
artomatous overgrowth. S . I R t . 25th !."'~
Several presenters reviewe? th~ peCIa epor. ~

accuracy of prenatal ultrasonic dl- A I M .
f thagnosis for congenital anomalies nnua eehng 0 e

and suggested that the technique S . fmay be only 50% accurate unless Euro p ean oclet y or
one focuses on a particular body ...

are~orknowswhattosuspectin~ PediatrIC Endocnnolo gy -
partIcular area. Thus, the physI-
cian should. alert. the ultra- Au g ust 31-Se p tember 3sonographer If there IS an area of ,

co~cc::rnwhencarefulexamination 1986 Zurich Switzerland
IS IndIcated. It was strongly rec- I ,

ommended that fetal karyotyping
of amniocytes be done when a JOrgen R. Bierich, M.D. for decades in young men, but this
structural abnormality is found on Associate Editor appears to be no longer true for
ultrasound during the third trimes- Growth, Genetics, and Hormones infants. Prior to puberty, body
ter. Indeed, a chromosomal ab- height and growth velocity are
normality is present in as many as In a round table discussion that identical for both sexes. Differ:-
one third of cases in which con- opened the meeting, Drs. Raiti and ences appear with the onset of the
genital anomalies are detected Kaplan reported on the use of pubertal growtb spurt, which starts
during the third trimester. Knowing bJosynthetic human growth hor- at age 10 in girls and at age 12 in
that a chromosomal abnormality is, mone (hGH) preparations in the boys. This growth spurt is much
present may alter management. United States, while Drs. Job more rapid in boys than in girls,

A new syndrome that may be (France) and Preece (England) and explains the difference in
quite common was described. The reported on their use in Europe in height between adult men and
urofacial syndrome consists of ob- patients with classic pituitary women. Sex hormones are re-
structive urologic problems seen dwarfism. In all studies, the results sponsible for the pubertal growth
in association with abnormal facial were comparable with those ob- spurt but not the final height. In
muscular movement, so the child's tained with native pituitary hGH. contrast, the midgrowth spurt,
smile looks more like a grimace. Initially, patients developed high which occurs at age 7, is indepen-
Intelligence is normal, and the titers of antibodies to growth hor- dent of sex and gonads and cor-
condition probably has an auto~ mone. Subsequent improvements responds to the adrenarche.
somal recessive inheritance. in purification techniques signifi- Stanhope et al (England) re-

It would appear that Pena Sho- cantly reduced antibody inci- ported on the mechanism of the
keir syndrome (an autosomal dence to that seen with the highly pubertal growth spurt induced by
recessive syndrome character- purified native pituitary prepara- pulsatile gonadotropin-releasing
ized by congenital contractu res tions. Low titers are clinically mean- hormone (GnRH) treatment.
and hypoplastic lungs) is not a ingless and do not inhibit growth. Twenty-six normal short patients
diagnosis but rather a phenotype Drs. Alqertson-Wiklund (Swe- received GnRH subcutaneously
that results from decreased intra- den), Bierich (Germany), and for 90 minutes each night for ten to
uterine movement 'of the fetus and Brook (England) discussed the 16'months. The girls immedia~ely
is attributable to many different use of hGH in nonclassic hypo-. began to secrete increased
causes. Thus, when any of the fea- pituitary short stature. The results amounts of GH. The pulse ampli-
tures of the Pena Shokeir pheno- were excellent in patients with tude was increased but not the
type (intrauterine growth retarda- constitutional delay of growth and number of pulses. In contrast,
tion, congenital contractu res of adolescence and in those with boys first demonstrated a growth
limbs, craniofacial anomalies, hy- partial growth hormone deficiency deceleration and diminution of GH
poplastic lungs, short umb.ilical (GHD). Spontaneous growth hor- secretion. During maturation and
cord, or polyhydramnios with short mone (GH) secretion was dimin- coinciding with a testicular volume
gut syndrome) is present, physi- ished in both types of patients. of 10 ml, GH secretion increased
cians should look for the other Thus, hormone treatment serves and the pubertal growth spurt oc-
signs in the newborn infant. A vari- as replacement therapy. Girls with curred. Hindmarsh et ai, who are in
ety of pathologic findings have Turner's syndrome also were suc- the same investigative group,
been seen in babies diagnosed as cessfully treated in many cases. found a highly significant positive
having Pena Shokeir syndrome. Dr. Prader (Switzerland) re- correlation between growth veloc-
However, the reported familial ported the results of two large lon- ity and circadian GH secretion.
cases are all probably autosomal gitudinal growth studies in Zurich. This led these researchers to ad-
recessive disorders, and prenatal According to the data, the secular minister hGH subcutaneously, 2
diagnosis should be offered for acceleration of growth and matu- IUs each night for six-month peri-
any future pregnancies. ration has been constantly positive continued on page 8

7



Special Report: ESPE Meeting The Henning Andersen Prize for

continued from page 7 the best paper was awarded to .

