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,Arrest  i n  s o ~ n a t l c  and sex ' r ;~  devcl.~pclen'i j n  pnt i .cr i ts i t i l ; i i  C3 7-s 
: . ~ c l l  ':no!ln. To c l u c i r l a t e  1;hc i n  ..luoiici? o i  ;il tul!;,; .., i ~ r ln r~r ics  ;>s 
Gil and !:he gonadoi;ropins i.n t h i s  p rocess  i f c  i ~ c o s u r c d  n o c t u r n a l  se- 
c r c c i o r i  o l  GtI, ILH, and IFSti i n  'I paticrl;::; ('I r j i r l ,  Y? y c a r s  o?rl, 
prcpubcr!;al, ant1 '! i loys,  1; 2nd ?7 ;<cars o l d )  9c'o:-c ti lei-apy rtric! 
d u r i n g  rc ;~ is : ; ion .  ill<: bo;,s i i?d dcvc lopcd p u 5 e r t ; ~  sto,].-!s 3 and '> 
( a c c o r d i n g  t o  i o n n c r )  . 
2loocl i fas  col!.ccted c v c r y  2;1 , i inui:cs rrorc 10 p.1 .  i:: ; a.m., 
s l e e p  113s rcgisi;r3t;cd 5:f obsc:vncion. i n  a l l .  7atlZnl;s G I l - ~ ( ? c i c -  
t i o n  d u r i n g  tli,? octr tc piiase nC t l i c  :.!lncss i;ho\!c?tl no s ~ r l n i F i c a ~ i ' :  
n o c t u r n j l .  pcs l :~ .  I l c v c r t , l ~ ~ ! l - s s  i~as,:!uic Cll ?i:vcls !'e;c: ~ l i g l l i : ? . y  
c?i:vated i.n atlca:;t nnc p a t i e n t .  9u;inq cc;i iss.on . i l l .  ,~ati.en:,:; 
r;;ioi?cd r n s  Lo?orl I-loc'iurncr 1 SH-;,-.a':s. l'iie ~oi~-do';r.o;, i n  I .cvcls 1.n 

t i l o  ? ropubor to l .  g i r l  were unriel;ccr.ab?e hefort !  ti>-:.apy ns k1cl1 ;is 
i n  ro: i i r ,s io i i ,  113 noc::urniil ~ u ? s z s  ,:)ex vi.sii11o. i ; ~ ?  2  ?uhzrta!. 
boys dc;ions'ir~::ed typical ~ u ? s a l . i l ~  n o c t u r n a l  LII :;ccr?tion. ?S!i 
l e v - 1 s  '!ore i n  r:hc p u b c r - t z l  rangc  as : . te l l  be-'or;: t l i c rapy  and du- 
r i n q  rc t~ i .ss ion .  !,!hctlicr th:: : , !a lnour is i i cd  s i t u a t i o n ,  t l i c  c a t n b o l l c  
s t 3 t 2  a; otl~i):, "oc:;ors C S I J S O ~ ~  t i l e  GII-peal: !ic?:ecs;oi> i:; y e t  no;: 
c?e3r .  i r i  o u r  p,?i;icni:c ~ i i . i : i~  C3 ,I,? snt,~ rlo d i  "crcrlcc:; 5c l i leen  r.:ie 
spon1;nneotrr; qonadotropj .n :;ccri.-~:~ori '3c'ore t i i c r o p y  ;and clvrinfl c'c- 
. l i i s s i o n  as if; 4.:; kno':tn i n  o'iiici. cnr. :~l~ol . ic  situation.:; "or  i i i s t o n c z  
i.11 nnoro!:j o  nc!.rvnsci. 
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P r l m a r ;  empty re1  l a  ~dndron le  'PESS, I n  c h i l d r e n  1 5  r e o n r ' r ?  
~ n  many endocr~rne d ~ s o r d e r s ,  mslnl:, i n  GH def l c ~ e r ~ c : ; .  Irr 
o r d e r  t o  b e t t e r  d e t i n e  the anatoml ie !  ba.1: o f  t h 1 5  
rir,drcmn~e, 7 p a t l e n t 5  c.3 q l r l s .  4 bo.,sI precent l rnr ;  ~ , ~ l t h  F E S E  
and a  complete 3nd 1.o1ated GH def i c ~ e n c v  : G H  oeak, AITT . i 
n g h l  : n  = 6 )  o r  an l c n l a t e d  d l a b e t e s  ~ r ~ z t p i d ~ ~ i  , [ ( I ,  r ~  = ! 1 

