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CHANGES IN GLOHERULAR BASEMENT MEHBRANE(GBM) ANTI- 1048 Carolyn F.Piel.Malcolm A.Holliday. Untv. o f  Cal i f . ,  1045 GEN(S) WITH AGE AND DISEASE. Sudhi r K. Anand, Department of Pediat r ics & Medicine, San Francisco. 
Beniamln H. Landinq. E l l i n  Lieberman. Eva Heuser, The suggestion t h a t  the low Somatomedin A (SM-A) found i n  ure- 

David Olson. Univ. So. Cal. Sch. Med.,Child. Hosp. Los Angeles, mic chi ldren i s  due t o  the presence o f  a serum i n h i b i t o r  t o  the 
Dlv. Nephrolo y and Dept.Pathology, Los An ales. bioassay was investigated using the human placenta radio-receptor GBM o f  patgents w i th  Alpor t  ~ ~ n d r o r n e ( ~ S 7  does not bind a n t i -  assay. Twenty three chi ldren w i t h  chronic renal f a i l u r e  were d i -  GBM (McCoy s t  a ] .  Lab Invest 3: 19,1976'. Diagnostic use of  s ta in-  

vided into 3 groups based on the degree of renal failure . ing kidney biopsies of AS suspect ch i ldren w i th  antiGBH was eval- 
uated. Kidne s o f  21 autopsied pat ients without renal disease 
(Groups 1 - 1  1 I! and 3 pat ients w i th  AS (wi th charac te r i s t i c  elec- 
t ron  microscopic lesions) were t reated w i t h  serum o f  a pat ient  
w i th  strong antICBM, then w i t h  fluorochromed antiIgG. Results 
were as fol lows: 

IMHUNOFLUORESCENCE 
GROUPS PT. NO. AGE RANGE 0 I+ 2+ o r  > 

I 7 0 - 3 mo. 6 1 0 
I I 5 3 mo.- 2 yr. 0 5 D 

I l l  9 3 - 3 0 y r .  0 1 8 
D value f o r  dif ferences amono Grou~s 1 . 1  l b I l l  i s  < 0.001 
I V  3 AS 7 - 15 yr .  3 0 0 

Young infants. ( I  ike AS pat Ients. appear t o  lack GBM ant igen(s) 
normally present I n  o lder  ch i ldren and adults. Normal GEM in- 
creases from 950 A a t  b i r t h  t o  2844 A by 3 years. Whether adul t  
components are su erimposed on f e t a l  GBH o r  f e t a l  GBH i s  re- 
placed by adu l t  G!M components i s  unknown . Fai lure o f  GBM t o  
bind antICBM i s  not diagnostic o f  AS i n  young infants, but i s  
useful i n  o lder  pat ients.  These data may a lso p a r t l y  expla in 
absence of antlGBH nephr i t i s  i n  young chi ldren. 

MATURATIONAL CORRELATES OF NEPHRON STRUCTURE AND 1046 FUNCTION WRING DEVEWPMENT. B i l l y  e .  Arant,Jr.(Spon. 
by J .  N. E t te ldor f ) ,  Univers i ty  o f  Tennessee Center 

f o r  the Health Sciences, Department o f  Pediatr ics, Memphis. 
Glomerulo-tubular(GT) re lat ionships i n  the developing kidney 

