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An Absence of the Collagen Type IV o5 Chain in Alport Syndrome
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Fig. 1 Immunohistochemical distribution of type 1V collagen o2 and o5 chains in the kidney of contrdll al c]
X-linked Alport syndrome in a female patientd] 12 year-old(T] dO fOJ and X-linked Alport syndrome in a
male patient 7 year-old[1] g0 i00 Anti-o20 1VO antibody strongly reacted with mesangial matrix, Bowman’ s
capsule, and tubular basement membranes but weakly with the GBM in all samples a, d and gOAnti-abl VO
antibody showed universal GBM staining in the control] b[J segmental GBM staining in the female patient] e[]
and complete absence of GBM staining in the male patienf] h(J Dual staining for o.2] redCland a5 greenCkchains
in the controlO c] the female patient[ f{J] and the male patientd i(] Original magnification; x 132

Fig. 2 Immunohistochemical distribution of type IV collagen a2 and o5 chains in the skin of control

0 a0 b0 and a male patientd 7 year-old[1] cO dO Anti-o.20 VO antibody strongly stained epidermal basement
membrandé] EBMUOin the controld aland the male patient] clJ Anti-o. 5J I'VOantibody also stained EBM in the
controlO bl but showed complete absence of EBM staining in the male patientd dOJ Arrows; EBM, Original
magnification; x 66

Fig. 3 al Characteristic structures of Alport syndrome’s GBM show splitting, lamination and electron
dense small particles in the thickened lamina densa in an 8 year-old boy.

EP; epitelial cell, BM; glomerular basement membrane, EN; endothrial cell bard 1 um

b0 Segmental GBM in a 12 year-old girl shows characteristic structures of Alport syndromel arrows(]
However, other GBM areas show almost normal structureld arrow headsl] possibly expressing a.50 IV chain.
bar(d 2 um
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