2R RZY—= VI TRRINZE RF Y VMEBEFICRITS
LR 2F 5 -EORHE

BERFEZEHNEH BE FL

v R Ry Y=V FTRRBENIE 2F S MEREREFEE 2 F ¥ —EIEHRIC L Y T OFEES
BIERBELTOWSAE (B18) LERORSDOEE 2 LBE (B2#) Licaiehs, 2
BEEOREE 2 F 4V~ Y BELABNENRE RFETIEMTH 2 HAE L EM 1 BXV2 (=
RRY ) -2y P CRRBENIFE2HEENTRESRORBH), EH3 (vRR7Y—=2 7T
BRENZIBLEREH ), F1BBIUH 2 RBEOER (54), BLUERAB(74) OEF
b RF Y ¥ OBRFIEE FHBRRE L,

DEALIBLIVZOEBE AFF¥—E¥OBHpH L 25V L iixt+ 2mfEIRERE Th -7,

DEF AT S F— b Ok LE£55°CT 6 KRMET 2 L EHHBO L 2 F 4 — E 15 MR #T o
62.5+ 8.9%I, EHA1BIU2 TCREATA30.2%L 27.3% L ICERIET LI, EEE+
ESRA—FOBEEEBEEBILT, ERFVY, Yo =B B THELRCTLEML X
U2 THREFRRICKL Te 254 — ¥ EERARCRICH LTRRETH - 12,

DE/H TSR — hOBELEF£55C, 6 FEMET S L e 2+ 5§ —EIEHEE 2 BOER 3 Tik
522%17, ER 1 BLU2OHERTREINTFR611% & 46% LIz, ERHE1IRBEN I LOBHT
EENEN 41.7%, 465%, 516%ICET L. 20X HCER3, FIHBIUEML, 20EH
DEBE AFF—ENRBEEHICOVWTRERE L OMCERLZERA LD AL A- T,

PUEDERYIN R R2Y—=L P CRASNE 2RO 257V v MEBE OPIZIEM 1 B X
V2oL 5BIENE2F VL MEN~7 e RRELEREA2Y, EFe 2+ ¥ —F it L TRAIT
FERERE 2F ¥ —FIEB L 2 F OV MEREVE TN THDZ LR SR,

KB s ERT e &

ABRKEEZHARS  (UT X8

1) PUK RU'% Phe MjE

Bes# follow up FORRIIPKU S5 #l. % Phe fE 1 It 6 I TH 5, SHEENFHREE
1%L,

S6EHE NIRRT, R1 O ThoTe,
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2) ERFME

RELF Tlollow up ROBRIXI6H T, HEFRFI2E, FHEI4 A, 5> ERBEMASL case 2 hH
Tn3,

S6EEE NFHI 4 BB L Tid, FREFADOEKREZRE, FrooBRBHEITRCRE > TRERIR 17
ebfhotz, FEFOMIL, REZRETDQ, 1Q, FERCHERL.DQ, 1Q, |, CT,
HERECHBEOL W E, R2ITET LI,

3) A—FnnvFTRE

BELH follow up FOBIRIX 2 £, Wih LR &I Ketoacidosis EMEE XL, B
B TK (IR 21T, BEFEWRELR-> TS,

FEZROBRT. K.k, 200 £ IlAPyEE7 L 7 BEBIE R¥a—7 MM 258 5
iz, MSUD E2HT, 2094£H L0 OHE7 I 7 BRI A 7 IS SHRIREMRBE L,

Lirl, ST 2/ BOGIRICL W RPOGHES a — 7 MRIREDRA LBOLRARWIT L2
Lo, mPIE EACCE. o — 7 b —ABREENEE Thol, ZOFIV AR
BELEVEE, a 7 VS - B, SEE Y FBROSHAKSRBESEEAGIINED RN S, b
dihydrolipoyl dehydrogenase W RiBfE @b, RERMNPTH S,

2B OBROBENEREL CICPREIRE 3 I2FT.
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No. Sex Age Phe.Intake Serum Phe DQ/IQ Others
(mg/kg/day) (mg/dl) :

9 F 6y-6.8y 14-17 11.5-17.3 77(6y)

17 F 34m-3.8y 15-20 0.7-11.9 177(3Y)

3I M I.1y-1.9y 1I5-20 6.4-18.4

33 M I0m-22m 14-24 2.0-18.2

38 F 8m-17m 16-18 0.4-16.8 1I20(1Iy)

Hp—?* M 4m-I5m 35-46 2.7-11.5 97(6m) EEG Spike(+)

* BH+tﬁ71}'“t uf:}mf "ﬂ"'"""l{'/““‘c 3 FREBE

Table.2
No. Sex Age’ Hist.Intake Serum Hist. DQ/IQ Others
(mg/kg/dl) - (mg/dl)
I10-5 F 2.9y-3.4y 28-35 5.0-9.1 89(3y)
10-12 M 2.7y-3.0y ? 6.9-8.2 8I(2.7y) SFD
MotherIQ7I
10-26 M 23m-2.8y 36-45 3.6-7.2 58(2.5y)MotherlQ
I10-45 M 9m-13m 40-52 3.5-7.3 96(1y) Speechdelay
I10-46 M 9m-18m 18-46 5.9-14.5 91(1y) CT abnormal
Mable.3
No. Sex Age Leu.Ileu.Val.Intake Serum Leu.Ileu.Val.
(mg/kg/day) (mg/dl)
4 F 2.6y-3.3y Leu.30-38 Leu.0.6-3.6
Ileu.25-29 Ileu.0.2-1.6
Val.35-37 Val.1.9-3.7
(% K )M 207d4-2254 Leu. 0-50 Leu.0.43-8.95
T Ileu. 0-29 Ileu.0.23-3.70
Val. 0-30 val.0.20-7.7
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