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Athe ns University. Hypopituitary dwarfism with
abnormal s ella turc ica (ST) in a father and son.

Familial cases of panhypopituitary dwarfism (PO) are
rare and the type of inheritance has been autosomal
recessive or sex linked.PD associated with hypoplastic
pituitary and abnormal as an isolated defect, has
rarely been reported in siblings.Our report refers to
a unique occurence of pituitary dwarfism with small
p ituitary fossa and abnormal sphenoidal bone in a fa
ther and son (Father :GHI. soru j, GH,ACTH,TSH and pitres
sin) .The TRH test on the son points to a primary pitui
tary defect.The mother's pituitary function was normal.
This unusual maldevelopment which involes organs of
d ifferent embryologic derivation (adenohypophysis on
the father,adenohypophysis and neurohypophysis on the
son) is difficult to interpret . In conjuction with the
observation that in holoprocencephaly or other analo
gous CNS maldevelopment with pituitary hypoplasia, the
pituitary fossa is normal, one may specula te that the
primary developmental defect i s dysplas ia of the sphe
noidal bone and especially of the pituitary fossa with
secondary pituitary dysplasia,probably inherited as
dominant heterozygocity in the mother
cannot be excluded.
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D.R. BROWN If, J.T. MacDONALD· Children's Health Center
If, Hospital, liliv of Mimesota, Minneapolis.
Antidiuretic Hormone Changes with Acute Increased In

tracranial preSSLre ilCP}.
Clinical SIADH and DI are seen with changes of ICP i n acute en

Changes in SQrum ADH {RIS} were correlated with
direct meaSLrements of ICP with a Richmond screw transducer, in 9
patients with Reye's syndrome. Serum ADH measLred by method of
Skowsky, with bentonite extraction to rl!lllove vasopressin from spe
cimen. Extracts were resuspended in phosphate buffer If, measLred
by RIA, ut ilizing 125I - AVP <2SllO I'M}, ],(J(] ui. <Nornal ADH x + 2
SD =- . l to 3.54 uIU/ml}. All patients were in stage II! or IV
If, had clinical If, laboratory ADH alterations. ICP changes corre
sponded with serLII ADH changes. Patients in stage I If, I! showed
no clinical or laboratory ADH changes. SIADH is seen initially
with serum ADH If, ICP meaSLrement rising together. Sustained in
creased ICP leads to DI, decreaSQd serLII ADH If, a poor pro!J1llsis.
Increased ICP may be associated with direct hypothalamic effects
producing changes in ADH If, appropriate correlated clinical syn-
drome. fIRST 72 HOURS AfTER RECOVERY
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185 188G.J . Bruining, B.M. de Jongh, Sophia Children's Hospi
tal , Erasmus University Rotterd.. and Dept. of Iamuno-
hematology Univeraity Medical Center Leiden, The Ne

therlands . Relation of HLA with insulin dependent diabetes (10M)
and multiple scleroeis (MS) in one family,
MB Is associated with an incre••e, and 10M with a decrease of the
frequency of HLA-DR2 in .ost Caucasoid populations . ThUS, HLA-DR2
1s conferring sU8ceptibility to MS and resistance to 10M in unre
lated individuals .
We could study the relationship of HLA with 10M and MS in one fa
aily with seven children. One eib had MS and three had 10M . We ty
ped the family for the HLA-A, B, C and DR antigene, the polymor
phis-a of BF, C2 and GLO and 8creened the eera for various auto
Uoaune antibodies .
Of the three sibs with 10M, two inherited the parental baplotypea
b/d(DR4/DR4) , and One a/d(DR5/DR4) , The latter eib aleo had tri
soay 21. Tbe sib with MS inherited haplotypes b/c(DR4/Dr2).
The segregation of the HLA haplotypes in thia family confirmed
that:
l-DR4 is conferring susceptibility to 10M
2-DR2 is conferring resistance to 10M but euaceptibility to MS .
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The association of congenital hypothyroidism (CH) and
congenital heart disease (CHD).A unique developmental
abnormality .

