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B~ ME(E EFHEHRE - BRKFZ2E - AiAG T 5V G HR
EREEd - BERESER PR EE M EECEESRET -

() AR AR SN E — s - HATC R HA SIER e LRy
F2HEOMEBRAH - BT a Eﬁ@ﬁi“%ﬂ@(Branch-chain a-
ketoacid dehydrogenase)iitZ Fyit BHRAESE FRIE(MSUD)Z 4h -
ftt PO R A IR AU R AR IR B DU ﬂiﬁ‘f%ﬁ
Si157d 12 e P AN PAN DR SR 1 N i
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methylglutaric aciduria) 5y B i1 F IR {3 22 O DO R Rz 2 ik
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t ~ B4R AR E EIRERE

(—) PIARY VAR R H]
1. BIFFE TI6HE - NEEFR2EME LR A BlS -
2. 15 HaHd M R R R AR B B PRV R A R Y &
(=) BV A BEMRE R B
1. BTt TERE R M O G RRAVE R R - BN R e AT
H120-150 A > FLE RN THEES0-1008F » BAREA
TREE40-50KF » e TEERIKS - ZRSBHEERER
) -
(1) R#HE NGRS b - AIRSOIAR ~ i ~ BB E - 5

AREGAS & bt R -

QLB B E R A ATER A B R (A 52 R Ry
¥y > A (L-carnitine, 100-300 mg/kg ) » FIH &
(Glycine, 150-300 mg/kg) °

O LA IR 3 B A8 b U B k2 £ (central line) AT {5 FH i
o ) A R VA VR~ M R IR P e BE R VS VR~ TR (L -
carnitine, 100-300 mg/kg) ~ H&Z® (Glycine, 150-300
mg/kg) °

@75 DUBF IR 1 B #8308 532 B %2 7€ (peripheral line) @ A f
LR EFEAI - AL EEFRIE TR - AR (L-
carnitine, 100-300 mg/kg) ~ H&® (Glycine, 150-300
mg/kg)

2. IR B R R (A AR A IE 5 #EE (50 £ mol/L) © AT
7o MR R R AR FEACIR/ NSRS - IR ERAYH 7 AT

Disorder of Leucine Catabolism BERTRYEE
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FH & s 52 Sl ik - iR B8 B AN T — i B2 S b B E R
Yy o ZEEEA AT — Ay B E ) -
(=) BRI ERIREERE A

1. TR B IMREE T ©

2 ELTIMIRENT 22 36-40/NEF » ATAG T & H G IR & 8 B
REERSERE -

3B S S ER AR - /5T 10 %A & FE N L#F£100-300
mg/kg[AZ i (carnitine) ~ 150-300mg/kg H 1% 1% (glycine) 1Y EH Ik

5
(1) A HMGHEREFA ZLRER(HMG-CoA lyase)fk 2 it A BUERS
TH &R )

(2) ER N B A E S ERY > 2-3 R AT I A SRR &
BB AA LY > Liposyn IT) » EENR A THHSHEIR

(3) ¥R HMGEREFA Z#EER(HMG-CoA lyase)fk Z fiEf B
FEs ALY FE( G RE PR HEAY20-25% -

4. B MR R B I AR R AR PR (50 e mol/L) » RHFCEINE

W E B B E AR R

(1) FE2HAGREREERE -

(2) FACAR/ IR » A REER R 7T AT A S B B2 5L ks
R SR e I AT — i B2 e ARy BE RE B ) EXEEECR AT
FH— e A= 17y E [ i ) -

Disorder of feucine Catabolisn BERTAYEE
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N~ REIZEBREZREERA

(—) IAE o o e B e e A

1. BELUE BHY G 0HE, - B 2-4/ NEFAY I G 3 e P Ve s A
#£50-100 ¢ mol/L (0.66-1.31mg/dl) ; #5 DU HIHNEHIE - H
M R P AR R 1R 2-4 mgy/dl

2. BLLE BRI ME - BR2-4/ NI H IR e FEHE
7£200-400 (2 mol/L (1.5-3.0 mg/dl) °

3EERERIE L N —EH IR 2-4/ N ERRT > &
i e B (37 B B B = M A O LA A RS S B 1 IE S (E R o DU
FAER BRG] -

(D) &R FrHEEERENTEESHE

1. P IE R B EEELIER - BIfEAE IEF G EAE R N ]
Ae#8 4B E I [EE (osteopenia) ©

2. FEEAGHERFEAG - ERFIANIES £ REE IR S
JES =G ERE -

3. HERFIE R IS Bk S
(1) 8 S HSEST MR E R 2 R -
(2) B HIZHMGHEEA ZL#EF(HMG-CoA lyase)it 2 fEAY HE

BB R IR ERAIRRE -

4. HERFIMR AR IMAT S ~ HIMER DR /MR TEH -

5. HERFINL P IEH R R -

6. & T 10117 o 79 Vi 746 B PR 55 i (carnitine ) 2 KA HR30 1
mol/L °

7. AERFPRE A BRI R IR E R E A

Disorder of Leucine Catabolism BERTRYEE
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8. E MR A BRI L5 I R RRER IR L nT RE G
R IEHAE -
(=) LR A R B S IR AR R