Ors. Maes, Amand, and

Ketelslegers (Belgium). They fed

ods, to 17 children with short stat- was 9 IU/week, No correlations rats a protein-poor diet for one

ure. A gain in growth velocity were found between final height week, The capacity of the liver

(SOS) from -0.49 to + 2.86 was and the standard deviations of membrane to bind GH, the affinity

obseNed. chronological age, the chronolog- constants, and the basal

Most idiopathic GHO is attribu- ical age itself, or bone age, Also, somatomedin-C (Sm-C) levels

ted to perinatal lesions. However, no correlation was found with were similar in this group of rats

the pathogenesis of these pro- insulin-like growth factor I levels or and controls. However, in the

cesses is $till unclear. Charles- with GH levels obtained following protein-deprived rats the increase

worth et al (England) studied high- provocative tests. Patients who in Sm-C levels after GH stimulation

resolution computed tomographic had gonadotropin deficiency had was only one third that of controls.

scans of the pituitary and hypo- a better prognosis with respect to These investigators concluded

thalamus offi've GHO patients. Oe- height than those with idiopathic that in rats, protein malnutrition in-

finitive enhancing lesions were GHO, duces a GH postreceptor defect,

found in the anterior hypothalamus

in each case. Obviously, most

cases of pituitary dwarfism arise Letter From the Editor

from hypothalamic damage,

These findings are in accord with Dear CoUeague: ..~,

numerous reports concerning
growth-releasing factor (GRF) Hormones. The Editortal

tests, In the majority of cases the 9fmtere,$tt.opeq..J.at~lcen~o~
, .,'cr!no.togist$andgef}~t\9!stsa~d

p~tlent sown GH secretion can be stract$ fromthel!te;rature.We
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, . I . b " " -,

ed Interesting corre atlons e- The fir$t fssueqfVotume3h~s

tween plasma levels of GRF (by ~

radioim~unoas~ay) and sexual ~c

maturation. At mid puberty, plasma respects, In genetics as wetl..ShouldyoUf response tothts preseqta-

GRF levels increased fivefold in tionbeposiuve,wewrUconsider presenting furtherhi$torical'perspec-
girls but only twofold in boys over fives on Dr, David Smith,the Lawson WiJkinsPedi~tricEndocrine

prepubertal values, Patients with Society,and ~thersinth~future., '-' ., ,
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marke~lv lower values, dIscuss manyasp,ects of!urrjer s syndrom.e.'~ bothchl!dren~nd

Garnier et al (France) explored ~duJts. There wIll also

the continuing difficulties in de- and adolesC$nGe- by Dr. JurgenBierich. An article reg~rding anti.

terminin g the cause of short stat- bodresa g ~inst g rowihhormonewilfbelhcluded. The a\4thor Will b$ Dr
..;:c

ure. This group investigated hGH Loui$Y~de.~oo~."..O' ' ~"'.. ..'

secretion in 54 children with

growth failure by evaluating noc-

t rnal sleep and GH release to
~RF d b rf ..genetics but wtshtodeepenthelr

an y. pe ormlng varlou~ encourage yo~t~~et

pharmacological tests. They co~ Kel.ly'.$~rtlcle; It wrll be we 1.1

cluded that the GRF test does not The artlcJesforthe fourth issue of VOrume3 have not ye' , t peend ' ff ' t ' I "-' ,..".. "
I erentlate among a YPlca chosen.

growth disord~rs.
The final height of 22 patients the most

with hormone deficiencies treated needs in theiieldsof9rowth,genetics"and hormohes, We extehdour

with long-term GH correlated sig- best wishes for the coming year.

nificantly with the midparental
..'. ..

height and Inversely with the For theEdttdri~t Board,

height at onset of therapy, accord-

ing to a study by Frisch et al (Aus- ./ ~ .,-s.4" /

tria). Eight children had isolated /f ~~~

GHO. and 14 suffered from multi- .4:

pie hormone deficiencies. The du- RobertM. Blizzard ~;
ration of treatment was 6.6 :t 3 Chairm~n '
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