The concurrence of different teratogenetic events
may not be fortuitus and their recording may lead to
the pathogenetic mechanisms involved.For the past 6
years we have encountered the association of CHD and CH
in 4 nonrelated families as follows:Family 1:2 brothers
one with CHD (transposition of tne great vessels),CH,
a nd microcephaly, and the other a normally developing
boy with only CH.Family 11:2 brothers ;one with CHD and
the other with CH.Family 111:2 brothers;one with CHD
and CH who died of cardiac defect in infancy,and the
other with CHD (tetralogy) .Family IV :Identical twin
girls; one with CH and the other with CHD (patent
ductus arteriosus) .In our children with CH the inciden
ce of CHD is 10% which is higher than expected.However
our material may be selected since complicated cases
are more apt to be referred.These observations may be
interpreted to indicate that the association of CHD and
CH represents a unique teratogenetic complex probably
genetically distinct from simple CH which is usually
non familial.

In pituitary dwarfs no slevation of GH and cortisol waa ob
.erved.
In conclusion these data show that GH and cortiaol levels me
sured at zero and 45 lOin of ornithine infuaion teat allow to
stUdT simultaneouslT somatotropic and cortiootropic pituitary
functiona.
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D. EVAIN*, K. DOHNADlEU*, K. ROGER, J.C. JOB,
Hepital Saint-Vincent de Paul, Paris, France.
Simultaneous studT of somatotropic and corticotro

pic pituitary secretions bT ornithine infusion teat.

Stimulation of GH responae to aminoacids infuaion ia well
eetablished. The ornithine chloride infusion (12 g/m2 within

lOin) induces an elevated peak of GH at a faithful time of
45 .inutes. This test performed in 50 children with constitu
tional short stature showed the following resulta I
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Hormone i'SIT- T4--T FSH LH..ocG C;:;"tiso l hGH BG Insul in
}JU/ml ,lJ9/dl ,uJ/ml ng/ml ng/ml mg/dl ,.,u/ml

I.Ba sal 4. 3 Sl. 8 31.C <1.5 33..3 48. 5 0.9 58.0 4.6
Peak 80. 0 8.8 <1.5 33.3 ; 7 9. 5 Z99.0 17.1

14.7 13.5 113. C 41.5 48.Z 5.3 0 9.5
Peak >40.0 13.5 113.C 41.5 6.3 16Z.5 13 .Z

3.Basal 6.6 8.6 82.C - - 59.4 10.0 35.7
Peak 85.9 13.5 510. C - - 139.8 3. 7 Z30.0

4. Basa l 4.3 8 . 1 93. C 3. 1 5. 4 133. 0 <1.5 64. 0 10. 0
Peak >40. 0 13. 0 144. / 3. 8 5. 7 133.0 1. 7 380. 0 39.5

A.adenohypq>h.seal t r ssoe ,n anencepha ly,s able to synthetlze TSH
constantl y,hGH and ACTI I inconstantl y,if specifically st imulated. B.
serun hGll and TSH incre ase present after del ivery is hypothalam ic
dependcnt.C.thyro id and adrenal s are abl e to synthe t ize hormones.

pancreatic f uncti on is not markedl y impa ir ed in anencephal y.

and
186 F.MASTR(1 ( Int r .by G.Chi...., l lo)

Insti tute of Chi Id Health, Univer s ity of Bari, Italy.
Endoc-r ine funct ion in anencephal ic ne..oarn infants.

A comb ined LHRH and TRH test "'as performed, followed by an IvGTT 1
hour later, in female and male anencephalic infants,S hours old
de livered after a 38-47 weeks uncanpI icated pregnancy. No hypotha Iamo
-hypq>hiseal structures were found in any case macr-osccp ice l ly, The
presence of some functioning hypophiseal cells could not be excluded.
Test T R H L 11 R H I v G T T
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