TR - EER TR R RRE -
N~ BARALIRRA

K6 T B IR T B T MR LV T ) 5 B A B2 (carnitine ) 2 FE KA SE A
30  mol/L > KZEIE NIk EFE100-300Z 55/ 8 T/K

+  SAmRZ AR

(—) MR R R R
1. W80 ERE 2 LUE R 7 e - BRI AR ER
EHAKRIEGHFREZS -
2. Frif
(1) IfiL Fr 8 B2 8 37 (Tandem Mass) fgdr © £HE 2 HHER M A
FHE— R EF—BRLART
Q) EREENTE  B2OEEATHE—X -
3. TREEZATRE
(1) ZOSAE AN ML H L R -
OHEM25% FR T AEERRT R - HEFF3R » RERERG MR
HIZBRARE -
@A AN FATS (B AS ] ML Y = R BRIy - B By
AR EFIRE R AR R HE -

Disorder of feucine Catabolisn BERTAYEE
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(2) A0SR AR A I RZ IR (A4 50 1 mol/LE0.66mg/dLE:
OB IERLS-10%HI 5 i & » W =REFHE IR+ E
MEERHIIRIE ©
@ANFE A MR B ER AR B (s K - B Lol
B EBIRE EIR A R L #E -
(3) AR I A ML Y HIZ R =1L 100 12 mol/LEY 1.3 1mg/dLI:
OFE I IZFLS-10%HI5E i & » W =RE IR+ E
MR -
OUIESTEPNIIRE GRS 4 SN LS I=I- e - Mt OF7
B EF KR E AR IEH #EE -
(=) IR R L
1. B R RIMIE(sovaleric Acidemia):
BRI R4 - F R E H FHE A HEER-TVA
IVG ~ 3-OHIVA—R » FAERIFAI2-3RFHE—K -
2. 3-FEL J\ S B 55 H ML BR PR JE (3-methylcrotonylglycinuria)
B EE R RN > SRS H RS AR 3-
OHIVAE#3-Methylcrotonylglycine—2X » #5425 B HI[2-3 K 3 (%
_A;k °
3. 3-FREL AR R PRIE (3-methylglutaconic Aciduria)
B EE R RN > SRS H RS- 3-
OHIVA ~ 3-Methylglutaconic acidf3-Methylglutaric acid—X >
FASRRERI2-3 R EE—K -
4, 3FREL3 FHEL I R IME (3-hydroxyl-3-methylglutaric aciduria)
B EE R RN > SRS H RS ER- 3-
OHIVA -~ 3-Methylglutaconic acid * 3-Methylglutaric acid&d3-

Disorder of Leucine Catabolism BEERAYEE
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hydroxyl-3-methylglutaric acid—K > # A JEFFAI2-3 K FF{t—
',j"\ o
(=) EHERE
L—pkHl > B={EAFFEME+FHEH (albumin) B2
transthyretin ( Bsomatomedion-C ) HJEE » 2% AR
fli—& -
2WMBMBE T HEH(albumin)& /Etransthyretin ( &
somatomedion-C ) HIJREERFATTHE(E:
(1) Bhn10%m FEAE - —@EH & EH S MR HEH
(albumin)Z¢ Ztransthyretin R E -
(2) ANER MK 5 H & H (albumin) 8¢ E transthyretin Y& FE 1A =
BRI B AP B A B RIEEOEH #E -
(79) A EE AR
1. 5 2 SIEVA IV A i R A R+ L B IO AR R HA30 1
mol/L » Z B ={E HFHHE—X -
2. QTSR LW HH A 75t ) Y FEE AR A 30 2 mol/L > B NIS-10% Y 75
& R—E2EURNEHEREBIRE -
3R IMARFEATRE DR E 2 ENERE - EE AP R E
FPRAZ 2 TEH #a B -
(11) SR TE
1. 3P ML R #8088 H (ferritin) R FE
(1) 7E556 ~ 9 ~ 128 HHFEFE - 2 BB/ H 7 G —X -
(2) AN 8545 F (ferritin) I FE (K ARTHE:
O HH S BIAN B3 i #8 (ferrous sulfate) > HF/N T BEEHHT4ZE
SEPRHIRE o

Disorder of feucine Catabolisn BEEMAYEE
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OB g T &tk o {7 & 3l I s E R

FE o
O 1 1l 7T 8B LB MM R P Y 8 B R R E I
o

2. 2 B 8 )
(BRI ERES6 ~ 9 ~ 121 A K& M AL 3%
(hemoglobin)Ei [Tl Bk 75 f& (hematocrit) °
(2) BN BB REELFFHE—X -
ON) AERARDL
1. BiE ki
(1) —EkaiE—E A E—X > BPUEETE = HiE—X
ZERAERRE—R » BB —RAVRS A sk A Rl
Sz
(2) AR B S EREE TR 10E901EH H 43 FLE R -
2. IR B S e E AR TR H i
(1) ¥4hn5-10%E A EHEEERENE - —(EHRES SE

