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P-056 - BODY COMPOSITION OF MEXICAN PEDIATRIC PATIENTS WITH LYSOSOMAL ACID
LIPASE DEFICIENCY.

Reyes-Apodaca M, Consuelo-Sánchez A, Vázquez R, Delgado I, Acosta P, López D, Almiray AL

Hospital Infantil de México Federico Gómez. Ciudad de México, México.

OBJECTIVES AND STUDY: To describe body composition (BC) measured by densitometry (DEXA) in
pediatric patients with lysosomal acid lipase deficiency (D-LAL). Cross-sectional study.MATERIALS AND
METHODS: DXA was performed, lean and fat mass indexes (LMI, FMI) were estimated, data were
interpreted with reference parameters for the Mexican population. The anthropometric evaluation consist
of weight, height, mid-upper arm circumference (MUAC) and tricipital skinfold (TSF) and arm fat area
(AFA) and arm muscle area (AMA) were estimated. Data were interpreted with percentiles (p) and z
scores with the CDC reference values. RESULTS: We included 10 patients with a confirmed molecular
diagnosis of D-LAL, 5 females and 5 males, median age 14 years (6y-18y). At the time of evaluation, all
patients had at least two years of replacement therapy with sebelipase alfa. Five patients with short
stature were identified. By BMI, 1 patient was identified as overweight and 1 with malnutrition. With
MUAC 3 patients with malnutrition were identified. When estimating the arm muscle area, 1 patient
below p5 was identified, in contrast, the LMI by DXA identified 7 patients below < p.5. It was observed
that TSF, AFA and FMI by DXA within the same percentile intervals, identifying 2 patients with FMI above
the p90 by DXA, while by anthropometry one of them. CONCLUSION: This study is the first to describe
the body composition of pediatric patients with D-LAL measured by DXA compared to anthropometric
assessment. Sarcopenia in chronic liver disease patients has been underestimated; this work shows how
patients identified through BMI as normal can have a significant decrease in muscle mass and that the
MUAC measurement is not always sufficient to identify this depletion. Finally, to complete the diagnosis
of sarcopenia it would be necessary to extend its study with strategies for the evaluation of muscle
strength in pediatric patients.
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