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Fig. 1. Propionate and methylmalonate metabolism in propionic and methylmalonic acidemias®.
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Table 1. Recommended Daily Nutrient Intakes for Infants, Children, and Adults with Propionic or Methyl-

malonic - Acidemia

age Isoleucine Methionine Threonine Valine Protein Energy Fluid

g (mg/kg) (mg/kg) (mg/kg) (mg/kg) (g/kg) (kcal/kg) (ml/kg)
infants

0-3mo 70-120 20-50 50-135 65-15 35-3.0 (130)95-145 125-200
3-6mo 60-100 15-45 50-100 60-90 35-3.0 (125)95-145 130-160
6-9mo 50-90 10-40 40-75 35-75 3.0-25 (120)80-135 125-145
9-12mo 40-80 10-30 20-40 30-60 3.0-25 (115)80-135 120-135

(mg/d) (mg/d) (mg/d) (mg/d) (g/d) (kcal/d) (ml/d)

children

1-4yr 485-735 180-390 415-600 550-830 >30.0 (1300)900-1800 900-1800
4-Tyr 630-960 255-510 540-780 720-1080 >35.0 (1700)1300-2300 1300-2300
7-11lyr 715-1090  290-580 610-885 815-1225 >40.0 (2400)1650-3300 1650-3300
women

11-15yr 965-1470  390-780 830-1195 1105-1655 >55.0 (2200)1500-3000 1500-3000
15-19yr 965-1470  275-780 830-1195 1105-1655 >55.0 (2100)1200-3000 1200-3000
>19yr 925-1410  265-750 790-1145 790-1585 =50.0 (2100)1400-2500 1400-2500
men .

11-15yr 540-765 290-765 810-1170 1080-1515 >50.0 (2700)2000-3700  2000-3700
15-19yr 670-950 475-950 1010-1455 1345-2015 =65.0 (2800)2100-3900 ~ 2100-3900
>19yr 1175-1190  475-950 1010-1455 1345-2015 >65.0 (2900)2000-3300  2000-3300
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Table 2. Special formula for Propionic or Methylmalonic Acidemia(per 100 g)

formula ILE(mg) MET(mg) THR(mg) VAL(mg) Protein(g) Energy(kcal)
Propimex-1 120 - 100 - 15 480
MPA formula 120 - 100 - 15 458
Similac 536 271 553 570 10.56 513
W HiQ 770 340 700 820 12.2 516

Table 3. Food Exchange list*?

ILE MET THR VAL Protein Energy
(mg) (mg) (mg) (mg) (g (kcal)

Food list per serving

FHT % 10 2 3H 07 30

A% 13 g, 7R 28 g, 27 45 g, EFH 0|2 10 g,

Mg 1l g 4% 9g 29 9g WIHF 9g SFF 8¢

Pl i 5 2 5 5 0.1 30 ®WE9g v 9g wlRWRER T g

I}ad+ 10 5 10 15 05 5 @i 8g ZF15g 97 52g vy 31 g, i 100 g,
Abs} 188 g, FuF 88 g, &S] B g, 7191 29 g, = 125¢

AT 15 5 15 20 05 10

I 48 g A 49 g F 110 g viF 67 g, AlEA 1l g,

Ful3 43 g, T R g AZ b g 20 P g, I HE8 g,
EnlE 36 g $olHA 11 g, Mol 14g A2 g Y9 3 ¢g

22123 g A8 0¢g 4F 3¢

N 61 76 132 193 33 62 HESH10g 7HEN=15¢
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Table 4.

Amount(g) ILE(mg) MET(mg) THR(mg) VAL(mg) Protein(g) Energy(kcal)
W iQ 24 185 82 168 197 29 124
MPA formula 58 70 - 58 - 8.7 266
Protein-free formula 8 - - - - - 41
& ¥o] 530ml 5t} 255 82 226 197 11.6 431
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Isoleucine 77 X 33 = 254mg
Methionine 25 X 3.3 = 83mg
Threonine 70 X 3.3 = 231mg
Valine 60 X 3.3 = 198mg
Protein 35 X 33 = 116¢g
Energy 130 X 3.3 = 429kcal
Fluid 160 X 3.3 = 528ml

A2 W Hal: 4D A AFE 3.25 kg(<3per-
centile), A%, ¥$ =F 3 percentile "]TtolYtt &
FEFTS HFFoz A olaRojAl APFoew

B, SIFAE IR FTE Hol, o]F U

#st E5EHE Table 49 2o Asgon, &%
[}

, AR 3AHD AFF BN 159 F F
LA 2 F A HE A 42 kgoe 2 AF F
712 Byt

4 =

Aol 238 2ol goz Ff HAAd
H, fH4 dAl A% FdIRE] =% 1 7=t
AR Zojtt. Z2u2AddF ) WALENEZTY HE
I AHE £ UslelM FF A=, o}F7kx] 4
Atg el oidt AEst del g A gol AEH
Arragiog dqFo) F2 g 9FE F= A7t gl
o el AHE Aaleyde ¥HZHQ protocolol] £
g Aola Al =3 BHEF wbgelA AA Rojux
%E dejth. zEy £ Az goletx AL
9 g, HE4E 5L EF B welxd FA3
datd gt gasy, #E BN FF
g7t olojAokgt wiFAG AAE AT = &
ojt), QAN gtoz @e AES oinxit T T
A& AEF BN AREHE AEFY AT o
EAAES s Fod, AAAEE e 9
A o}, BEAA E E80] @ Aotk

R=%
[<)

o2 02 o W o X

does

1) &8 MS/MSE °]&3 Ao} 2=aY. dig #
A4 dAFES 8431 2001;1:38-46.

2) Russell C. Nutrition Support Protocols. 3rd ed.:
The Ross Metabolic Formula System, 1997:245-
276.

3) o]&FX. wWALENEZ A13] HIF FAA dARAS

&3] FPstenls); 2000d 59 119; AL Mg O
g A4 oA S §3), 2000:4-9.

4) AFF. AEAHEER. 6th ed: ¥EIEH &G A
T2, 2001;2:100-87.

_49_