K -
(2) AT 5 P b3 B BT 6 %

A o

() BREE(

R EIV B T — T DARTA PR S R ETIRL

— REEREEZ BT

(—) MERFIMAE S HB% R (Leucine ° Leu) I H B%Z R (Glycine > Gly)1EH &
):g o
(D) MERFIER AR - #E K EFEEINE - [
1. #E 7 RIFE8#E - B0 5 E 2 -
2. BYGEIAMERF IEF A RHEE » R EBMEREE N 55
E o
3. MEFFIEH AR EIRRE » Ee iR R RE DA IR A LIEF -
4. MEFFPRVE FIEH AR - BE MR A SRR E/EE
HHEIE o (HREPEERIRER RS -
5. BGikveEz -
(=) VIS REE T BRI R F 181G -

Disorder of Leucine Catabolism BEEMRYEE
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(—) B
L EEERENGK  THEVTERS  KNitE o HEE
W - ZMSEPHOEROTFTEEHERE > GREREE
RN BERIEEME - EEHE—LERENS - BERY
ARDEFE A ANE > B H LR A 258 (L-Carnitine) 1Y i I &
ZEME °
2. HlER g H RIS - 2% (-1
3. AT TE H g I I A% o 5 B R (EL A R VR PP B B IR R DUE
AR -
4. 35 FIEFR IR BB - S ER B > ROl ~ g ~ %
5 BRGE ~ IR - R -
(&) EHENEAEERENE - FBEE - 1A - WEREMARTAE
(FFAR%E—1-

= EERBEEATHRE

(—) 5
1 FEEF RPNk -
2. FOEF RAPENR A ©
3. BEFRININEIRMZ TG -
(Z) Hh5EH -

| FEERREBYIIRZ T -
2. BEF REFERMIERZTTE
3. HBhgh 5L L AR -
(=) B
| FeEEE P mB A R R’Y) -
2. BCE R E A -
3. HEREHC R H CIEEZEPRR) -
4. HEIEHE UL -
(M) FOFH
1. FCERERYIAIR T -
2. ZCERE MM H CHEMRY) -
3. BeEBE (T H CIFER AT

M~ BRREE

(—) YR HER6-8K - TE4-6fE 7 KK - AIBHARINEI R » bE
REHIEEn - FERIR MBI INEG N - AHAH > R — 2R R
Tk I BB IR YD - DINERr H BRI B IR B AR IR
TEREN -

(Z) PEBFRAAEH 734-65 K -

(=) FJGIIILAT - FE#ETI =R R © (ZEREHE)

(M) e reisat EEER: - EREMAENENE -

(Ir) FTEE R A REAREY E IR -

() IR E R BRFC sk - MECRREENT > ZEEACRE - IREHE B
HEAG T -
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(HBlI—
W #e 2l B IERR U B B E > BEA ST Z = AR
225
| Ef#RE [(Z2RE-]

HiEiE 80 ZEia/AT X 45487 = 360 =i
EHE  35AFAT X 4SAT = 1584
B 120 KRR/AT X 4587 = 540 KF
KE 150 ZF/AT X 458 = 675 =TI
2. 8EEET [2RET - =]
5k & % =i EHE BE
(Z%) (R%) (KB
FRR Iy * 10 K 0 12.0 380
25T 8 Nk 368 3.6 160
=FH/NGT 368 15.6 540

*REF RN - FERIRIR AN RER T2 Re T e - RRET-REREIIZK60Z T - /N
RETHERENZK30ZT « BRI (I-Valex-1)EEREHIS/A T -
x FFR A5 DL Abbott” I-Valex- 1 B {3l
(1=
THRAE - REOERAHEE - BEHBLT  BE137457
1. EEFHE
(1) BEE > 1Tk (2EHEE - KE6-155B 4 KR E)
HEEL 33/ T (75 percentile)

B 5137043 (>50 percentile)
=RE ERH  FHHEEE - EHE - OERE
2. REAEEENE [2RE—]
H &R 785 ER/K
EHE 40 A%
BE 2150 K
3EERET [Z2RE Y]

BEYtEE nE*x  HE® HHE BE
(Z%) (A58) (k)
FeR Ik 14K 0 28 378
TUERESH 233(1.5WER) 690 9.2 414
i 3 45 1.2 30
TRERHH 2473 30 0.8 120
HIE2E 6 ek 30 270
KEAEY - 930
H&ET 795 39.2 2142

Disorder of Leucine Catabolism =30
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T AN > GBI IR IR K WE T 2 LT R ME - Kb TRk 60Z T > /)N
RETEREINKI0ZT - FRRIIKD (1-Valex-2) BREHT6.5 258 © FEIEARSE L2002

T o

* FRRIH) LLAbbottZ (I-Valex-2) B 3] -

Disorder of feucine Catabolisn
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[£— ] BEERBERCSHARERE