u e r e  r t u d i ~ d  b i  l,IRI. 
R e s u l t r  : 
The p a t t e n t  ~,;li!h ~ s o l a t e d  and a  l a r g e  s e l l a  on p l a l n  t : l m  
had a  t r v e  empt,  s e l l a  f i l l e d  w i t h  CSF.  3 p s t t e n t ~  I I J I ! ~  3 

riormal o r  e n l a r g e d  s e l l a  on p l u n  f ~ l i r ,  had a  !mal l  p 1 t u 1 t 3 r .  
g l a r ~ d .  2 o f  them iql t h  a  p r o b a b l e  normal p o r t e r  l o r  l o b e .  L 
p a t i e n t s  > t t ~ t h  a  smal l  $ e l l a  on p l a n  t i l m .  Itad a  normal 
p ~ t u i  t a r "  g!and M I  t h  an e n l a r g e d  p l  t u l t a r :  s t a l h .  3r t i  
p a t i e r ~ t  had a  normal p i t u l  ta r  i g l a n d .  
i n  c o n c l u s ~ o r ~  : - 
I.1RI I ;  s u p e r i o r  t o  CT t o  d e m o r ~ i t r a t e  the jrjatornv o f  ! t ~ ?  

p i t u ~  t3r:; g l a n d .  The p a t l e n t  L.JI t h  the f s ~ i s t e d  P I ,  l d ~ ? h  
, iar  l a ?  ion  rr, p o l v u r l a ,  shot.is rru ~ d e r ~ t  i t ~ a b l i  a r ~ t e h ~ o o p h u ~ e s :  
t ~ s s u r .  
I t  1s our o p ~ n ~ o r ~  t r ~ a t  P E S S  I n  c h t l d r e r ,  ar o e t i n e d  b,, CT 
scan. groups he teroqer~ous ar1i tonl ical  anomal les  1:1e1 I d e p ~ c t i o  
b ~  PIRI . 

I . W;~lLl l~mioer~, G .  W e l O t r r l ~ a c l ~ c r ~ ,  E. Ia lz  rr', !l.Gisinger', 
P I .  W ; i lL l l ia~iner~, M  .Srheni p e r x ,  1 l . F  n s c h  
I l r % l ~ a r l  ni criL ( i f  I 'c<liatrics, Univ.VLenn;t, Ati:iLrli~. 99 ,[;I -I)ILI'CNI)LNT At TC!lAI ION 01 NOCTURNAL ScRU1.l ME1 ATONIN 
I $  A  I IINI'T II lN (11 INTRfASINC BODY 5 1 7 1  I N  TIIII DI?fN AN:) 
ADIII I  SCI N l t i .  

Al lhounh I t i c  I i lolocrical s i t ln i r i rance nF the  p inea l  IiormonLl 
niclatr,n~n (Pll I ) i n  m:ln ir; sLlU ollscurc, a  c c r t a l n  anlount r l f  lnformaLlor1 
el11 prricf~rrl.~on, sc:rt.ol.~r~n pa t te rns  ant1 excrcLion o f  1111s hormone has bccn 
ci l~talncd irl rc:rorit years. I lowever,  rJnLa on potenL1:ll o1tr:ratlon o f  serum 
MI 1 Icvels durir~c] n  IILI man LifeLlm e  arc  f ragmentary and inconsistent. 
We r x a m i n c ~ l  clay- an(l n i g h l t i m e  serum MI. T i n  367 i r i t l~vlduals (210 ma- 

lc:;, 157 fernales) aqetf 3 days t o  90 ycars. f l lood oamplcs were collecLed 
between 7:30 an1 and 10 am and be tween 11 pm and 1  am. M I  T l eve ls  
were mcnsuretl I ly  I I IA.  Niql iLt in lc serum MI T conccnLraLlons ruere low 
(27.5+5.4 pq/mI; x+SL M) durincj t l i e  firr:L mx nionths oF l i fe.  Ttiey therl In-  
c:reascd 1.0 pool< values a t  age 1  t o  3 ycarn (329.5+42.0 p q / n ~ l ) .  From 
l l l r r c  levels ~lccrea~;cd fast  u n t i l  aqc 15 Lo 20 years (62.5+9.0 pg/ml). 
Otlrlnc] IIIE f t~ l l c lw i r~r ]  clrcadcs PI1 I t l c c l ~ n e d  modcratc ly u n t i l  o l d  aqc 
(29.2th.l pq/nil; aqc 70-90 yrs). Tli is biphasic M  L  T dechne fol lows t w o  
exponcnt la l  f u n c t ~ o n s  wlLli d i f fcrenl .  dopes  ( f rom age 1-20 yrs: rz-0.56, 
p<0.11(11, ~ ~ 2 7 0 . 7  . e-fl.Cl9x; fronl age 20-90: r=-0.44, p<O.OOl, y-84.8 . 
r -0 .017~) .  Tlic clcrrt:;i:;c o f  noc turna l  scrum MI T In c l ~ i l r l r c r ~  and ado1r:s- 
cc:ntr; (1-20 yrs) rcir.rcl:~tetl n l l l i  Lhc Increase I n  body ruciqhl. (r=-0.54; 
(1<0.001). A t  a  l;ilc.r :irle (20-90 yrs) t-liere was no c o r r c l n l ~ r i l i  t~eLwccr> 
tl lcsc t w o  var1;111lr:!,. I ) . , y l i m c  MI I Icvc ls  were low wlt t iout  aqc-rclatetl 
:,It crallrlrl:~. 

