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Supplementary Material to “Homocysteine and methylmalonic acid In

Phenylketonuria patients”

Table S1 - Individual phenylalanine, methionine, homocysteine, methylmalonic acid, tyrosine,

leucine, isoleucine and valine levels in patients before and after treatment.

Metabolite PT1 (M) PT2 (F) PT3 (M) Mean +/-SD or P
Median (1Q25-75)
Pre- At- Pre- At- Pre- At- Pre- At-
treatment  treatment  treatment treatment treatment treatment treatment  treatment
(n=1) (n=2) (n=1) (n=2) (n=1) (n=2) (n=3) (n=6)
Age 4 25.5 0 445 2 22.5 2 (0-2) 27.5 0.024
(months) (20.7-
41.2)
Phe 604 199 1566 247 689 408 604 366 (80- 0.262
(nmol/L) (265- 411)
604)
Met 15.2 20.3 22.4 37.2 50.9 18.7 29.5 254(9.9) 0.671
(umol/L) (18.8)
tHcy 7.19 2.31 4.08 2.77 10.7 3.85 7.3(3.3) 29(0.8) 0.014
(umol/L)
MMA 0.23 0.11 0.76 0.12 0.16 0.17 0.22 0.27(0.11- 0.095
(umol/L) (0.16- 0.16)
0.22)
Tyr 29.9 69.4 60.9 82.9 61.5 56.5 50.7 69.6 0.212
(umol/L) (18.1) (19.9)
Leu 56.1 79.8 164.0 233.6 131.8 120.7 117.3 144.7 0.592
(umol/L) (55.3) (73.8)
lle 35.4 42.2 96.5 131.3 71.6 64.2 67.8 79.3(44.3) 0.704
(umol/L) (30.7)
Val 99.2 95.5 2714 388.8 240.7 253.1 203.7 245.8 0.656
(umol/L) (91.8) (139.8)

Reference values: Phe: <360 umol/L; Met: 13-45 umol/L (>1 month), 12-50 pmol/L (1-23 months), 14-37
umol/L (2-17yo0); tHcy: 5-15umol/L; MMA: 0.1-0.5 umol/L; Tyr:33-160 pmol/L (>1 month),24-125 umol/L
(1-23 months), 31-108 umol/L (2-17y0); Leu: 23-172 umol/L (>1 month),43-181 pmol/L (1-24 months), 65-
179 umol/L (2-17y0); lle: 12-92 pmol/L (>1 month),10-109 pmol/L (1-24 months), 33-97 umol/L (2-17yo0);
Val: 57-250 umol/L (>1 month), 84-354 umol/L (1-24 months), 130-307 umol/L (2-17yo0).
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