[RZ ] BEERBEERE R APMELE KR

G BER
H R HHE BE KE
E5/AT) (BR/AF) (KRR (BIWART)
%E_
0-3 {fAH 80-150 3.5-3.0 120(145-95) 160-125
3-<6fEHF  70-140 3.5-3.0 115(145-95) 160-130
6-<9fEHH  60-130 3.0-2.5 110(135-80) 145-125
9-<12{H  50-120 3.0-2.5 105(135-80) 135-120
BE (ZERK)  (AF/R) (RFR/K) (Z5/K)
1-<4 & 500-900 =30  1300(900-1800)  900-1800
4-<7 & 600-900 =35 1700(1300-2300)  1300-2300
7-<11%  700-900 =40  2400(1650-3300)  1650-3300
z
11-<15 %  700-900 =50  2200(1500-3000)  1500-3000
15-<19 5  620-820 =50  2100(1200-3000)  1200-3000
> 195 620-820 =50  2100(1400-2500)  1400-2500
5
11-<15 5% 1100-1500 =55 2700(2000-3700)  2000-3700
15-<19 & 1100-1500 =65  2800(2100-3900)  2100-3900
> 195  1000-1400 =65  2900(2000-3300)  2000-3300

)izl EHE BE
(Z 5/ (A5) (R-R/ARD)
FHRA
(I-Valex-1) 0 1.2 38
FERAK
(I-Valex-2) 0 2.0 27

(R=] ERRYZAREHENRR

BEYtEE = wHHE S
(A%) (A50) (Z 5/ E)
FoKER 13 0.4 30
ENSATES ) 5 0.6 46.7
CLENLSY il i 10 0.9 82
SR 5 0.45 46
BEIRAF (1-Valex-1) 8 1.2 0

[ =M ] R+ BaREER

E L2 JH: The Ross Metabolic Formula System, Nutrition Support Protocols. 1997.

BEYIEE wHHE H i
(A5 /547) (Z5/E0)

HIREA

(EKER) 0.4 30

B E 0.4 15

US| 0.4 15

JHIEHH - 5

Disorder of Leucine Catabolism
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& I (X 38 B (Disorders of Leucine Catabolism)/& %R, ~ 38
EHERYERE - BERENEFNEDER#HEZIRE -

BRETTENEERZ —2EHE  EHNFERIIZERAERK - 75
ANBHH L REHERRT - EHBE GO RIGER - ABREETHE
B R K ERMCH - QMR —EH R E BRI E
B ULREEYHTES  (HEE2HEBRAHERNES - RO EERDN
RB TR - EEMR TS RHERR « 51 R FIRHR 18 SRRy
HIERRAHEY ST R R - KOS RE ERfERE - &G 206
A A NE e AR R T B - WTDURIER /NE—ERER R -

— BREAHEEIAERIEER?

B ERGFIEFERE T EERRAENE - (HIIEE A EE -
KR SR EDEBIGRRDMER EH AR KETE - MRTEEK
3 B2 ) A I R (E AR R BRI, - 1 X v Pt A /e AR i L1 ISt
MEPE A IERR(E - Hof R B R R -

R REEWLESEIR?

(—) BB E T LAY ER AR R T - EEake =
LA AR o

(&) BEEFHREERFEN S A aRBRNEDENEY) -

) SEHEEY W WE - ABRE - REE B R
A O RS EWSE I LEME -

(W) erEHliIEE 2 NI A - RGP AR RICE E & A
BREEY) A0 FTAE SR - KRR R (U0KRER ~ K -
LR EHSE)  FRaGERN & ARSI - ftEE
FRREEEE - FRIRVERR TR E A ¢
LA R RN FREEGRE BB K W

Iz - st E & EHENEY)  SERERER - HREMNH
&R — DRI ENZ - A%Z ~ IEZ ~ DN~ B AR
LA ARRENZ « O~ S s AT 2 e -

2. O R IR BESEREY > ERE - & B
JE o BUEEER ~ O~ AL - R BN (AU ) E1NEE
Iz o G EEH -

B ERERESE  EE - E5WE - B4 BER - Bk
%F"T RENZ > (HEALE ~ #kE AL BTG RERA (&
ZRYRIE) AFHE  BHEE - 58 - 58 55K
T T R TEAE - R4 - RSN LN EE
1z o

4. | FLAL RN A, ¢ BEAE - TR - INE - HES TR
SN BB~ SRR - B - VKR~ FEER - kiR EE E A
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DERANEENZ © RESN » AR  PA BRI O > B R E
NENZ

5. MRy FERBLT - RERGNEENZDASN - ARG SR 5 - AR
FLUR ARy B TTHIE ~ f748 - EUHMEt ~ A 5et - 68
B~ BT B FIEFRY)  AHREVIRIRKR B AE
FogH -

6 TR~ R - FALRBGZ AR ~ RELEE - IR RSN
WZLAAN o 7K SpE ~ BREERE - OEFEEAILIL - SSEhig L 18
WAEZ - HEREES - BEAL > FEEEEEAEE—
TR RS o S A IR E AR AN EE

