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RETROSPECTIVE STUDY
OF
BRACHMANN-DE LANGE SYNDROME
IN SIRIRAJ HOSPITAL
DURING 1986 — 1996

Pichet Laouthaiwatthana

The project was a retrospective study of Brachmann-de Lange or Cornelia de Lange
syndrome in Department of Pediatrics at Siriraj Hospital during December 1987 - December
1997. There were total of 10 patients.

The objectives for this study were to study families with Brachmann-de Lange
syndrome , parental age at which patients were first seen, natural history , age and symptom
that bring the patient to the hospital, clinical phenotypes , investigation of the diseases and the
genetic counseling.

Most patients were in Bangkok. Mean paternal and maternal age were in 26 years to
30 years. The majority is the first child in the families. Mean birth weight was 2130 grams.
No significant differences between both sexes. The ratio was 1.5:1. Most patients came with
facial abnormalities and was diagnosed in neonatal period. The clinical phenotypes found in
all patients were synophrys and microbrachycephaly. All of them did not have chromosomal
abnormalities. One patient died from sepsis in the hospital. Genetic counseling was given to

all patients .





