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Turbidi ty  of  f a s t i n g  serum and a d i s t i n c t i v e  pa t t e rn  of chang- 

ing blood l i p i d s  was observed dur ing the  f i r s t  week of hosp i t a l i -  
za t ion in  14 chi ldren aged 1.9-14.3 y r s  with PSD. A l l  demonstrat- 
ed remarkable catch-up growth with changed environment. On day 1 
(morning of admission) mean ( i i )  f a s t i n g  t r i g l y c e r i d e  (TC) was 69% 
and cho le s t e ro l  (C) 156 mgX. Fast ing se ra  i n  11/12 were turbid  
without c l e a r i n g  a f t e r  48 h r s .  During the f i r s t  4 days ,  s e r i a l  
observat ions  in 10111 ch i ld ren  showed dramatic r i s e  i n  TC (36- 
594%) with decrease  t o  normal by day 6-8. Serum C gradual ly  rose  
in  6/14 by day 6-9 (29-52%). During t h i s  time serum tu rb id i ty  
c leared.  Paper l i popro te in  e l ec t rophores i s  of  10 hr f a s t i n g  serum 
was normal except f o r  a l i g h t  chyle spectrum in  7 / 1 3  and an in- 
creased beta band in  1/13. An increase  i n  prebeta  f r a c t i o n  occur- 
red on day 2-4 i n  10112. Recurrence of t u r b i d i t y  occurred a f t e r  
15/21 parent v i s i t s ,  c l e a r i n g  again with parent-child separat ion.  
By c o n t r a s t ,  5 ch i ld ren  with growth f a i l u r e  and p ro t e in -ca lo r i e  
ma lnu t r i t i on ,  1.2-3.9 y r s .  24 ch i ld ren  with hypopi tui tar ism,  1.2- 
17.1 v r s  (X TG 66 mg%; x C 182 mg%) and 16 ch i ld ren  with other  
endocrine d i so rde r s  undergoing s imi l a r  hosp i t a l  evaluat ions  (E C 
163 mg%) had c l e a r  f a s t i n g  se ra  on day 1. No change in  serum 
appearance, TG o r  C was seen i n  818 of these  followed s e r i a l l y  
dur ing days 1-4. The presence of serum t u r b i d i t y  may provide a 
c lue  t o  diagnosis  i n  psychological ly  induced growth r e t a rda t ion .  
The mechanism of t h i s  phenomenon is a s  y e t  unexplained. 

FANCONI PIPE GLYCOGENOSTS: METABOLIC AND 
RENAL FUNCTION STUDIES. Mark Houser  and Caro l  
R .  Angle, Univ. of Neb. C o l l .  of M e d . ,  Dept .  of 

Ped. , Omaha,  Nebraska.  
Fanconl  Type Glycogenos i s  (FTG) Is  a unique syndrome cha rac -  

t e r i zed  me tabo l i ca l ly ,  i n  9 c a s e s ,  by  t h e  ear ly  o n s e t  of phospha-  
t u r i a ,  g lycosu r i a ,  amino acidur ia  and  uricosuria and c l in i ca l ly  by  
hypophosphatemic  r i c k e t s ,  growth fa i lure  and hepatomegaly .  
C l a s s i c  hepa t i c  enzyme de f i c i enc ie s  a r e  not found In t h e s e  pati- 
e n t s  a l though the re  a r e  metal>ollc s lml l a r i t l e s  t o  Glycogen Stor- 
a g e  D i s e a s e .  Fas t ing hypoglycemia and l a c t i c  a c i l e m l a  present  
l e s s  of a problem even though the re  i s  mild g l u c o s e  1Gl.extreme 
g a l a c t o s e  (Gal)  in tolerance.  Renal function s t u d i e s  In a 2 6  month 
old  wh i t e  male  wi th  FTG demonstra ted quan t i t a t i ve ly  s imilar  in- 
c r e a s e s  i n  phosphate  c l e a r a n c e s  (Cpl r e l a t ive  t o  inulin 1 ~ 1 ~ )  on 
G ,  G a l  and  x y l o s e  infus ion wh i l e  CG and Curie ac id  were  un- 
changed .  

Extreme tubular  dysfunct ion a l lows  u s e  of the  urine G:Nitrogen 
fNI  r a t io  t o  de f ine  de fec t ive  g luconeogenes i s  from prote ln ,  a s  
demonstra ted by  reduct ion of t h e  G:N ra t io  from 6 .3  to  3 .0  on 
high protein infus ion.  A g o ~ d  c l in i ca l  r e sponse  h a s  been  obta in-  
e d  b y  t h e  in t roduct ion of h igh carbohydrate  f eed ings  by  wea rab le  
infus ion pump. 