7. TR ~ KRR ERME (AR - KHFIAEHSE)
AR - EAhEF2REYRIRE -

8. HFEEHNRY) LB REEEMLT > HRNHMIAT =KE
A WRFE MERRCH: - FARERN - B BT

= BE R

(—) TRESEIIRIEE T
(RHEAEERAZ R IR T IERZ AR AR A TR Y - (E—[F] HH e Y B B o A 2 2
RARBET] - AHERRT TR Z JeTRIEAE] > MERFENRIERI G EREE -
RIIEZE L HE -
(2 HERTATR R E]
1. ERIRZ TAMLE LT ah © AR R ~ BREHERYME
ORUEN > DURATRCT - I — A& TERA Db
P MR Y A -

2. 7F H B i [ B HT S 22 B RE B - N B EEE AR AT 7 22 1Y
FREEEY) » R BEFIRE - 38 28 S0 50 Ve B A E B ST 7 22
BSIGRgRRAED -

3. E E R RYRA G > DUTEBTE CHEBEY - &
1SRRG -

4. LB RO &b -

(=) IRITRFEEEHE
FERRA Tk R S G T R ) T4 R B BN BE L (R A RERR 2
BRI -

17 R SRR EH T R R L - U TR 85201
EREGEITIRAE ARG - HH B IRF E (R BC - AT DUBE 58 5 A (3
ShE R IE I # AE

2. TR SR I B R IR i FEAE — (W E R I AR 88 HL B2 [ A & &
oo HESep Sy -

3. A HEfE—SEFRR A o BUAN > SRTCIRRKS ~ KRR - Al
CIL7 NI =

(VY 22 BB AR Ryt I TR B

1. BN IR Y/ INE 2 2 ISR st B A S &l R m] DU T At
B G OHEER -

2. fRIERZ (R TR B TE B & 5 A\ BHE G B BT AT 3w — T EXRAYE
K

FeBE— NRE - RAREET R LRI EEREY) -

RE IR  EH SRS & LT -

3. TSR AT RIS -

4. SeAVEERE ~ THEN & E A SHE R BRI A B E IR B NMZHIER
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5. ¥ R SRR E B BV B - LIFTZE#IED -
(1) B EYES &

FERRTTI - AIREEnd LEMMEEE G DUNAYER TR B E
HIRE °

1. A BBEAVIREE © IREEE A BRI E IR > (LLEEAH
IRy -

2. BFARA B RIIREE © SETEIRER VAT IR B RE ST B EIBATTRY
'Y AR LIZZ28RY) - SRS EEENRE -
FRIDEYT E B R 7 B W & R R A a0 - R R Je R R R
YRS 1

{RATRERRSE © UKAE ~ SUWTHE - FEIGNE - PAPE SR SRSS -

AR ERTE R BN R 5 AUAREE - RIRETR ZlT — LR By

FRR AL © BIA0 : BREAVFRRR - RO BUKRREESE -
(N) HiE

1. HBIfiGEAT  FRELE IR AR IRHIENR T K -

2. il R E B BV 2 RPEE Y -

3. R I BARZ BRI MSRPY - FT RTINS A -

4. FRRIDRY BRERSe o BEhT > TEGREET T > RIPAIERESE - D
FIETTZRAET > AEREE A TEEA T - STIRAERR - B R
REIEDY) -

5. NEURYIERZRT - N RIEE Ll (8 2 R LE -

6. B ZTHEMEEYES L RNEBUIIEY A —E#G
1> BB TRE% PTRERRES - SEoCEEZE N RIS - A (PR %
RAJERRTR K -
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TERIRHVE BT ER RECRER > REF—HCEEHR
A

8. MM HMERRIRY) - BIANsHH - (RESEMEEORE -

9. EEBIIMIR R -

10. Sheelfy > FOSErlRIRE Fr ~ WAL ~ MRS -

1L AR EEEE RIS - EBISN > (Rt Al UE ZIE 6 ~ A
2 R - ERRERY > MEANEGEELS -

12 R BEBRISNEH CRERY) - FAIERBEHRY) -
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FIE R (R S A R E B R B R TP R R R R R E R
HIRREY > T ETHIEE) - (B RN BER R ZAIRE -

— BIRTE

BEIE AT RIS E RARY - AR R RS
NP BB EA SO H AR hARTR R
& o

—_EO-EE

PSRRI DIE YRR > WAl E (ERLL - SR ERFISE S
I EF RS RIS D E LR E TR HEY) -

s BERE

MREEIZT SHEEHEROEY) > G R E -
RV ER RITEL BN G A MAFACER B E - (5 DRI
AR > R ssRR AR R A 5 ROINERZ S MOER

=y -
M~ HEHE

SLEE TS » B S R T — i AR S
Y -
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o AHRTERHNS | BHE30 BHEMRE
Gkl AL & ELE #E
I - (A%) (A%) (KD

jj:é;l: |,=1:-;] % %ﬁHEEﬁ HEY 100 0.1 354

I (KEH) 100 0.1 352

55 100 0.1 20

SEFE 100 0.1 352

*PEEK 100 0.1 356

H %R B s (Disorders of Leucine Catabolism ) * TR 100 0.3 370
h “f  BR ER AER EOE AE il 100 04 357
(AT (BE) A% (kB *“’.é.*E 100 0.6 118

