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MOLECULES D’ADHESIO CEL.LULAR
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Afecta als desmosomes
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Proteines transmembranaries

Intervenen en la unio:
-Cel.lula-Cel.lula
-Cél.lula-Matriu Extracel.lular (M.E.C)

Caderines X .
CAM CEL.LULA-CEL.LULA
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Integrines
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Cas 1. Nad6 de 4 dies atés al Servei de pediatria. Exemple Epidermalisi ampul-lacia.

Els problemes associats més greus que comporta sén pérdua de la funcié de
barrera de la pell, la qual cosa comporta un perill de sépsia o septicemia, i perdua
de liquids corporals (deshidratacié) i proteines per la superficie lesionada de la
pell.

EXPLORACIO
Aspecte de gravetat

Grans superficies del cos erosionades i amb butllofes en les
zones de fregament.

El nen plora quan el toques, la qual cosa suggereix que les lesions
s6n doloroses.

Preséncia de nafres a la cavitat oral (Dificultat per deglutir)

Les butllofes es trenquen molt faciiment (Signe Nickolski +).
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HEMIDESMOSOMES
BP = bullous pemphigoid antigens Unio Cel.lula-M.E.C
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COL.LAGEN VII

BP = bullous pemphigoid antigens

Epidermolisi bullosa d’'uni6 (EBJ)

pidermolisi bullosa distrofica (EBD

Table 1. Molecular of | and functionally auociated structares and their involvemsent in
humian diseases (see text for references)
Seructural element Frotem [T p— Dhsene*
Autinrmene Ernbritesd
Intermedistr filument Keranm 3 and 14 Yes - EnS
MHemudeumanome. P2 (HRAGT) Yei Ballows pemphagosd -
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[r—— at integrin subunin Yeu - JEIEA
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Anchoning ilienents LAD-Y No LABD GARER'
Anchorng fibnh Tope Vil collgen Ve EBA DEE
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Table 1. Molecular of | functionally avociated structares and their involvemsent in
human (see text for references)
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CITOESQUELET =)  ARMADURA CEL-LULAR
Resisténcia Mecanica
Suport Tensions

UNIONS CEL.LULARS =——> ADHESIO CEL.LULAR
Cél.lula-Cel.lula Compactaci6 Teixits
Cél.lula-M.E.C

PROTEINES
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Epidermolytic

hyperkeratosis (EH) Epidermolytic palmoplantar peratoderma (EPPK)

CITOESQUELET
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DISTROFIA MUSCULAR
Cel.lules musculars

UNIO
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MEMBRANA

ANEMIA HEMOLITICA
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Pemphigus vulgaris
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