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Abstraet

Abstract

Branched-chain Keto-aciduria (BCKA) known as Maple Syrup Urine
Disease (MSUD) is an aminoacidpathy due to an enzyme defect in the
catabolic pathway of the branched-chain amino acids leucine, isoleucine,
and valine. This defect leads to particularly toxic to the central nervous
system. Aim: This study aims to assess mothers care for children having
BCKA, through assess the mother's knowledge and self-reported practices
toward caring for their children with BCKA. Design: A descriptive study.
Sampling: A purposive sample which included 100 mothers
accompanying their children with BCKA. Setting: This study was
conducted at Specialized Genetic Outpatient Clinic at Children’s Hospital
affiliated to Ain Shams University Hospital. Tools: Tool I: A structure
interview questionnaire format to assess characteristics of the study
children and their mothers, medical history of children with BCKA,
physical and psychological children’s health needs and problems, mother's
knowledge about BCKA. Tool II: Mothers self-reported practices related
to care of their children with BCKA. Tool I11: Medical records. Results:
This study revealed that the mean age of studied children’s was 3.82 +
2.97 years and the mean age of studied mothers was 33.8 £ 1.35 years.
Meanwhile about three quarters of studied mothers had unsatisfactory
knowledge about BCKA, as well more than two thirds of them had poor
total reported practice. The highest total knowledge and total self reported
practices mean score are for mother whose young age, high education and
living in urban area. Conclusion: This result concluded that majority of
mothers had unsatisfactory total knowledge and poor total self-reported
practices about branched-chain keto-aciduria. There were highly
significant relation between the mother’s characteristics and their care for
children suffering from BCKA. Recommendation: Teaching program for
families having children with BCKA is important to raise their knowledge
about the disease, its management and prevention of complications. Future
research should be focused on measuring the prevalence of BCKA in
Egypt and investigating the risk health problems among mothers of
children with BCKA.

Keywords: Branched Chain Keto-Aciduria, Maple syrup urine disease,
Problems, Mothers, Children, Care, Amino acids.
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