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In some patients wi t h keto tic hypoglyc emi a a reduced
urinary ou tput of catecholamines has been reported.
EmplY1ng a double isotope derivative technique (Cl i n .
Sci.197 3.4 5:l63 ) plasma adrenaline and noradrenaline
were determined in S1X children with ketotic hypogly­
cemi a . One of t he pat i en t s had ex t ens ive bilateral ad­
renal calcifications. Adrenal cortical insuff i ciency
was excluded.
The plasma adr enal i n e --a lues (mean value,ng/ml ) before
- dur1ng hypogl yc em1a were : (A) in patien ts w1t hout

c alci f ications 0 .05-0 . 10 . (B) in one pat ient
a drenal c alcificat ion 0 .01-0 .04, (C ) in healthy

ch11dren ( n=3 ) 0.22-1.33, (D) in healthy adult s ( n=5 )
0.09-0. 69. The plasma noradrenaline changed insignifi­
cantly i n patients and controls.
Estimated from blood gl uc os e l evel during hyp oglycemia
t h e plas ma adrenal i ne was only four per cent of t he
expected val ues .
These preliminary result s seem to indicate that in pa­
tients with ketotic hypoglycemia the immediate pl asma
adrenaline r esponse during hypoglycemia i s gr e a t ly re­
duced i n pat ient s with as we l l as wi thout a dren al cal­
cifica tions.

GOITER DUE TO CONGENITAL DYSHORMOGENESIS :
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We ha ve stud ied 17 boys an d 11 girl s (7 pairs of sibli ngs) with goite r
over a period of 2-15 yrs. Met hods: In all patients. 131I-uptake, PB1131 ,
CR, SCNK d ischar ge , PBI, BEl or T4, column chromatograms of radioiod ino­
ted aminoacids in serum hove been performed; in some, chromatogroms
have be en done al so in thyroid tis sue and urine.

Based on laboratory data,S g roups have be en formed. Al thou gh synt hesis
of thyroid hormon es is blo cked in all enzyme defect s, the course of the di­
sease is voriable but choracteristic for each group: 1) in 7 of 8 children
with complete pe roxydase defect , brain domage a nd idiocy de veloped des­
pite thy roid ther apy beg inning shortly after birth. 2) 4 po t ien ts wit h Pendred
synd rome we re euthyroid ond hod sma l l go iters ; of 2 sisters with th.;s;;;;;;­
clinical picture, one show ed the typical 113 1 discharge whereas the other
one hod a normal SCNK test.3) 9 patients with coupling defect hod goiters
around the oge of 2 yrs and continuously increased in size insp ite of
thyroid therapy. 4) 3 children wi th de halogenase defect were born wit h
goiters; hyp othyroidism deve lop ed slo wly. In 2 of them go iters hod d is ­
appeared an d laboratory and cli nical findings become normal witho ut
therapy 2 yrs after compulsory iodination of salt in Argentino. 5) In 4
ch ildren, the enzyme defect was not established. Goiter and hypothyroi­
dism appeared around 11 months. Thyroi d th erapy was very successful.

a : rrean ± 50 b : nunber of cases c : range

At birth the vari ab i lity is inp::lrtant for T4 and TSH. On ths,
5th da y the scattering of TSH values is mach smaller and the
rrean i s Lower than a t birth « 0.001). In agreerrent with previ­
ously reported data we found serum TSH l evels of 160 and 5CO
U/ml in 2 hypothyroad infants younger than 1 rronth, The strikinc;
difference bet..."een these high TSH values and the control va l ues
observed on the 5th da y a llON to support the vi 6'l that this
screening procedure is reliable for detecting congenital hypothyr .
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The early diagnosis of congenital hypothyrcd.dfsrn r elies es­

s entially on the biological evi dence of the defect. PreliIrinary
data of a systematic screeni ng of neonates are presen t ed. The
values of serum thyroxine (T4) and TSH were de termined in the
cord blood of 271 infants. In 152 of these children serum TSH
was again measured on a finger puncture sample at 5 days of age.
Serum T4 was measured by the carpetitive binding rrethod of Mur­
FOY and Patty. Serum TSH was determined by doub l e antibody r a­
dioimrunoassay wi th the TSHk of CFA-IRE-SORIN. Results are as
fo.l.Iows :