GLUCOSE PRODUCTION IN POSTABSORPTIVE WOMEN AT 867 TERM GESTATION: LACK OF rETAL GLlJCOSE RELEASE. 
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The e f f e c t  o f  e a r l y  d i a b e t e s  on s y s t e m i c  g l u c o s e  produc-  
t i o n  ra te(SGP)was e v a l u a t e d  in 4 normal  (NM) and 3 g e s t a t -  
i o n a l l y  d i a b e t i c  mothers(GDY)undergoing c e s a r i a n  s e c t i o n .  
~ l u c o s e - l - ~ ~ ~  was used  a s  t r a c e r  a c c o r d i n g  t o  prime-con- 
s t a n t - r a t e  i n f u s i o n  t echn ique .  Nor~noglycemia was m l i n t a i n e d  
i n  GDY by d i e t a r y  r e g u l a t i o n .  A f t e r  a 12h  f a s  SGPs i n  N'Y 1 and GDM were  s i m i l a r  w h i l e  13~-en r i chmen t  ( 6 'c'%) o f  c o r d  
a r t e r i a l  g l u c o s e  (CA)was lower  t h a n  t h a t  o f  m a t e r n a l  venous  
g l u c o s e  (MV) o n l y  i n  CDY (M2an + SD). 

SG P 613~%a -------------------------------- 

GDYs 1.9'0.6 97.1t2Ci.1 R0.5+31.R 91.3t32.8  
I n  e d d i t i o 3 , t h e  n a t u r a l  13f? a b ~ n d a n c e  o f  c o r d  b lo33  g lu -  
c o s e  r e s e n b l e d  t h e  m o t h e r ' s  i n  5 NPl and 5 i n s u l i n - d e p e n d e n t  
d i a b e t i c   noth hers. Conc lus ions :  B r i e f  m-i ternal  f a s t i n g  n o r -  
m a l l y  does  n 3 t  i n i t i a t e  g l u c a s e  prazluct ion i n  t h e  human 
f e t u s .  CDYs a p p a r e n t l y  p a s s  t h r o ~ g 1 1  a phase  o f  reduced g lu -  
c o s e  a s s i m i l a t i o n  w h i l e  S W  d u r i n g  l ' a s t i n z  remains  nor .ml .  
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The p o s s i b i l i t y  t h a t  su rv ivo r s  of R e p  1s-lib syndroms may be 
m t a b o l i c a l l y  unique was explored by examination of t h e i r  a b i l i t y  
t o  w b i l i z e  metabolic f w l s  under endo~enous  and exogenous stimu- 
li. h ch i ld ren ,  a q d  5$,  8 10/E!, 12  and a) pars a t  t h e  t i n m  of 
t h e  acute  d i sease  w r e e s t u d i e d  1/3-3 years l a t e r .  Ora l  glucose 
to l e rance  tests a f t e r  3-days CHO loading were abnormal: 3 had hi -  
gher elucose and i n s u l i n  and a l l  had higher  glucaqon l e v e l s  t han  
no r l a l s .  Fas t ing  i n s u l i n  and glucaqon L v e l s  wi thout  CHO loading 
were repea ted ly  high and molar r a t i o s  were lower than  n o r m 1  i n  
a l l .  Qlucose l e v e l s  a f t e r  epinephr ine ,  qlucagon and i n s u l i n  -re 
va r i ab le .  The younms t  c h i l d  who r ece ived  t h e  mx. recomnonded 
dose of ep ineuhr in ,  developed acute  hepatomgaly (5cm b e l w  t h e  
RCY over a 3-h hour per iod) .  Usual l i v e r  func t ion  s t u d i e s  were 
n o r m 1  and enlargensnt  was v e r i f i e d  by tachnicium sc in t i ang iog ra -  
phy. Fas t ing  glucom,  i n s u l i n  o r  glucagon l e v e l s  were high in 3 
of h parents  and 1 of 2 asymptomatic s ib l ings .  Them m s u l t e  i n d h  
c a t s  t h a t  t h e w  su rv ivo r s  a r e  m t a b o l i c a l l y  abnormal In t h e i r  m- 
gu la t ion  of glucose and glucose subs t r a t e s .  It is l i k e l y  t h a t  t b  
was present  p r i o r  t o  t h e  acu te  disease ,  and we pos tu l a t e  t h a t  it 
imwts a r i s k  f o r  such a syndrom. Supported by USPIB NIH Granb 
HD09h69, CA@176,AH18022 k IWRIS 8036 k 19h2. 

