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Table 1

HerepiTaRY NEPHRITIS

1. Progressive hereditary nephritis
(1) with nerve deafness (Alport's syndrome)
(2) without hearing impairment

(3) variants

2. Familial benign hematuria
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Table 2 Clinical findings in patients with Alport’s syndrome
1 2 3 4 5
SM H.K, H.H. Y.H. S.H.
Sex M M M M M
Age at first symptom (yr) 2 7 7 1 3
Initial presentation MH S. S. HP FS. H MH
Age at ranal biopsy (yr) 1 12 10 16 18

Renal symptoms, B.P.,
Cre. BUN at time

HP, 134 790 HP, 142/80 HP, 100760 HP, 112,768 HP, 134 /74

of biopsy 0.9, 19.0 1.2, 13.8 0.7, 17.0 0.9, 10.0 1.4, 20.0
MH (macrohsmaturia) + 0 4 0 +
Family history with urinary
abnormality 0 * + + +
Neural hearing loss + + + + +
Qcutar defects + 0 0 a 0
P it stat
ot 15 2 13 ® 18
Renal symptoms, 8.P. HP, 140 .7 90 aliograft HP, 100,758 HP, 134 /56 HP, 140/ 80
Cre, BUN 1.2, 5.9 survival 0.8, 19.0 0.9, 12.1 1.4, 21.4
(4y 8m) brothers

Abbreviations used are defined as follows :8 ; Screening, £ ; Family, H : microscopic hematurie,
MH ; macroscopic hematuria, P ; proteinuria
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Table 3 Renal changes in patients with Alport’s syndrome

1 2 3 4 6
) SM. H.K. H.H. Y.H. S.H.
Sex M M M M M
Age at renal biopsy (yr) 11 12 10 18 18
LM WHO classification FPGN global prolif. seg. prolif. FGO FGO
No. of global obsolescence
ERo. ot glomerulus) 010 0/2 172 2/5 312
changes of GBM + 0 + +
foam cell + + + 0 0
tubulo-interstitial changes a + 0 + +
EM thinning of GBM @ + 0 + +
splitting of GBM (%) # - + #* #*
gap of GBM 0 + 0 + 0
particies in GBM + + + + +
E.D.D. 0 0 0 0 [
1F 1gG, AL M, E
Cia, Ci, Cs ali negative sl negative  all Pro. E” Fbg. (+)

Fbg. (+)

Abbreviations used are defined as follows : FPGN, focal segmental mesangial
proliferative glomerulonephritis ; FGO, focal global obsolescence
(3%) grade of splitting : 1.5 +<50%, 505 #<70%, 705 #<B5%, #ZB5%
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