Tliis s l . t ~ ~ l y  rr:vc~;tl:; III;~,J~IC a l I .cr ;~l~c~r i !~ irl n c ~ r t u r r ~ a l  sr:rum P I 1  T I c ~ ~ c l s  &I- 
r lnq  a  l l ~ ~  m  nrl l i l  ci I in c. T h e  negn1.1vc c o r r n l a t ~ o n  between ll l  T and hotly 
t ~ r ~ ~ c ) I i l  I n  r ! i ~ l c l l ~ t ~ c ~ t l  ;irlcI 3rlnlcsrencc 1s cv i i l cn rc  t l1~11 r!xp:iri:;ion OF 111>cIy 
n l /c  1:; r cspo l~s ih l r  for the  l luqe Fl l  T r l r s r c a ? e d u r ~ n q  t h a t  p c r o d .  -- 

1 
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HYPERNATRAEMIA-HYPODiPSIA SYNDROME AND HYPOPITUITARISM 
WITH VARIABLE SIADH AND PARTIAL ADH DEFICIENCY. 

A  7  y e a r  o l d  g i r l  had p i t u i t a r y  h y p o t h y r o i d i s m  (T4 37 nmol / l  
peak TSH response t o  TRHtO. l  m u l l )  and GH d e f i c i e n c y  (Peak GH 
response t o  i n s u l i n  hypoglycaemia. 1.7 m u l l ) .  Serum sodium was 
p e r s i s t e n t l y  e l e v a t e d  (155-183 m m o l l l ) .  She showed absence o f  
t h i r s t .  ( f l u i d  i n t a k e C 5 0 0  m l l d ) ,  p r o f u s e  n o c t u r n a l  sweat ing  and 
poor  tempera ture  c o n t r o l .  CT Scan was normal. Maximum u r i n e  
c o n c e n t r a t i n g  a b i l i t y  was 1078 mosm/kg when plasma osmolal  i t y  
was 330 mosm/kg. D u r i n g  a  h y p o t o n i c  s a l i n e  i n f u s i o n  a f t e r  o r a l  
water  l o a d i n g ,  plasma o s m o l a l i t y  f e l l  f rom 273 t o  258 mosm/kg 
and f r e e  water  c l e a r a n c e  i n i t i a l l y  i n c r e a s e d  f rom 1.18 m1/103 n l  
GF t o  5.42 m1/100 ml GF b e f o r e  f a l l i n g  t o  - i . 1 3  m11100 ml 6;. 
T h i s  i n d i c a t e s  t h e  development o f  SIADH. D u r i n g  a  h y p e r t o n i c  
m a n n i t o l  i n f u s i o n  plasma o s m o l a l i t y  r o s e  f rom 300 t o  307 mosmlkg 
and f r e e  w a t e r  r e a b s o r p t i o n  remained subnorinal (1.13 m11100 ml GF) 
b u t  i n c r e a s e d  t o  3.95 nil1100 ml GF a f t e r  DDAVP. Increased f l u i d  
i n t a k e  o f  2000 ml/m r e s u l t e d  i n  n o c t u r n a l  enuresis. 

These r e s u l t s  i n d i c a t e  p ro found hypotha lamic  and p i t u i t a r y  
d y s f u n c t i o n .  p a r t i a l  ADtl d e f i c i e n c y .  Temporary SIADtI when a  
h y p o t o n i c  s a l i n e  l o a d  was a d m i n i s t e r e d  i s  p r e v i o u s l y  undescr ibed 
i n  t h ~ s  c o n d i t i o n  and suggests t h a L  f o r c e d  water  l o a d i n g  may be 
p o t e n t i a l l y  dangerous. 

