
GLOMERULAR DISORDERS 
MESANGIAL IgA NEPHROPATHY I N  HLA-IDENTICAL SIBLINGS 109 WITH SIMILAR BLOOD TYPES 

Few repor t s  have been made on i n t r a f a m i l i a l  cases  of IgAneph- 
ropathy. Recently, a s tudy was ca r r i ed  out  on two s i b l i n g s  with 
the  s i m i l a r  HLA and blood types.  Pa t i en t  1 (brother)  developed 
gross  hematuria and p ro te inur ia  a t  age 7. Pa t i en t  2 ( s i s t e r )  
developed microscopic hematuria a t  the same age. 

Neither p a t i e n t  exh ib i t ed  nerve deafness nor occular  de fec t s ;  
r ena l  funct ion was a l s o  normal. Microscopic hematuria was ob- 
served i n  three o ther  s i b l i n g s  of the f a t h e r .  

Renal b iops ies  were performed and subsequent e lec t ron  micro- 
scopic observat ion revealed evidence of widespread paramesangial 
electron-dense deposi ts .  

Immunofluorescence showed these deposi ts  t o  be IgA. IgG, Cj  
and Fibrin-Fibrinogen were a l s o  detected i n  glomeruli i n  both 
p a t i e n t s .  

Serotyping revealed i d e n t i c a l  HLA, A and B locus,  which were 
HLA-All, BW481All. BW48, respec t ive ly .  

Blood type was a l s o  i d e n t i c a l  except f o r  Lewis. ABO, Rh, MNS, 
and P were Al, CcDEe, MsNa, P2, r espec t ive ly ,  i n  both p a t i e n t s .  

These f indings a r e  of p a t i c u l a r  i n t e r e s t  i n  view of  the  asso- 
c i a t i o n  of IgA nephropathy with gene t ica l ly  con t ro l l ed ,  immune 
response. 

C LINICOPATH0IX)G IC AL CORRELATIONS I N  FAMILIAL 110 HAEMATURIA (F'H) 

Yoshikawa, N.. White. R.H.R. & Cameron. A.H.. 
The Children's Hospital ,  Blnningham, U.K.. 

The f indlngs a r e  reported i n  38 p a t i e n t s  with FH. Those with 
neurosensory deafness, heavy pro te lnur la  or  chronic renal  f a i lu re  
i n  t h e  pa t i en t  and/or family general ly had a progressive 
c l i n i c a l  course. Thelr  biopsles  showed segmental glomerular 
s c l e r o s i s  usual ly with i n t e r s t i t i a l  foam c e l l s ;  on e lec t ron  
microscopy (EM) the re  was usual ly f i b r i l l a r y  r e p l i c a t i o n  of t h e  
lamina densa with a 'basket weave' pat tern.  These adverse 
f e a t u r e s  were more pronounced when the re  was deafness i n  t h e  
pa t i en t  o r  family, although fami l i es  wlthout deafness a r e  
considered t o  f a l l  within the  spectrum of Alport 's syndrome. In 
c o n t r a s t ,  p a t i e n t s  from faml l i es  showing ne l the r  deafness, lleavy 
p ro te inur ia  nor chronic rena l  f a i l u r e  ran a non-progressive 
course (FX). Thelr  biopsles  showed l i t t l e  o r  no glomerular 
changes o ther  than a t t enua t ion  of t h e  lamina densa on EM. 

Deafness, heavy pro te inur ia ,  segmental s c l e r o s i s  and foam 
c e l l s  were not o f ten  present before t h e  age of 10 years  i n  
ch i ld ren  wlth Alport 's syndrome, whereas the  'basket weave* 
pa t t e rn  of t h e  lamina densa was found i n  a l l  th ree  ch i ld ren  
biopsied under 5 years  old. We the re fore  emphasize t h e  
importance of  EM In  t h e  differential diagnosis from benign FH. 

CLINICAL PATHOLOGICAL CORRELATIONS IN RECURRENT A N D  111 PERSISTENT HEMATURIASYNDROMES (RPHS). A report from 
t h e  Internat ional  Study of Kidney Disease i n c h i l d r e n .  