Thyroxine
\lg/lOOml

TSH
\lU/ml

Birth (cord blood)
11.9 + 2.6a (249)b
6.7: 24.6c

7.6 + 5.1 (271)
1.5 - 31.5

5th day

3.5 + 1.9 (152)
1.5 : 12.1

EFFICIENCY AND MODE OF ACTI ON OF CONJUGATED33 OESTROG ENS III THE OF TALL GI RLS.L v .
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In 19 72 , we have re ported on the succes s f ull t herapy o f tall
3i r l s by continous adminis t ration of hi gh dos es o f c on j ug a t e d
oes trogens, c ombi ne d wi t h an or al prog esti n fo r 5 days per

Th i s is a repor t o n 23 s uc h treatments ,- in 14 c ases
with 7.5 mg Pr esomen R)daily,in 9 cases with 4.5 mg Presomen
'In 9 cas es th e thera py h as meanwhile been terminat ed. At the
s t a r t th es e girls showed bone ages o f 11 to 14 em (x =
This growt h rate was r ed uc ed t o 1 . 9 em on t h e average fo r
the first yea r . Th e growth reduc tion waS 7 .22 em i n th e mean.
In th e group , whi ch we treat ed wi th 4,5 mg , we s aw fu r ­
ther gr owth between 2. 5 and 4,2 em within the fir s t six

mon ths under t herapy.Hen c e we re commended wi t h a
daily do s e o f 7. 5 mg Pr esomen . Ser i ou s sid e e f fe c t s were not
en c ounte red und er t his do sag e . Th e a lmost abrupt growth. s top
unde r Pr esomen i n sp i t e of open epi phys eal l ines c aus ed us
to investi gate pl as ma somatom ed in levels and gr owt h hormone.
After 4 to 6 mon ths of treatment t he so matomedi n levels, cal­
cu la ted as rat ios o f SM be f ore an d unde r th erapy , were decree
sed to r a t ios be t ween 0 .6 5-0 . 8 wh i l e GH s ecr e t i on inc reas ed
under therapy with Pr esomen .

NEONATAL DETECTION OF HYPOTH YROIDISM BY RADIO­31 IHMUNOASSAY OF THE THYROXI N IN ELUATE OF
DRIED and
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The a s s ay of Thyroxin (T4 ) has been made by
i n t h e e luate of a few dr op s o f blood de posit ed on a piece
of blotting paper. Six di s ks (40 r I o f blood) are eLua t.e d
in 750 fl of barbital buffer for 24 h ours at 4°.
The comparative ass ay of in eluat e and in micro­
liter of blood a l l ows to fInd a c l os e connectI on WIt h a
regress ive c oe ff i ci en t of 0, 80. The effec t ivnes s of elut ion
i s 48 %.
The results from 6 disks (40 rl of blood) in 150 normal
newborn s ar e 600 pg ! 12.
In 5 confirmed hy pothyroidi a ns infan t s t he avera ge is 160 !
60 pg. In 2 c ases of a thyreosi s the avera ge i s 80 pg .
Th is was used f or detecti on o f hypo t hy roidism i n one
thousand of newbornsby us ing sampling s obtained from the
phenylcetonuric detection center. We detected by thi s way
a case of hypothyroidism which was confirmed by traditional
tests.
Thi s me thod seems to totally j us t i f yin g a neonatal detect ion
of hypothyroid i sm on a big Bcale.
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EXCESSIVELY TALL STATURE IN GI RLS. FURTHER EXPE­
34 RIENCE WITH SEX HO RMONE TREATMENT IN HIGH
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We hav e pre viously reported our experience in treating children
with sex hormones . A difficulty of that preliminary study was the in ­
occuracy of bone age (BA) estimation (Greulich and Pyle) and of adult
height prediction (Bayley ond Pinneau). SA was reassessed in an exten­
ded seri es of 40 gi rls usin g th e Tonner-Whitehouse II RUS technique and
the ne w regr ession eq ua t ions of Tanner for prediction o f ad ul t hei ght.
All girl s were in puberty at star t of treatment (BA ::>12). They we re
divided into 3 BA-groups (12.1-13, 13.1-14, 14.1-15 ) ond received
ethinylestrad iol 0.3 mg daily an d norethisterone for 5-7 days every 4th
week. The mea n reduct ion of odult hei ght was 4 .6 ± 2.4 em, sli ghtl y
more (5.8) in the youngest and somewhat less (4.5) in the oldest BA­
group. BA-velocity during the who le treotment period was 1.5 ± O.5yrs
per yr in the youngest and 1.1 ± 0.4 yrs / yr in the oldest BA-group.
The individuol variation. howev er, was large in all groups. Postthera­
peutic amenorrhea of 0.2-0.5 yrs occurred in only 7 patients.

This improved meth od of analysis confirms the effect iveness of sex
hormone treatment in tall girl s.
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