P.lasroriix, A . F .  Mancinix, C .  Col l ix ,  M.CauX, M.MandiniX, M.G.  
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W I L M S 1  TUMOUR: AUXOLOGICAL AND lNDOCRIN0LOGlCAL STUDY 

I n  W i l m ' s  tumour, there i s  frcqucnt spontaneous dclction of c h r o m o s o m e  I1 and 

i n s u l i n  and growth Factor gencs  a r e  located c l o s e  to the dclction a r e a .  We 

studicd growth and g l y c c m i a  situation i n  4 2  W i l r n s  tumour c a s e s  i n  complete 

remlision and o f f  thcrapy far at lcast 2 ycars. We a l s o  studied adrcnal, thyroid 
and g o n a d  efficiency, a s  rcgards adrcnalectomy, and i r rad ia t~on ( l o c a l ,  abdominal 
and abdom~rlal-tl~oracic). Gr.owth: i n i t i d l  height w a s  normal; non-irradiated - 
subjecis' f inal  height resembled chronological, uli i le loucr i n  irradiated 

subjects (-0.24 SUS+O.(IS). Differences between standing and s i t t ing  height at tile 
latesl examination irldicate probable s p i n a l  c o l u m n  growth deficiency i n  

irradiated iubjccts. 6 4 . 5 %  responded normdlly to arginine ( l i kc  normals). 
G l y c e m i a  situation: i n  glucose oral l o a d  g l y c e m i a  area i s  normal, i n s u l i n  lower 

( p  < 0.05), peptide C higher (p < 0.01 at 90 mins.). A C T 1 1  tcst :  adrenalectomy 
cases'cortisol responsc w a s  lower, n . s .  compared to others. Ihyroid: irradiated - 
prepubertals' f i t +  i s  significantly louer, irradiated pubertals' I S 1 1  i s  lower. 
Gonads: total ly irradiated inpubertal m a l e s '  testosterone i s  loucr; irradidted 

pubertal females' estradiol i s  lower. I n  c o n c l u s i o n  an abnoroality of chromosome 
11 d o e s  n o t  secm to be responsible for tlie alterations obscrvcd i n  o u r  patients; 

on contrary irradiation and chemioterapy seem to have a real significance 

I . R .  Sanderson*, M.J.  D l l l o n ,  M.O. Saviigc 
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ISOLATED SAl.IVARY GLAND INSENSITIVI'I"Y TO ALIIOSTI<I?OME; 
A VAl?IAN'T OF PSEUDOHYPOALDOS'rERONISM 

A male I n f a n t ,  t l i e  f i r s t  c h i l d  o f  a non-consang~i incous parents ,  
p resented  a t  age 4 months w i t h  s a l t  d e p l e t i o n  and d e h y d r a t i o n  
(p lasma sodium (Na) 114, po tass lum 5.1 m m o l / l ) .  l ie q u i c k l y  
responded t o  I . V .  S a l i n e .  D u r l r i g  hyponatraemia h l s  plasma r e n i n  
a c t i v i t y  (7625 ne A l ~ - l h r - l ,  NR 472-3130) and plasma a l d o s t e r o n e  
(PAldo)  (3670 p m o l / l  N R  100-500) l e v e l s  i i e r e  a p p r o p r i a t e l y  
e l e v a t e d  and h l s  r e n a l  Na r e a b s o r p L i o n  was normal  ( f r a c t i o n a l  
t u b u l a r  excretion O.2%, N L  1 . 0 % ) .  A  normal  Ma I n t a k e  o f  
3  mmol/kg/day l e d  t o  a  f u r t h e r  f a l l  i n  plasma NR (124 i n m o l / l ) ,  
an i n c r e a s e  PAldo (1G,700 p m o l / l )  and n  C a l l  I n  u r i n a r y  Na 
e x c e p t i o n .  A search  f o r  t h e  source  o f  Na l o s s  r e v e a l e d  sweat Na 
i n  t h e  upper normal range (53,58 m m o l / l ) ,  normal  r e c t a l  p o t e n t l a 1  
difference (60 mV) ~ n d i c a t i n g  normal  i n L e s t i n a l  & Na t r a n s p o r t ,  
and a  marI<edly c l e v a l e d  s a l i v a r y  Na (1'70, 151 mmol / l ,  NR 4-10).  
F l u d r o c o r L i s o n c  0.1 mi:. d a i l y  i n d i ~ c e d  no f a l l  i n  s a l ~ v a r y  Na. 
On an I n t a k e  o f  Na 6 mmol/kg/day, normal  plasma Na l e v e l s  u e r e  
m a i n t a i n e d  and he L h r l v e d .  H i s  p a r e n t s '  s a l i v a r y  Ma l e v e l s  i i e r e  
L 15 mmol/ l .  Ide suggest t h a t  s a l t  d e p l e t i o n  was causetl by 
s a l i v a r y  Na l o s s  due t o  s e l e c t i v e  end-organ i n s e n s i t i v i t y  t o  
circulating a l d o s t c r o n e .  