We repor t  on 75 chi ldren s a t i s f y i n g  the  following c r i t e r i a :  
(1 )  hematuria: 3 or more RBCs/mn3 o r  t r a c e  or  more hemastix; 
(2 )  recurrent :  2 o r  more episodes within s i x  months - negative 
intervening specimens; (3 )  p e r s i s t e n t :  cons i s ten t  pos i t ives  over 
6 months; ( 4 )  no family h i s to ry  of nephr i t i s .  The following 
imnunological sub- roups were iden t i f i ed :  I: Mesangial IgA ( 1 2 ) ;  
11: Mesangial IgM 710); 111: Vascular C3 (27 . IV: Peripheral 
(epimembranous) IgG ( 3 ) ;  V :  Mesanglal 1gG ( 2 1 1  VI: Essen t ia l ly  
negative (21). Elevated Cr (>2SD) was found in I 1/12; I1 0/10; 
111 4/27; IV 0/3; V 0/2; VI 4/21. Elevated d i a s t o l i c  BP wasnoted 
in I: 1/12 and elevated s y s t o l i c  BP i n  I :  2/12 and 111: 1/27. 
No s i g n i f i c a n t  d i f fe rence  i n  t h e  pa t t e rn  of hematuria was noted 
with respect  t o  gross  vs microscopic o r  in te rmi t t en t  vs pe rs i s -  
tent. Three p a t i e n t s  i n  group IV had typical  epimembranous de- 
pos i t s  with microscopic hematuria, only 1 /3  had p ro te inur ia .  
Mesangial hypercel l u l a r i t y  was seen i n  a1 1 groups. Focal global 
o r  segmental glomerulosclerosis was seen i n  I 10/12; I1 3/10; 
I11 12/27; IV 1/3; V 1 / 2 ;  VI 7/21. Tubular atrophy was seen i n  
I 9/12; I1 2/10; 111 8/27; IV 0/3; V 0/2; V I  5/21. Serum Ig s .  
revealed only increased mean IgA leve l s  i n  group I .  

RPHS a r e  associated with several  immunopathological pat terns.  
These include mesangial Ig deposi ts  (1.11 ,IV), vascular  C3 ( I I I ) ,  
epimembranous IgG ( IV) and negative (VI ). Elevated serum c r e a t i -  
nine, glomerulosclerosis ,  or  tubu la r  atrophy was more commonly 
seen i n  groups I ,  I11 and VI. 

BERGFFiS DISEASE - HENOCH SCHONLEIN NEPHRITIS WITHOUT 

112 THE RASH Meadow S R,  Sco t t  D G,  S t  James's 
Universi ty  Hospital.  Leeds. England. 

There a r e  s i m i l a r i t i e s  t h e  c l i n i c a l  and r e n a l  manifestat- 
ions of  Bergers disease (mesangial IgA disease )  and Henoch- 
Schonlein nephr i t i s .  The diagnosis  of Henoch-Schonlein syndrome 
is made only when t h e  purpuric  r a s h  i s  seen. It can be suggested 
t h a t  some cases of Bergers d i sease  a r e  Henoch-Schonlein syndrome 
without the  rash. The fol lowing family i l l n e s s  suggests  t h a t  
t h i s  i s  so. 

I d e n t i c a l  7 yr old  twin boys each had a proven adenovirus 
i n f e c t i o n  a t  t h e  same time. A few days l a t e r  one developed 
f l o r i d  Henoch-Schonlein purpura, severe al imentary symptoms and 
t r a n s i e n t  j o i n t  symptoms. He had an acu te  n e p h r i t i c  syndrome 
which progressed t o  nephrot ic  syndrome and r e n a l  insuff iciency.  
Biopsy showed severe p r o l i f e r a t i v e  glomerulonephritis with 
c rescen t s  and marked deposi t ion of IgA, IgC, C and f i b r i n .  The 
twin presented with haematuria and abdominal J i n  but no rash.  
The bouts of haematuria recurred but  gradual ly subsided t o  merely 
microscopic haematuria. His biopsy showed mesangial p r o l i f e r a t i v e  
glomeri lonephri t is  with mesangial depos i t s  of IgA and t o  a l e s s  
ex ten t  I& and Cj. The appearance was c h a r a c t e r i s t i c  of Bergers 
disease.  

Innnunological s t u d i e s  have not  revealed why these  two i d e n t i c l  
t w i n s  responded t o  the  same provocation in d i f f e r e n t  ways. Their  
i l l n e s s  suggests  t h a t  Bergera disease may be considered a v a r i e t y  
of Henoch-Schonlein n e p h r i t i s  (without t h e  rash) .  

IaA NEPHROPATHY IN CHILDREN: A MODIFIED VIEW OF CLINICO- 
PATHOLOGICAL CHARACTERISTICS. 
Nakahara. C.. Aosai. F., Hasegawa. 0.. Ito, H.. Matsuo. N., Hajikano. H.. l3 Sakaouchi H .Dts of Pediatrics I Patholoav. Tokvo Metrowlitan Children's . 
iiispitil, iokyo. Japan. 

The present study was carried out to determine clinical and immunopathological features 
of IgA nephropathy in children. 