Abbott 1-Valex-1 IT 80 0 12 384 iﬁ%*% 80 04 284
WHEL) I-Valex-2  IT 65 0 20 267 H% >3 0.5 52

Nutricia ~ XLEU Analog A 48 0.9 34
(SHS) C<15%) It 5.0 0 0.7 24.0 EiE 30 0.6 24
XLEU Maxamaid fi - 0.5 14

(1-85%) It 50 0 1.3 16.0 ZE 11 0.5 16

XLEU Maxamum EHFAE 28 0.6 67
(whEmERR ) 50 0 2.0 15.0 &AL 23 0.4 32

[ =R 18 0.4 21

*REF RN GEIR IR AR RE P T bT i ReF R HE > KREFRERENIZK60Z 7 » /) B A 10 0.4 22
RETHEREIK30ZE 7T - ) 3 0 ”
ET(FED) 10 0.4 21

TR 13 0.4 22

Disasder of feusine Catabolism HETE AT Disonder of feucine Catabolism AEIRES
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B &= HHE BE =Xy e HE HHE BE
(A%) (A%) (K+) (AF) (%) (R
B () 5 0.4 18 FE 85 10 0.7 34
7Nk 11 1.3 41 APl N i) 8 0.4 28
E 8 11 0.3 20 i N o) 6 0.3 22
EFK 6 0.4 21 FARAS 6 0.4 21
v R A= gE) 6 0.4 25 INE 6 0.4 22
oK 6 0.4 21 =z 2 0.3 8
SR K 5 0.4 18 Bk %A 5 0.4 20
lIN=S'S 5 0.4 18 FEBE| 5 0.4 12
FEREk 5 0.4 18 KEE 5 0.5 22
LS 5 0.4 18 FCEyeY T 11 0.5 13
[El> N 5 0.4 18 (SRS ] 8 0.4 13
Tk 5 0.4 18 bR ] 5 0.5 15
Sk 4 0.3 15 JIH% 5 0.4 14
e K 4 0.3 14 =1 4 0.4 12
K 4 0.3 15 HE AR 4 0.4 18
BERIOC(EAK) 4 0.4 14 i 7 A A 4 0.5 12
LA EEN 3 0.3 11 S5 4 0.4 13
D FARANERST  JEANE LS R - THHA - D AR (T) 4 05 14
L SN I 3 0.5 11
RLEE R R (Hz) 3 0.6 11
2GR 3 0.4 11
HEER(Z) 3 0.4 11
Disorder of Leucine Catabolism FEMRES Disorder of Leucine Catabolism FEMRES
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ERRERS | 81830 EnAKEE

B w"HHE

(A%)
REF 4 0.4
Al e 4 0.4
EEERA 4 0.5
HERER 3 0.2
HR 4 0.5
e 4 0.5
R 3 0.3
/NEE 3 0.4
(LT 5 0.4
R R 3 0.4
1= A 3 0.4
£y ) 3 0.4
LK 7oy 3 0.4
A 2 0.5
(A=A 2 0.4
go 2 0.4
FLE 2 0.4
ok . 2 0.4
Rk EA~ 2 0.4
Hine 5 0.3

Disorder of Leucine Catabolism
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B HE EHE BE

(A5) (A%) (RF)
SR 21.6 0.4 11.9
FAE 17.3 0.4 10.7
Wi, =A% 16.5 0.6 6.1
5k 15.2 0.3 2.0
S 8.0 0.4 4.1
HEDE 4.7 0.3 3.7
HR TR 4.4 0.4 3.9
IR 3.6 0.4 8.0
G 33 0.4 42
KR 2.7 0.4 6.2
EE 2.7 0.4 33
B E R 2.6 0.4 11.1
HHEGE 2.5 0.3 5.4
E: 2.5 0.4 48
B 2.2 0.3 2.9
HEE 2.1 0.4 5.1
INFFEF 2.0 0.3 32
Tk 1.9 0.3 32
HAFE & 1.9 0.4 7.3
hES+ 1.8 0.3 3.4
TR 1.7 0.4 5.8

Disosder of feucine Catabolism =%




x| By 15Z R AR

B4 = == BE

(%) (A%) (R+R)
HE 1.6 0.4 4.2
TR 1.2 0.3 2.4
RNFE 1.1 0.4 5.0
L2ye2 1.0 0.4 3.8
ESiEN ) 1.0 0.4 4.0
=5 1.0 0.4 3.6
il 2.0 0.4 3.0
R (52) 1.0 0.4 6.0

