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Summary: Clinical and pathologic findings are described in 10 children whose main
abnormality was thin glomerular basement membrane (GBM). The subjects were aged
4-16 years, 5 males and 5 females. Six cases had family members with asymptomatic
hematuria and the other 4 cases were sporadic. All the patients showed persistent mi-
croscopic hematuria with dysmorphic RBC in the urinary sediment, while renal functional
impairment and deafness were not found in any of them. Six patients had episodes
of macroscopic hematuria.

Light and immunofluorescent microscopy indicated no characteristic glomerular
changes, but electron microscopy revealed diffuse thinning of GBM. The measurements
of GBM thickness were in the range of 141-211nm. There were no clectron dense de-
posits nor lamination of GBM, but located splitting of lamina densa was observed in 2 cases.

It is suggested that for children with dysmorphic hematuria in the urinary sediment,
ultrastructual examination  is significant in the diagnosis of thin basement membrane
syndrome.
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Table 1. Clinical deta of children with thin basement membrane syndrome
. Urinary findings at
Age at - Age at Reason : i .
%a;‘e renal biopsy discovery ° for oEiP IIE/QI)I(%IC b1opsy. Family history
(years)/Sex  (years) discovery {-%{e]gn(%/tﬁli;af‘) Proteinuria )
1 6/M 4 physical checkup ) 5-10 =) ‘ negative
2 7/F 4 physical checkup &) 30-40 C2] negative
3 14/M 4 symptom of =) 30-50 =) negative
: : common cold
4 13/M 13 physical checkup 3] >200 ) negative
5 5/M 92 MH ) 10-20 () mother & sister:
microscopic hematuria
6 . 11/M 1 symptom of (&) 80-100 - father -& sister:
common cold microscopic hematuria
7 6/F 5 physical checkup () 100-200 ) mother: ‘
: ) microscopic hematuria
8 4|F 2 MH ) >900 - brother: TBM, mother:
' microscopic hematuria
9 16/M 92 MH ) 80-100 ) sister: TBM, father:
microscopic hematuria
10 13/F . family screening - 80-100 @ sister of Case 9
3 MH: macroscopic hematuria
TBM: thin basebent membrane syndrome
Table 2. Renal biopsy findings
Case L. M. I.F. E. M. .
mesangial i GBM thickness splitting GBM
No. prolifc%atior'lbcres'. Scle. TA IgA IgG IgM Coc  FRA | con (nm) . OI;’ L.D.g reticulation EDD
1 () =) e N == I N A o I o =) (-Cl-) 188 ) =) =)
2 ) (—)v - (e A e ) () (&) 205 ) ) |
M=C
3 | minimal (- (9 (S A e I B () ) 141 =) =) )
M=C M=C
4 ) ) ) I I =) ) =) 183 =) ) =)
33% ‘
5 ) ) ] (o I e I e B o (] =) 196 =) =) =)
6 el = = (e N I I o B ) =) 180 =) () =)
7 =) - (+) eI I ) (] =) 176 5o =) )
6%
8 - - e A o A N B o IR = (3] =) 178 ) =) )
M=C M=C
9. =) ) () (o I A B o I o =) =) 211 =) ) =)
4%
10 =) - ! e I I o B ) ] 155 = =) ol
13%

% L.M.: light microscopy, I.F.: immunofluorescent microscopy, E.M.: electron microscopy
Cres.: crescent, Scle.: sclerosis (global), T.A.: tublar atrophy
M: mesangium, C: capillary wall, L.D.: lamina densa, EDD: electron dense deposit
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) Photo B o
" Plate 1. Electron micrograph shows diffuse thinning of glomerular basement
) membrane. '

Photo A: Case 4 (x4400)

Photo B: Case 2 (x9600) _

CL: capillary lumen, US: urinary space
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