have been characterized as i m t u r e , w i t h  anatomical and function- 
a l  glomerular preponderance. Previous studies have not d i f fe ren-  
t i a t e d  renal  i r m t u r i t y  from other possible causes o f  GT imbal- 
ance. Glucome t i t r a t i o n  experiments were performed i n  13 puppies 
from 2-51 daya o f  age i n  which volume expansion(VX) was avoided 
(A), given 2Omllkg 0.97. sa l ine IV(B) and obsewed(C). Proximal 
tubular  length(L) and diameter o f  Bowman's capsule(D) were mea- 
sured by microdisaection studies. iflaxinu1 tubular  reabsorption of 
glucose(TmC) and i n u l i n  clearance(Cin) increase w i t h  a e(r=.96)*, 
w i t h  d ry  kidney wcight(~KW)(r=.72)** and w i t h  L(r:.84)'. DKW i n -  
creased w i t h  ~ ( r z . 6 1 ) ~ .  :in decreased w i t h  ~ ( r= - .58) * * .  Glucose 
threahold increamed from 133 t o  2lOmgldl from 2-23 davs(r=.84)* 
but d i d  not increaae thereaf ter .  The pa t te rn  o f  funct ional  splay 
(S) U weeks o f  age was greater than that  observed >3 weeka. TmCI 
Cin(3.37+.28,&SD) d i d  not change w i t h  age(rz.54). During B a de- 
crease i n  T~C* without change i n  Cin resul ted i n  a decrease i n  
T m ~ / ~ i n ( 2 . 9 7 + . 6 7 ) ~  and an increase i n  S a t  a l l  ages. During C, 
TmC increaaed, Cin d i d  not change and TmCICin increased t o  3.6% 
.9gn. values not  d i f f e r e n t  from A. S resembled that  noted i n  A 
a t  saturation. I t  i s  concluded that  increments i n  TmC. Cin and 

Group I I I I11 
GFR (ml/min/l .73m2) >50 4 0  hemodialysis 
SM-A U/ml & SEM 0.8i0.09 3.96i.58 9.92i2.6 
No. o f  pts. 3 15 5 

I n  the chl ldren i n  group I1,there was no cor re la t ion  between sM-f 
and GFR. BUN, creatinlne, chronological age, bone age, o r  serum 
l i p i d s .  A co r re la t ion  was found t o  growth expressed as a percen- 
tage o f  expected growth (r=O.j?). A negative co r re la t ion  was 
found t o  t r a n s f e r r i n  leve ls  ( p  < 0.01). S ix  pat ients ingest ing 
calor ies < 80% recomnended d ie ta ry  allowances (RDA) f o r  height 
age had SM-A levels  o f  3.03 ? .68 U/ml. Ntne pat ients ingest ing 
> 80% RDA had values o f  4.59 i .81 U/ml (p < 0.05). I n  3 pat ients 
paired SM-A leve ls  rose w i th  c a l o r i c  supplementations from 3.22 
U/ml t o  5.1 U/ml ( ~ ~ 0 . 0 5 ) .  These f ind ings demonstrate that :  
1)  SM-A levels  are elevated i n  uremic chi ldren,  2) these leve ls  
c r r e  t w l th  r t h  3 t i t i o  a1 ta tus  i n f  uence SM A ev- at )ldx;e$iTR iL!:hi;tor ?n tL serum o! uremjc c,iildren 
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A 3 year o l d  boy was t reated w l t h  dlphenyihydantoln (DPH). 
ethosuxlrnlde (E) , and phenobarbl t a l  fo r  conwls lons f o l  lowlng 
herpes encephalltls. A f te r  3 m t h s  of an t l conwlsan t  treatment 
he dovmloped NS (24 hour u r l . ~  protein-9.1 grams, sarun albunln- 
0.76 gnn.X. cholestmrol-356 rag.%). p o s l t l w  ANlF (1:800). "suspl- 
c lously"  pos i t i ve  LE pnparat lon,  p o s l t l w  s k l n  blopsy (dermal- 
epldernul IgC), and h igh t o t a l  eoslnophll  c w n t  (985 - n l  50-250)., 
A f te r  w t t h d r w l  of DPH and E there was gradual reso lu t ion  o f  NS 
and n o m l l z a t l o n  o f  u r l m ,  serum protaln, cholesterol,  ANlF and 
eoslnophll la. Renal funct lon and re run  complement levels  
remained normal. Cort lcosteroids ware not given. 

Although anticonvulsantr h a w  boon essoclated w l t h  SLE-llkm 
s y n d r w s ,  serologic abnormnlltlas, nephr l t l s  o r  NS. no previously 
reported pa t ien t  dewloped SLE m d  NS concurrently. The urgency 
I n  dlscontlnulng DPH and E prevented our l d e n t l f y l n g  the 
offendlng drug. It I s  l i k e l y  t h a t  t h i s  pa t ien t  sustained a 
syndrome o f  drug-Induced SLE w l t h  lmune-mdlated revers lb la 
glomerulonephrlt lr  and NS. 

