
The March of Dimes appearing earlier and resolving A number of new craniofacial
Clinical Genetics Conference later than they normally would. syndromes were described, but
continued from page 9 It was clear from the presenta- the classification of neural crest

tions that simple neuro- disorders is still very difficult and
cristopathies, which are associ- complex. New imaging tech-

that there are large areas of cell ated with single defects, should be niques, such as magnetic reso-
death that are programmed as distinguished from complex neu- nance imaging and stereo-
part of normal embryological de., rocristopathies, which are charac- radiophotogrammetry, are im-
velopment. These areas that are terized by structural anomalies proving our abilities to diagnose
programmed for cell death seem and/or ongoing problems, such as and describe the natural history of
to be accentuated by teratogens, dysplasia and overgrowth. already described conditions.

Special Report: 26th Annual Meeting of the European Society for Pediatric
Endocrinology (ESPE)-September 6-8, Toulouse, France
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Michael Ranke, M.D. immunologic pathogenesis have pituitary level. Dr. Wehrenberg
Deparlment of Pediatrics been discovered. Examples are also reported a remarkable finding
University of TDbingen pigmented adrenocortical mi- from his work on prenatal growth
TDbingen, West Germany cronodular dysplasia (PAMD) and control: Administration of GHRH

precocious puberty. Dr. Drex- antibody to pregnant rats results in
The presentations at the annual hage's reference to the high inci- smaller offspring.
meeting of the ESPE reflect the dence of transplacental passage Two sessions dealt with Cushing
broad spectrum of interests of of thyroid-growth-blocking anti- syndrome and neonatal hyper-
ESPE members, who come from bodies as a cause of thyroid agen- insulinism. Since both disorders
many countries, each with differ- esis (or ectopia)-a mechanism are relatively rare in childhood,
ent administrative structures and suggested many years ago by Dr. clinical experience with children
facilities for clinical and basic re- R. Blizzard-was also supported with these disorders is still limited.
search in pediatric endocrinology. by a report of GrOters et al (Berlin, A multicenter approach to stan-
The main topics of ESPE meetings West Germany). These investi- dardize modes of diagnosis and
are therefore aimed at reviewing gators found cytotoxic thyroid treatment was advocated for neo-
current developments for a autoantibodies in 32% (12 of 37) of natal hyperinsulinism, a condition
broader audience and at informing newborns with hypothyroidism. Dr. whose prognosis is essentially de-
selected audiences about recent Drexhage left his audience with termined by effective prevention of
advances in endocrin_e research. the impression that more ad- hypoglycemic states: Dr. A.
This year's plenary lectures were vanced techniques to quantitate Aynsley-Green pointed out that
devoted to pediatric aspects of autoimmune processes would glucose, diazoxide therapy, arid
endocrine autoimmunity, regula- make this field one of the most surgery are still the most important
tion of growth hormone (GH) important areas to investigate in modalities in the management of
secretion by growth-hormone- endocrinology. neonatal hyperinsulinism. Based
releasing hormone (GHRH) and Dr. W. Wehrenberg summarized on his experience in cases of dis-
somatotropin-release-inhibition hor- what is currently known about GH seminated ~-cell hyperplasia, Dr.
mone (SRIH), and the cDNA of the regulation by GHRH and SRIH. Aynsley-Green advocated a sub-
human insulin receptor and its po- Numerous clinical and experimen- total pancreatectomy (about 95%)
tential pathologic expression. tal investigations are under way in to prevent recurrences, which are