MONOCYTE CELL RECEPTORS FOR INSULIN: QUANTITATIVE 869 ESTIMATION BY RADIOAUTOGRAPHY. Solomon A. Kaplan, 
Barbara M. Lippe and Naomi D. Neufeld. Department 

of Ped ia t r i c s .  UCLA School of Medicine. Los Anaeles. 
In su l in  kes is tance has been found. to-corre ia t ;  we1 l  with 

binding t o  t a r g e t  t i ssues ,  and c i r c u l a t i n g  monocyte receptors  
present  an accurate  mirror  of receptors  i n  o the r  t i s s u e s  such a s  
l i v e r ,  muscle and adipocytes .  Studies  on ch i ld ren  a r e  severely  
l imi ted by the  amount o f  blood necessary f o r  each assay,  between 
80 and 150 m1,and v i r t u a l l y  no information is  a v a i l a b l e  regard- 
ing in su l in  receptors  i n  ch i ld ren .  We have developed an auto- 
radiographic method which r equ i r e s  only a few ml blood f o r  a 
complete assay. Our  method c o n s i s t s  of incubation of leukocytes 
wi th  i n s u l i n  labeled to high s p e c i f i c  a c t i v i t y  with 1-125. An 
a l i q u o t  of t he  r eac t ion  mixture i s  t r ans fe r r ed  t o  microscope 
s l i d e s  which a r e  coated with a photosensi t ive  emulsion. Af t e r  
s t a i n i n g ,  t h e  s i l v e r  g ra ins  a s soc ia t ed  with 15 t o  25 ronocytes 
a r e  counted. A good pa ra l l e l i sm was found between t h e  autoradio-  
graphic and s tandard methods. Binding i n  t h e  presence of 5 nano- 
grams 1-125 in su l in .  S.A. 100-150 uCi/ug, averaged 4.32% f SE 
0.55 i n  7 experiments.  Following add i t i on  of 1.10 and 100 ng 
i n s u l i n  per ml t he  values were 3 . 3  f 0.68, 1 .96 * 0.42 and 1.06 
f 0.36. Grain counts per monocyte a t  t hese  four  concentra t ions  
of i n su l in  were 3.48 f 0.48, 1.77 f 0.37 and 1.46 * 0.26. The 
method appears t o  be a va l id  method f o r  es t imat ion of binding of 
i n s u l i n  t o  c i r c u l a t i n g  monocytes. I t  should now be poss ible  t o  
determine i n s u l i n  binding i n  normal and abnormal s t a t e s  i n  
infancy and childhood. 

PROTEIN SYNTHESIS AND CATABOLISM IN HEALTHY CHILDREY 
8 7 0 BEFORE AND AFTER ELECTIVE SURGERY. - .  - 
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We measured whole body r a t e s  of p ro t e in  aynthesis(S)  and 
catabolism(C) i n  seven heal thy ch i ld ren ,  age 4 t o  15 yrs. ,  
be fo re  r econs t ruc t ive  surgery and i n  s i x  of them, 5 days post- 
ope ra t ive ly  using a constant  1 5 ~  in fus ion  technique. Pre-op. 
S and C f e l l  between repor ted in fan t  and adu l t  normal values  
(g p ro t lkg ld )  but d id  not vary wi th  age of our s u b j e c t s  S 
decreased 15% (P< 05) post-op although body weight, in take of 
p ro t e in  and c a l o r i e s ,  N balance, and C d id  not  change S d id  
c o r r e l a t e  with p ro t e in  ( r  -+.75) and c a l o r i e  ( r  - + 5 8 )  in take 
Pre-op, mean S (g p ro t ld )  expressed per  un i t  BMR (0 11) or  per  
g p ro t e in  allowance (5.0) was the  same a s  t ha t  previously 
estimated fo r  i n f a n t s  o r  a d u l t s  Our s t u d i e s  show: 1 Minor 
surgery causes decreased p ro t e in  syn the t i c  r a t e  i n  f ace  of 
unchanged p ro t e in  and c a l o r i e  i n t ake ,  N balance, and ca t abo l i c  
r a t e .  2. Energy expenditure r e l a t e s  c lo se lv  t o  p ro t e in  
syn the t i c  r a t e s  a t  a l l  ages 3. The r r f i c i e n c y  .lf N u t i l i z a t i o n  
i n  heal thy ch i ld ren  is s imi l a r  t o  t h a t  i n  i n f a n t s  and adu l t s .  

Pre-Op Pos t-Op 
S (R p r o t / k ~ / d )  3 9+0 8 3 351.1 
C (R p ro t lkg ld )  3.4+0 6 3 351.1 
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