Disorder of feucine Catabolism =%
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XY EX HE EHHE BE
(A%) (A5) (KF)
EoEl: AN 125 0.9 18
Z K 88 0.4 10
=Yl 65 0.4 8
TR (Y 63 0.3 9
FrR (%) 48 0.3 8
HEH (Y 58 0.5 12
HEF () 45 0.5 14
R 58 0.3 10
221 50 0.5 11
HFEE 50 0.5 10
FERE(AY) 47 0.4 13
FERE(4E) 31 0.3 12
EHREY 45 0.3 8
eSS 34 0.3 9
P 45 0.5 6
() 45 0.6 14
TR 37 0.4 9
FLEEEI(2E) 36 0.4 15
RLEEE () 33 0.4 15
I 33 0.3 6
i+ (4) 32 0.4 7
Disorder of feucine Catabolisn ]
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B HE HHE B
(A%) (A%) (K+)
il ) 29 0.2 8
IR 3 29 0.4 4
BRI 29 0.3 9
BA(4) 26 0.4 5
UN=EA(E3) 22 0.3 3
UNEEZEM! 16 0.3 2
TR 22 0.5 4
ZHE 21 0.3 5
MR 20 0.4 6
B 20 0.2 8
f R &L 21 0.5 6
%5 18 0.3 3
Goaaed 17 0.4 4
REEE(HETE) 16 0.5 6
/NEFE 16 0.3 2
FRZE () 15 0.3 5
BRI 15 0.4 4
HE(F) 15 0.2 3
Hir 14 0.2 4
BREEHEE () 13 0.3 4
BREHEE () 10 0.2 4
ELETAN 13 0.3 3
HAERRSE(FY 13 0.2 3

Disorder of Leucine Catabolism
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B HE HHE 2
(%) (A%) (K+)
HAEAR(4E) 13 0.3 3
BN E2) 13 0.3 4
% 13 0.3 4
KE 12 2.3 4
HIZE 12 0.3 3
TrR(E) 12 0.3 3
ok T2 () 12 0.2 2
k2 (2E) 8 0.2 2
B 7k (4F) 12 0.3 3
PR 235 (1) 11 0.2 3
/NE 11 0.2 3
e 11 0.3 4
TkAEABSE(4E) 11 0.3 3
kA EAB () 11 0.3 3
TR 11 0.2 4
2803 11 0.2 2
T 11 0.2 2
[EIFEa 10 0.2 2
FHE(E) 10 0.3 7
e 10 0.3 3
E[52 9 0.2 2
HER, 9 0.4 6
NEE 9 0.1 1
Disorder of feucine Catabolisn ]
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s HiE EEH R KEHE | BHE15ERARKE
(%) (A%) (KF) P = iE -
Kis 9 0.4 11 -
g 9 0o 3 (%) (A5) (KF)
%z S 0.2 3 FHEL 214 0.4 79
R ; 0.2 5 kg 136 0.8 57
TN 6 0.2 1 gfi 63 0.6 30
T ¥ 125 0.3 74
() 7 0.3 2 ~
HOHE) p 04 3 zgiﬂr 125 0.8 43
Sy— 65 0.5 20
BIASNEE] 6 0.2 2
BT () e 0.2 P ik Than 125 0.8 78
Hakd 4 05 13 #HE 107 0.7 77
. : A+ 107 0.4 63
HTE 3 0.1 2 ™
=i 3 0.0 1 Ez 107 0.6 389
- &y 100 .
IR 3 03 6 T}ﬁ 08 56
EH() 1 02 3 A o4 0.6 37
s ) 02 5 m&\ 83 0.5 28
B 1 02 5 [BlALH- 79 0.3 41
— : JBFL 79 0.4 39
52 I 75 0.4 26
&1 75 0.6 41
TR HETH 68 0.3 39
TKEERK 56 0.6 23
TR RE 65 0.3 27
A 65 0.3 25
Disorder of Leucine Catubolisn ERkE Disorder of Leucine Catabolism IKER%
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BT Gy EEH Bt R & HEHHE i
(A%) (%) (KR (25) (A%) (K+F)

fifiF 58 0.4 41 () 19 0.3 9
BG(SEH ) 54 0.4 26 BT () 7 0.3 17
L 52 0.5 24 = 17 0.3 46
XH 52 0.4 21 FizZd 12 0.3 20
R 47 03 31 BT 11 0.1 13
bk 45 0.6 32 = 1 0.0 0
FHI 44 0.4 31

HAER () 43 0.3 32

AR (52) 11 0.4 28

B 43 0.3 51

IS 42 0.4 20

L 38 0.3 22

HHEHZ 38 0.8 80

&N 38 0.4 13

FEAR 37 0.4 26

FEEI(RZ) 8 0.4 2

THIBk 36 0.4 17

X 33 0.4 10

EH 27 0.4 87

O 27 0.2 14

Bt 23 0.2 6

5E72 21 0.6 50

HE 21 0.2 20

Disoscer of Leucine Catabolisim JKEH Disorder of feucine Catubolism IKERE
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I
=