Dr. H. A. Drexhage reviewed the this area, and new data emerge observed frequently after less rad-
more conventional disorders of almost daily. Although SRIH ap- ical surgery.
endocrine autoimmunity. The pri- pears to playa dynamic role in A major segment of the meeting
mary purpose was to point out the controlling GH secretion, the pul- focused on problems related to the
contrasting effects of autoimmune satility of GH secretion does not potential of GH to improve growth
reactiOns, which may stimulate appear to be determined solely by in growth disorders other than
endocrine tissues but may also SRIH. Because a multitude ott?C- "classical" GH deficiency (GHD).
lead to their destruction. The basic tors influence GH secretion, the Rather than provide solutions to
principles of these reactions and two prominent hypothalamic hor- these problems, investigators
the methodologies used. to evalu- mones obviously cannot ~I~in presenting pa~ers attem~ted to
ate them have been derived from all the phenomena of GH secr~n put the confusion regarding GH
investigations of disorders of the that are observed in various clini- measurement into perspective.
thyroid gland. Recently, however, cal states. There are also indi- Several presentations were de-
a variety of other disorders that cations that GHRH exerts a nega- voted to GH testing and measure-
mimic classical endocrine disor- tive effect on GH secretion by ment of spontaneous GH secre-
ders but also have an auto- reducing GHRH receptors at the tion. With respect to spontaneous
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GH measurements, for example, among in~estigators is badly prevalent in various studies evaiu-
there is a diversity of blood- needed to ensure consistency in ating the treatment of precocious
sampling methods and wide vari- reporting data. Similarly, trials puberty with luteinizing-hormone-
ability in approaches to evaluation evaluating treatment of different releasing-hormone analogues.
of the data obtained by these growth disorders with GH and The next ESPE meeting will be
methods. The critical observer GHRH need to be conducted with held in Copenhagen in June, 1988.
was left with the impression that great care and more patients to It will focus on the testis and endo-
standardization of GH measure- validate results. Similar standard- crine problems associated with
ments and other parameters ization problems appear to be malignancies.

Special Report: 8th Annual Workshop on Malformation and Morphogenesis-
August 15-19, 1987, Greenville, South Carolina
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Judith G. Hall, M.D. risk for neural tube defects and strated that the supraorbital ridge
Associate Editor possibly for other congenital has a role in inducing the contour
Growth, Genetics, and Hormones anomalies. of the eyebrow. Individuals with

Excellent studies by Dr. S. Cas- aberrant supraorbital ridges will
Several reports on a variety of sidy (University of Connecticut) on have aberrant placement of the
congenital defects and inherited Prader-Willi syndrome and Dr. C. eyebrows.
syndromes in animals and hu- Morris (Phoenix, Arizona} on Wil- Dr. P. Duncan (Downstate Medi-
mans were presented at this work- Iiams syndrome provided data that cal Center, Brooklyn, New York)
shop. Dr. W. Webster (Sydney, allow much better definition of the presented an analysis of a family
Australia) reported that handling natural history of these conditions. with three generations of Russell-
the uterus of the pregnant rat dur- The studies also suggest that Silver syndrome, a condition that is
ing surgery, or for nonsurgical rea- many features thought to be part of usually nonfamilial.
sons, can lead to limb defects and the syndromes~such as obesity Reporting on Joubert syndrome,
central nervous system damage in Prader-Willi syndrome and be- Dr. D. Flannery (Medical College
compatible with vascular com- havior in Williams syndrome-can of Georgia) showed a videotape
promise. This may have clinical be modified. Long-term follow-up that visually demonstrated the
implications, although there is no of patients with Weaver syndrome functional changes that occur in
evidence that the same sort of and Robinow syndrome was dis- affected patients. These changes
anomalies are seen with manipula- cussed by their namesakes. are sometimes hard to describe,
tion of the human uterus during Several reports suggested the but recognizing them is essential
pregnancy. possibility that many disorders for an accurate diagnosis. The pat-

Dr. C. Stevens (University of with patchy areas of dysplasia tern of respiration in Joubert syn-
Utah) described a carefully done (such as the McCune-Albright and drome is quite striking, with epi-
study of the development of em- Proteus syndromes) may repre- sodic hyperpnea and abnormal
bryonic and fetal palmar and digi- sent somatic mosaicism due to eye movements. CAT scans of pa-
tal creases. Finger creases are single gene changes and chro- tients with these breathing and
well-defined by nine weeks and mosome changes. movement patterns may demon-
palmar creases by 12 weeks. Dr. K. Jones (University of Cali- strate the aplasia of the cerebellar
These observations are important fornia, San Diego) described re- vermis associated with Joubert
for timing various effects on limb search in which it was demon- syndrome.
development.

Dr. S. Clarren (University of
Washington) described a carefully
controlled experiment assessing
"binge drinking" in monkeys.
Large doses of alcohol (2.5-4.1
g/kg) given during the first week of
pregnancy (and on a weekly basis
thereafter) can have a significant
impact on the fetal development of
the monkey in terms of behavior
and cognitive developmental de-
lay measured after birth.

Dr. J. Cordero (Atlanta, Georgia) Pie"
discussed research that sug- Departgested the use of multivitamins be- .~

lore conception may reduce the i
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