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Autosomal Dominant I n h e r i t a n c e  o f  t h e  
I d i o p a t h i c  Hyperca lcemic  Syndrome 

A 16-month-old g i r l  w i t h  i d i o p a t h i c  
hy p e r c a l c e m i a  / f a i l u r e  t o  t h r i v e ,  
c h a r a c t e r i s t i c  f a c e ,  s u p r a v a l v u l a r  
a o r t i c  s t e n o s i s /  h a s  been u n d e r  obser.  
v a t i o n  f o r  1 2  months.  Her  serum c a l c -  
ium l e v e l  was be tween  14 end  1 9  mg 
p e r  1 0 0  ml ,  w h i c h  c o u l d  n o t  be  decre-  
a s e d  pe rmanen t ly  by any t h e r a p e u t i c  
e f f o r t s  i n c l u d i n g  a d m i n i s t r a t  i o n  o f  
C a l c i t  on in ,  F r e d n i s o l o n e ,  Purosemide,  
sod ium s u l p h a t e ,  . p h o s p h a t e s  and  a 
d i e t  o f  low c a l c l u m  i n t a k e .  Bo th  h e r  
f a t h e r  and  a 1 7 - y e a r  o l d  b r o t h e r  were  
m e n t a l l y  r e t a r d e d ,  and h a d  c a l c i u m  
d e p o s i t s  i n  t h e i r  c o r n e a e .  T h e i r  
se rum c a l c i u m  v a l u e s  were 11.9 a n d  
13.0 mg p e r  1 0 0  m l ,  r e s p e c t i v e l y ,  
with i n c r e a e s d  u r i n a r y  e x c r e t i o n  o f  
c a l c i u m .  Two o t h e r  members o f  t h e  fa- 
m i l y  o n  t h e  p a t e r n a l  s i d e  were  a l s o  
s u s p i c i o u s  o f  t h e  syndrome, w h i l e  t h e  
mother  p roved  t o  b e  .normal. The f ami- 
l y  h i s t o r i e s  a r e  s u g g e s t i v e  o f  a u t o -  
soma1 dominant i n h e r i t a n c e  o f  t h e  
d i s e a s e .  
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Further  s t u d i e s  on the  pathogenesis of hypocel- 
oemia i n  primary hypomgnesemia. Evidence f o r  a 
defec t  i n  the  r e l a s e  process of parathyroid hor- 
m o n e ( ~ ~ ) .  L. DAVID? MC. CHAPPUIS*et R.FRANCOIS; 
won Frrence. 
Recent s t u d i e s  by Anast e t  a l  (science 117-606 
1972 and by Suh a t  a1 ( ~ . ~ l i n . ~ n v e s t .  52-153 
1 9 3  1 hare shown that severe magneeium deficien-  
cy induces impi red  p a r a t h y r o o  funotion and that 
t h i s  impairment i e  responsible  at l e a e t  i n  p a r t  
f o r  the  secondary hypocalemia However it i e  not 
known i f  t h e  syn thes i s  o r  the re lease  of PTH o r  
both, a r e  a f f e o t s d  i n  t h i s  syndrome. The preeeni 
study was undertaken t o  inves t iga te  the  typs of 
impairment of the  parathyrord funct ion during 
hypcnntgneeemia. 

The oliniccrl course of t h e  5 yeare o ld  boy 
i n  whom the  present  inves t iga t ions  were ca r r ied  
out  hve  been reported prevhonsly (Pouillaude e t  
al. Arch.Franc.Ped.2+1021-1971) . During the  
hypooaloemio and hypomagnesemio e t a t e  we confir-  
med t h a t  t h e  bone system an& the  kidneye were 
responsive t o  exogenoae bovine PW a s  demnetra-  
t e d  by the  nornntlisation of the  calcemia and t h e  
inoreaee of ur inary hydroxyproline and c AMP. 
LOR t o  non de tec tab le  l e v e l s  of serum immunoreao 
t i v e  PW gived a l e 0  c l e a r  ind ica t ion  of impaired 
parathyrord function. By cont ras t  I V  i n j e c t i o n  
of SO4 Mg induced an inetantaneous and sharp 
increaee of serum IPTH a a  ehown by l e v e l s  :above 
the  normal range 10 mn a f t e r  the in jec t ion .  This 
uasi followed by a regu la r  decrease of IPW l e v e l  
reaohing t h e  norms1 range 2 hours l a t e r .  
We bel ieve that t h i s  f ind ing  favors  tho view 
t h a t  magnesium deple t ion  induces impaired W B  
rePeaee i n  msn. 
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and M.. WYSS*. Department of Pediatrics and 
Genetics, University of Geneva School of Me- 
dicine,  Geneva , Switzerland . 
Effect of parathyroid extract (PTE) on electro- 
ly tes ,  phosphorus and protein content of pa - 
rotid saliva.  