Of 224 children who underwent renal biopsy between 1975 & 1979 and on whom the 
swcimens were studied bv immunofluorercance. 35 cases lmale 22. female 13. ages 4 to 17 
;ears1 of IgA nephropathC were detected. 7hAr clinical, ~mmunological and hihological 
charamerist~cs were mmpared to that of 71 cases of IgA nephropathy found In 311 b~opied 
rwcimens of adult oatients. All the swcimens were analvsed bv a routine light microrco~v 
lnd lmmunofluore;cent study for ~mm"noglobullns. BlC. BlE, properdm andhbr~nopen In 
order to estlmate mesangtal cell prol~ferat~on, matr~c~al Increase, mesang~sl degos~t~on, and 
tubulo-interstitial chang~~quantitativel~, each specimen was analysed on our wring system. 
Results are summerized as follows. 
1)  Clinical manifestations: 23 (65.7%) were pesented by chance proteinuria andlor hematuria, 
and 7 12?%) by macroscopic hematuria. During the murle of illness. 5 114.3%) developed 
nephrotic syndrome and 15 142.5%) macroscopic hematuria. They were followed over a 
mean period of 52.1 months: 9 improved. 28 unchanged, and 1 deteriorated. It may suggest 
better prognosis in pediatric patients despite a higher incidence of heavy proteinuria and 
nephrotic syndrome. 
2) Serum IgA levels: Serum IgA levels were elevated in 7 of 26 children above 10 years of 
age but remained within normal range in all of 9 children below 10 years. 
3) lmmunopathological study: In comparison with adult cases, mesangial cell proliferation 
was more prominent in majority of the 35 cases, but Increase In mesangial matrix anddepos~ts. 
and tubulo-interstitial changes were milder. Mesangial immunofluorercence was unequivocally 
demonstrated in all of the 35 children, being composed of IgA I PIC In 4. IgA 5 PIC in 12, and 
complex irnmunogloblins C PIC in 19. In the adult patients, however. PIC was stainable in 
the mesangium in all but one of the 71 cases. 
The present data suggests that IgA nephropathy in children differs distinctively from 
that of adults in cl~nical, immunological, and pathological man~festations. 

FNAI:.II,IAL C1Q DZFICIKKCY .IITH ClI,OE!!:~IULON:~I'I~~lITIS AM) 114 CUTNILOU3 IlIljMSi: I N  TH:t:E SIDL1l;GS. 
Ec1ja.J .L~ Sanchez-nnyle,M; tdanipaso,F; Zambrano,A.and 

Leyva,F. Ilospital Niiio Jcsds and C. itarnbn y Ca.ial. Madrid. Spain -- 

A Clq dcficiency with outaneous and renal  dincase was found 
i n  th ree  s i b l i n p .  Two brothera anrl a s i s t e r  a m d  12, 11 and 9 
yearn o l d ,  with c l i n i c a l  f ea tu res  rese-sblin[: those of Rothmund- 
Thomson Sy1,rlrome rrere s tudied because of episodes of f loss  hena- 
t n ~ r i n  i n  two pntinntri nnd microscopic in  tho other .  

.?enal f u ~  c t ion  and c v o ~ l o b n l i n s  were nolmal, scmm 101 was 
rilevated and .W rras pos i t ivc  i n  a l l  three.  !J,!A wrre only detected 
i n  two pat ients .  Serologic s tud ios  shoucd a t o t a l  lacl: of CH50 
hemolytic a c t i v i t y ,  undetectable Clq and ros to r~a t ion  of t l ~ e  de- 
f e c t  when pur i f i ed  human Clq was added t o  t:le ass&;. Iresancial 
P r o l i f e r a t i v e  Glomerulon, .phr~t is  with diff:,:;e , : lomen~lar  dcpos i t s  
of 1-1: nr.d C 3  rras seen by renal  hiopsy anrl crltaneous l ~ y s t o l o g i c a l  
s t u d i e s  were ti.osc of ;lotl~rn~md-l'homson S;n,lrnme in a l l  t h ~ , c e  pa- 
tie1:ts. I:o cl!nicnl and serolo-ic  a!>nol.malities t.mre folmd i n  t h s  
mothcr and i n  the remai~>dor th rce  o ther  s i 1 , l i n ~ s .  T'c fn thvr  pre- 
scnted A1:A a t  a lor, t i t t l e  arid a serum C1" dec~,eancd t o  a 5@ of 
i t s  normal value. 106 mcml~crs of t h e  farlily t c :~ tcd  a , ~ i n s t  alw 
cutaneous o r  renal  c l i n i c a l  smptoms rrcre n o r ~ a l .  

A f m i l i n l  i ~ i c ~ d e n c s  of thr,ee not previorlsly reported cnmbined 
d i scases  h::s heo:! found. :;erolo;:ic d a t :  nnd tile renal  a f f e c t a t i o n  
tiidi1.y sa;:, c s t  a 3 L S l i h c  co!~neotivc t i s s i i c  rl Iscase, i n  wliich the 
coli,:e~,ital lack of Clq scerr~s t o  i,c t l i s  p~.crlo:..ir?.?nt factor .  
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