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Courses of Growth and Nutritional M anagement of
Organic Acidemia: 2 Case Reports
Ayako Y osHIDA, Mika I sHiGe-WaDA, Junichi Suzuki, Hiroshi Saito,

Tatsuhiko Urakami, Shouri TakaHAs and Hideo MuacisHivA
Department of Pediatrics, Nihon University School of Medicine

Failure-to-thrive has been described in patients with organic acidemia who are treated using a low-protein diet. We
report very different courses of growth due to dietary treatment in two cases of organic acidemia (methylmalonic aci-
demia[MMA] and propionic acidemia[PA]). Both patients showed early onset, but the durations from the first symptom
to the diagnosis and initiation of sufficient diet therapy differed. One case (MMA) exhibited metabolic acidosis and
severe hyperammonemiafor 5 days and from day 7 to 11, respectively. He was diagnosed on day 13, and was then started
on aprotein-restricted diet without essential amino acids. He currently exhibits a serious mental development delay and is
short in stature (—2.6 SD). The other case (PA) had hyperammonemiafor only 12 hours on day 7 and was diagnosed on
day 8 by neonatal tandem-mass screening. She was started on a sufficient protein-restricted diet with essential amino
acids and adequate energy immediately after diagnosis. She has shown no mental delay or failure-to-thrive (final height,
—0.3 SD). We conclude that improved growth with organic acidemia can be expected with early diagnosis and early

initiation of suitable nutrition management.

Key words. methylmalonic acidemia, propionic acidemia, organic acidemia, Failure-to-thrive, Nutritional Manage-

ment
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Fig. 10 The growth chart and nutrition management of case 1 (MMA)

[ Growth chart in body weight (A ) and height (e ) compared with normal Japanese male (A: 0—24 months, B: 0-9 years).

Total protein means natural protein of formulawith synthetic amino acid mixture except for Ile, Met, Val and Thr.

[0 Growth curves were significantly improved after provided with adequate protein and energy and started tube feeding. But

his final height was more than 2SD below.
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Fig. 20 The growth chart and nutrition management of case 2 (PA)
[ Growth chart in body weight (A ) and height (e ) compared with normal Japanese female (0—4years). Total protein means
natural protein of breast milk and/or formula with synthetic amino acid mixture except for lle, Met, Val, Thr and Gly.
0 Growth curves were improved after started tube feeding and her height was within the normal range.
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Table 10 Differences between the case 1 and the case 2

Casel Case2
Onset 7 daysold 7 daysold
Age of clinical diagnosis 13 daysold 8 daysold
NH3 at the time of onset 641 pg/dl 322 pg/dl
(duration) (5 days) (half day)
Start of dietary therapy 3 months old 15 daysold
(0-3 months:
insufficiency of
essential amino acids)
Start of tube feeding 1 years 8 months old 5 months old
Final Height —2.6 SD (9y3m) —0.3SD (3y3m)
Final weight +0.9SD (9y3m) +0.2SD (3y3m)
Physique index BMI 26.6 (9y3m) Kaup 15.9 (3y3m)
Development Walking with support. No delay
no word
Development quotient (DQ) 16.8 (3ylm) 91 (3y3m)
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