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Abstract

Abstract

Methylmalonic acidemia comprises a series of autosomal recessive
inherited disorders of organic acid metabolism. Primary defect lies in
methymalonyl-CoA mutase (MCM) or its cofactor, adenosyl-cobalamin.
Aim: This study aimed to assess mothers' knowledge towards care of
their children suffering from Methylmalonic acidemia. Design:
A descriptive study was used. Setting: This study was conducted at the
Specialized Genetic Outpatient Clinic at Pediatrics’ Hospital affiliated
with Ain Shams University Hospitals. Subject: A purposive sample
which included 50 mothers accompanying their children with MMA.
Tools: two tools were used; I: Interview questionnaire format to assess
the characteristics of the study subjects, mothers' knowledge about
methylmalonic acidemia, medical history of children, physical and
psychological children’s health needs and problems. Il: Mothers' total
reported practices related to care of their children suffering from
Methylmalonic acidemia. Results: This study revealed that the mean age
of studied mothers was 25 + 6.6 years and the mean age of studied
children’s was 4.8 + 2.49 years. Less than two thirds of studied mothers
had unsatisfactory knowledge about Methylmalonic acidemia; as well
more than two thirds of them had inadequate total reported practice.
Conclusion: This result concluded that, less than two thirds of studied
mothers had unsatisfactory total knowledge and more than two thirds of
them had inadequate total reported practices about methylmalonic
acidemia. There were statistical significant differences between all
mothers' characteristics and their total knowledge and total reported
practice regarding care of their children suffering from Methylmalonic
acidemia. Recommendation: Teaching programs for families having
children suffering from Methylmalonic acidemia is important to raise
their knowledge and practices about the disease, its management and
prevention of complications. Future research should be focused on the
risk health problems among children suffering from Methylmalonic
acidemia.

Keywords: Methylmalonic Academia, Knowledge, Metabolism, Dietary
Restrictions, Problems, Mothers, Children.
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