The excretion pattern of calcium (Ca) , ma- 
gnesium (Mg) , potassium (K) , sodium (Na) , 
phosphorus (P) and protein of the parotid saliva 
was studied before and during PTE administra- 
tion in 6 normal subjects aged 24 to  32  years. 
The Stensen's duct was cannulated and the 
flow rate of saliva measured before and after 
stimulation by lemon juice. After a control 
period, 50 U of PTE were given i .v.  followed 
by an infusion of 2 U/min. for 60 to  90 min. 
In the absence of any change in  serum Ca and 
P,  PTE induced a significant increase of sali- 
vary Ca (p < 0.001). P (pe  0.005) and protein 
(p c 0.001) concentrations . These changes 
were independent of the flow rate.  Na excre- 
tion was a lso  increased (p c 0.005) but only 
a t  high flow ra tes .  PTE had no significant 
effect on Mg and K concentrations. These re- 
sults  provide evidence that  PTE ac t s  on the 
parotid gland by affecting Ca and P transport 
and protein secretion. 
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J.F. DESJEUX*, Y .H. TAI* and P .F. CURRAN* 
( I n t r .  by H. Les t rade t ) .  Dept. of Physiology, 
Yale University, C t . ,  U.S.A. 
EVIDENCE FOR TWO PARALLEL SODIUM PATHWAYS 
ACROSS ILEUM. 

I n t e s t i n e  a c t i v i t y  is character ized by an 
e f f i c i e n t  absorpt ion of n u t r i e n t s  from lumen 
t o  blood; it is  a l s o  character ized by l a r g e  
t ransmurd  f luxes  of water and e l e c t r o l y t e s  and 
low e l e c t r i c a l  res i s tance .  The e f f e c t  of d i f -  
fus iona l  fo rces  on ne t  Na t ranspor t  was there- 
f o r e  invest igated.  Rabbit ileum was mounted a s  
a f l a t  sheet  between two chambers. Temperature, 
pressure and e l e c t r o l y t e  s o l u t i o n  (Ringer +10 
mM glucose) were i d e n t i c a l  on both s i d e s  of t h e  
epithelium. Transmural Na f luxes  were s tudied 
a s  a funct ion of applied e l e c t r i c a l  potenti&, 
JLmsS (from +9 t o  -9mV). The ne t  Na f lux ,  Jnet, 
w a ~ ~ f o u n d  t o  be a l i n e a r  funct ion of J, 
(Jne = -0.20 J, +1.89; r 90.99). 
of efectrochemqzal p o t e n t i a l  d i f  ferencf 
had t h e  value of 2.07 + 0.79 peq/hr cm ) .nekach 
tranemural un id i rec t iona l  Na f l u x  comprised a 
PD-dependent, Jd, and a PD-independent f lux ,  
J . In  absence of electrochemical p o t e n t i a l  
tfie r a t i o  of Jd from mucosa t o  se rosa / J  from 

d 
serosa t o  mucosa was 1.04, and t h e  d i f fe rence  
between J from mucosa t o  se rosa  m i y s  J from 
serosa toCmucosa was 2.07.peqIhr cm . Tfiese 
r e s u l t s  c l e a r l y  i n d i c a t e  t h e  presence of two 
p a r a l l e l  pathways f o r  Na across  r a b b i t  ileum. 
It is  proposed t h a t  t h e  PD-dependent pathway 
represen ts  a parace l lu la r  pathway and t h e  PD- 
independent pathway represen ts  a c e l l u l a r  
pathway. 
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