT 1 EMOLMOHANHWA TOHYC Ha NaLUWeHTUTE.

Kniowosu dymu: epidermolysis bullosa hereditaria, koHTpakTypu, kKMHeauTepanus, GUINYECKN YNPAKHEHNS,

Abstract

Epidermolysis bullosa hereditaria (EBH) is a hereditary skin disease present at birth and persisting through-
out the life. Because of disorder of intercellular junctions between the epidermis and lower tissues, blisters on
the skin are formed when pressing or scrubbing it. Three major variants of EBH are recognized on the basis of
the level of cteavage in the epithelial basement membrane: epidermolysis bullosa simplex (EBS), junctional
epidermolysis bullosa (JEB) and epidermolysis bullosa dystrophica (EBD).The erosions left on the place of the
blisters turn into difficult healing ulcers often with secondary infection. According to the depth of the skin defects
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