
with a small Y had small teeth and the same HY Ag that is identified tain instances. The existence of
petite bones. Stature was un- by the other two assays. The con- 46,XY individuals with female phe-
affected. The development of go- clusion was that the nomenclature notype or ambiguity as part of the

t nadoblastoma in those patients regarding HY antigens is totally gonado-palato-cardiac syndrome
with Turner syndrome who have a inadequate. The result is that we supports this concept. The go-
partial Y chromosome(s) could re- are often talking about different nads in persons with this syn-
suit from a normal Y gene that con- things when we discuss Hy Ag. drome have been variously re-
tinues to function in the absence of Dr. C. Lau (University of Cali- ported to be streaks, ovaries, and
normal testicular tissue. It could fornia, San Francisco) extended testes.
also be caused by a defective the discussion, stating that the se- Primary amenorrhea resulting
gene on the Y chromosome, or it rological HY Ag in humans is a from deletions of the short arm and
might be secondary to tissue glycoprotein of 185 amino ~cids; it from small deletions of Xq
disorganization. is found in both males and fe- 11.2-11.4 was also reported. Oe-

Dr. S. Ohno (Loma Linda, Cali- males. The gene is not localized on letions at Xq 13 may be associated
fornia) led a discussion about ho- the Y chromosome but on chro- with secondary amenorrhea. A
mologies between the testis and mosome 6. The Hy Ag gene identi- gene or genes in that region would
the ovary. Spermatogonia are ho- fied by the other two assays is appear to be associated with
mologous with oogonia, Sertoli located on the Y chromosome. ovarian maintenance and thus
cells with granulosa cells, and Ley- Dr. J.L. Simpson (Memphis, prevent premature menopause.
dig cells with thecal cells. He then Tennessee) postulated that (1) the Individuals with deletions between
described a species of fish whose X and Y chromosomes are not sole- or including Xq 21-25 have mini-
gonads can change from ovary to Iy responsible for gonadal differ- mal abnormalities (although they
testis during adulthood. There is entiation; (2) X and Y determining are not necessarily normal) and
always one male in the school of factors are solely regulatory; (3) frequently have secondary
fish. If the male dies or disappears, the structural loci for gonads are amenorrhea.
the dominant female becomes the on autosomes; and (4) X and Y Dr. Judith Hall (University of Brit-
male for the school by differ- gonadal determining genes are ish Columbia) said that many of the
entiation of the ovary into a testis. identical and the different effects phenotypic defects observed in

The HY antigen (HY Ag) was result because of a dosage effect Turner syndrome may be second-
discussed by several symposium produced by X inactivation in the ary to intrauterine lymphedema
participants. Three assays for Hy female. The latter postulate would and pressure phenomena re-~ 
Ag exist: (1) transplant rejection, be theoretically possible and con- suiting from this edema. Even co-
(2) cell mediated cytoxicity, and sistent, in part, with the concepts arctation of the aorta could be
(3) serological. The latter assay presented by Dr. Page. For exam- secondary to this phenomenon.
employs a male-specific poly- pie, the female would have half the She states that the dysmorphology
peptide antigen, 18-20 0 in size, gene dosage for TOF as the male in Noonan's syndrome might be
that is present in body fluids and since one X is inactivated. related to intrauterine Iymph-
expressed in Sertoli and Leydig Dr. Simpson reported that more edema. This concept, if true,
cells. Dr. Page tried to clarify the than 12 45,XO patients have be- would make it unproductive to look
issues: HY Ag was initially defined come pregnant. He emphasized for specific genes responsible for
as a transplantation-rejection anti- that oocytes can develop in testic- each phenotypic feature.
gen. T-cell assays recognize ular tissue, and gonadal stroma The data presented during this
transplant Ag. There is no evi- may therefore playa role in go- session add greatly to our under-
dence that the serological Ag is nadal differentiation, at least in cer- standing of Turner syndrome.

Special Report: The March of Dimes Clinical Genetics Conference-
July 19-22, 1987, Minneapolis, Minnesota
~~~~~~~~~~~--- Judith G. Hall, M.D. actions than neural crest cells in segmental areas within the cranial

Associate Editor the trunk. region. The neural crest cells pro-
Growth, Genetics, and Hormones A number of new experimental vide muscle and bone, as well as

techniques permit identification of endothelial cells for angiogenesis,
The theme of this conference was neural crest cells and observation in the cranial area. In the trunk,
"disorders of the neural crest and of their migratory patterns in ex- neural crest cells playa role pri-
craniofacial skeleton." Thus, neu- peri mental animals. In the cra- marily in pigmentation and in de-
ral crest development and the niofacial area, neural crest cells or velopment of the autonomic ner-
possible effects of teratogens ectomesenchymal tissue separate vous system.
upon it were reviewed. Clearly, from the neural tube laterally and Utilization of a Nile blue stain to~ 
neural crest cells in the cranial migrate within the mesoderm to ~dicate areas of necrosis in an
area are more diversified in their form somitomeres, which are embryo permits the suggestion

continued on page 10
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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

"""--,~""""",'.'.'.'.~, , co., ~-"'-~--~-~~-

Michael Ranke, M.D. immunologic pathogenesis have pituitary level. Dr. Wehrenberg
Department of Pediatrics been discovered. Examples are also reported a remarkable finding
University of Tilbingen pigmented adrenocortical mi- from his work on prenatal growth
Tilbingen, 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 Graters 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, and
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 of{flC- "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 ~Iain presenting papers attempted to
ate them have been derived from all the phenomena of GH secret(on 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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