WILLIAMS AND DOWN SYNDROMES: BRAIN ANATOMY

The morphological features of the cerebral hemispheres of nine
subjects with Williams syndrome (WS) and six with Down syndrome (DS) have
been compared using MRIs at the University of California at San Diego, La
Jolla, CA. Ages ranged from 10 to 20 years (mean, 15 years). Total cerebral gray
matter and total cerebral volume were reduced in both retarded groups when
compared to normal controls. Regional analysis of gray matter showed
significant differences between WS and DS: frontal cortex and limbic
structures of the temporal lobe are disproportionately reduced while the
thalamus, putamen, and globus pallidus are normal in volume in DS. Frontal
and temporal limbic structures are relatively preserved in WS. (Jernigan TL,
Hesselink JR et al. Cerebral morphological distinctions between Williams and
Down syndromes. Arch Neurol Feb 1993; 50: 186-191). (Reprints: Dr Jernigan,
Department of Psychiatry, 0631P, University of California at San Diego, 9500 Gilman Dr,
La Jolla, CA 92093).

COMMENT. Previous studies in this laboratory showed cerebellar
changes in these syndromes: total cerebellar size was reduced in DS and
normal in WS. Regional analysis of the cerebellum of WS subjects
showed a small vermis and enlarged hemispheres. The relative sparing
of frontal and cerebellar structures in WS may explain the relative
fluency of speech in subjects with this syndrome. Poor development of
cerebellar, limbic, and frontal structures in subjects with DS correlate
with their language and social-affective disabilities.

A relationship between Down syndrome and Lewy bodies, a major
neuropathological feature of Parkinson's disease, is reported in two
middle-aged patients examined at the Department of Neuropathology,
Newcastle-upon-Tyne, UK (Raghavan R et al. Detection of Lewy bodies
in trisomy 21 (Down's syndrome). Can | Neurol Sci Feb 1993; 20: 48-51).
The substantia nigra was normal in size while the locus coeruleus was
small. Alzheimer-type pathology was also present. An etiological
connection between Parkinson's and Alzheimer's diseases and trisomy
21 was suggested.

POSTERIOR FOSSA MRI IN RETARDED AUTISTIC CHILDREN
Morphological evidence of brain stem but not cerebellar involvement
in 12 autistic retarded children is reported from the University of Tokushima
School of Medicine, Japan. Midsagittal MRIs showed that the brain stem was
significantly smaller in the autistic group compared to 14 controls but not
compared to 15 non-autistic retarded children, all groups of mean age 7 years
(range, 5-10 years). The cerebellar vermis was not different among the three
groups. The ratio of the midbrain to posterior fossa area was significantly
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smaller only in autistic patients. (Hashimoto T et al. Magnetic resonance
imaging of the brain structures in the posterior fossa in retarded autistic
children. Acta Paediatr Dec 1992; 81: 1030-4). (Respond: T Hashimoto MD, Department
of Pediatrics, University of Tokushima School of Medicine, 18-15 Kuramoto-cho 3,
Tokushima 770, Japan).

COMMENT. The authors suggest that in autism a specific brain stem
lesion may be masked by a lesion of mental retardation. Further
examination of autistic children with a normal IQ is planned.

FRAGILE X FEMALES AND PSYCHIATRIC DISORDERS

Psychiatric and developmental difficulties in 17 young females with the
fragile X mutation were compared with a non-fragile X female group in a
controlled study reported from the Department of Psychiatry, Division of Child
and Adolescent Psychiatry, The Johns Hopkins University School of Medicine
and the Kennedy Institute, Baltimore, MD. Fragile X females showed a greater
frequency of avoidant, mood, and stereotypy/habit disorders than controls.
They were more withdrawn and depressed and showed greater deficits in
interpersonal socialization skills. The frequency of ADHD was not increased.
Seven of the subjects in each group had IQs below 70. Size of DNA insertion
was correlated with 1Q, attention problems, and anxiety/withdrawal symptoms.
(Freund LS, Reiss AL, Abrams MT. Psychiatric disorders associated with fragile
X in the young female. Pediatrics Feb 1993; 91: 321-329). (Reprints: Dr LS Freund,
Behavioral Genetics Ctr, 550 N Broadway, Rm 507, Baltimore, MD 21205).

COMMENT. Contrary to previous reports, the fragile X females did not
show a greater frequency of ADHD or undifferentiated attention deficit.
The authors comment that the control group may have been biased for
attention problems. Similar to other studies, 35% of fragile X females
exhibited repetitive behaviors, compared to none of the controls. The
absence of retardation among fragile X females does not protect from
psychiatric and social difficulties. Sisters of fragile X males should be
tested genetically by DNA analysis to provide early diagnosis and allow
therapeutic intervention.

ENVIRONMENTAL TOXIC DISORDERS

PRENATAL PCB EXPOSURE AND COGNITIVE DEVELOPMENT

1Q scores of 118 Taiwanese children who had been exposed prenatally to
high levels of heat-degraded polychlorinated phenyls (PCBs) in contaminated
rice oil and compared with controls are reported from the National Cheng
Kung University Medical College, Tainan, Taiwan, and the National Institute of
Environmental Health Sciences, Research Triangle Park, North Carolina.
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