., .- 
DKW dur ing development, are re lated t o  nephron growth and that  GT 
balance f o r  glucose obtains from b i r t h  i n  the canine kidney whose 
response t o  V i  i s  q u a l i t a t i v e l y  s im i la r  t o  the adul t  a t  every 
ntage o f  morp o log c a l  development. *p<.001, **p<.05 
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The incidence o f  hyperl ipidemia and the e f f e c t  o f  d ie ta ry  fac- =wrsity o t  Ch1:aqo Pr l t zker  Schoo?of ~ ~ d l c l n e ,  ~a*Rablda 
fors on serum l i p i d  values were eval ated i n  17 non-nephrotic Children's Hospital. Departments of Pedlat r lcs and Pathology, 
pat ients w i t h  GFR < 60 ml/mln/1.73 3 The mean serum choles- Chlcago, I l l l n o l s .  
t e r o l  l eve l  (C) i n  17 ch i ld ren  was 2 1 i  * 50 mg/dl and the mean 53 pat lents w i t h  SLE have been F o l l a w d  f o r  7 months t o  I 0  
serum t r i g l y c e r i d e  leve l  (TG) i n  12 chi ldren was 187 2 67 nrg/dl. years and have undergone a t  least one renal blopsy (RE). Hlsto- 
C was elevated (> 230 mg/dl) i n  22% and TG (> 140 mg/dl) I n  92% pathologlc c l a s s i f l c a t l m  o f  I n l t t a l  RB was: 1 normal. 9 Type I 
o f  the chi ldren. There was no cor re la t ion  between l i p i d  leve ls  ( p r o l i f e r a t i o n  u i?hout  .~eposlts). 5 Type 11 (membranous). and 38 
and GFR, albumin, c rea t in ine  o r  BUN. Type I I I (proliferation w i t h  dtpor l ts) .  Each pa t ien t  recaived 

Mu l t ip le  computer d i e t  analyses were obtained before and dur ing prednlsone. 13 received azathioprlne o r  cyclophorph.mlda. Sub- 
n u t r i t i o n a l  supplementation. Absolute values f o r  ca lo r ies  and sequent RB o r  post-mortem examination I n  15 s h d  progression I n  
grams o f  protein, carbohydrate (CHO), and f a t  increased. How- 4 (I w i t h  Type l. 2 w i t h  Type I I and l w l t h  Type I 1  I ) ,  Improve- 
ever, when expressed as a percentage o f  ca lo r ies  ingested. CHO m n t  i n  4 w i t h  Type Ill and no s l g n i f l c a n t  change I n  7. 4 
increased 11% whi le  f a t  decreased 8% and p ro te in  remained un- developed renal fa1 lure. 3 o f  whom expired. 8 d led o f  non-renal 
changed. I n  16 pat ients C increased from 207 i 38 mg/dl t o  causes and 1 I s  azotemic. The remainder are a l ive.  Chronic 
239 i 49 mg/dl (p < 0.025) and i n  10 pat ients TG increased from renal f a i l u r e  and persistent a c t l v t  renal dlsease occurred only 
197 t 66 mg/dl t o  215 mgldl (p < 0.1). C and TG were not  re -  w i t h  Types 1 1  and Ill. The low incidence o f  renal f a i l u r e  (7.5%) 
la ted  t o  t o t a l  calories, gm/kg CHO o r  % f a t  Ingested. TG was I n  t h i s  Iarqe series o f  pat ients w l t h  SLF. despite the preponder- 
re la ted  t o  % CHO o f  t o t a l  ca lo r ies  ingested. D ie t  appears t o  be ancc o f  Type Il l suggests a bn t te r  prognosis than p r e v l w s l y  
one of the  factors Inf luencing elevated 1 i p i d  leve ls  i n  uremic reported. 
ch i ldren.  
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