MIREE R

'Y ®HE H R BE

(A52) (Z7) (KF)
J\E 1.5 114 75
HAR(ER) 2.0 151 89
TFHERR 2.1 111 96
AR (EARIA) 2.3 180 99
A 3.1 253 135
ATEEEIF () 3.6 267 114
AR 3.8 324 106
e 4.0 428 278
SRS 42 493 148
REaS 4.2 304 193
KGO 43 13 379
/N A E A 4.4 255 123
B AL 4.6 302 151
IR 4.7 317 138
7K 4.8 258 209
ZhitEl 4.8 377 343
& BRAG 4.9 333 88
g 1R 4.9 345 194
et ER 5.0 400 188
Bt 5.1 330 270
FHANER 52 441 201

Disorder of feucine Catabolism MIBEES
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B HHE M R BE

(A5) (Z757) (KF)
{E4 5 E 52 397 342
PN 5.9 424 333
A 6.4 414 183
UM ER A 6.5 464 141
RS E 6.5 538 283
RN 6.6 464 244
LRSS 6.9 475 184
et 7.0 481 251
SRR S 7.1 608 318
IR ER(EA) 7.2 495 247
HUKER(FE) 7.2 420 208
Z i 7.2 493 350
EEIKER 7.4 518 186
oW E 7.4 557 241
2 TREBHH 7.4 607 277
ExE 7.5 580 211
VN 7.8 607 222
B PR B 7.8 519 229
S 7.9 565 290
IS FE(EE ) 8.0 673 294
e 8.1 657 281
AR 8.2 418 233
FEINTKER 8.3 573 209

Disosder of feucine Catabolism MIFERS
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B HHE M BE

(A5) (£757) (KF)
+ =Bk 8.3 716 145
NEEEatS 8.3 800 118
Rk 8.3 508 580
FEREAESEKER 8.4 509 227
K 8.5 826 167
EREZERAL 8.5 668 223
EE) 8.6 368 226
BRI AL+ 8.6 680 299
fE AL 8.8 908 85
N EEH 8.8 621 262
INTKER 8.9 501 219
HRARE (W5 8.9 672 281
SRV 9.0 665 195
FEKEE 9.0 549 179
AR ARAT 9.1 623 180
SKIABRET 9.1 750 244
SEid 9.3 767 91
REIRE 9.3 862 115
FEUHTIR 9.3 559 252
P (R EAMUK ) 9.3 785 208
T aLHE A 7K ER 9.5 550 219
/NEEHL 9.6 725 240
B E8TH 9.6 557 305

Disorder of feucine Catabolism MIFERS
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Xy e FE=] =i BE

(A5) (%) (KF)
AR 9.6 590 472
2SRl 9.6 629 481
RIS 9.6 863 126
A BAEH 9.6 676 223
R AR 9.7 775 124
R 10.0 1032 267
Faga) Chesh 10.0 838 259
EAPRZ AN 10.1 740 252
EZEHHL 10.2 804 221
=] 10.4 672 198
HEAHL 10.5 1227 201
7 5 A 10.7 667 191
FREF 10.8 812 267
{EAE AT 11.0 631 219
HNER 11.1 730 226
TR 11.2 581 341
fEREIEAL 113 902 125
{ERCR 11.3 967 179
43 11.3 1116 115
e 11.4 980 125
AT 11.6 919 150
TIRER 11.6 957 202
LESAR 11.7 886 113

Disorder of feucine Catabolism MIBEES
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BT FE= B BE

(A58) (Z%) (KF)
LA 11.8 727 169
fEFAHL 12.1 1021 153
0 12.1 1244 182
FUEER 12.3 898 231
BB 12.3 1009 266
Kim e EHAH) 12.4 725 174
{ERLER 12.4 1170 167
FOIL 12.5 763 140
Tyt 12.5 1052 136
FERHL 13.3 977 178
EHDE 13.4 1140 143
FHEER 13.5 996 299
EWiEe 13.8 1118 110
EEE AR 13.8 1089 126
TR 13.9 1245 140
%30 14.2 1357 205
R 14.3 1080 249
A H AL 14.7 1084 225
Kt NE G 14.8 1257 247
YEZESR 15.3 1087 228
AR 15.3 1253 177
ik # P 15.7 1416 143
SHEHL 16.2 1066 209

Disorder of feucine Catabolism MIBEER

56

BT FE= =i BE

(A58) (Z7) (KF)
SR 16.6 961 144
B 16.8 1384 245
SRS 18.8 1392 216
g 21.6 1369 300
g = WETH 22.7 1778 240
fek 24.7 2229 361

Disorder of feucine Catabolism MIBEES
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hEEKEY
BV HE BE &SHE  OE®
(ANZEH) KRRl (B5%) (Z5)
HIREFIR A (RLHR) 460 147.0 0.0 0.0
— B AR A SR 320 176.0 0.0 0.0
EHEBIR () 19 80.0 0.0 0.0
HIRTRAEA 375 106.5 0.0 0.0
HRIESRER () 350 7.0 0.0 0.0
SER=RESN 500 280.0 0.0 0.0
LN S 300 72.0 0.0 0.0
IR 250 72.5 0.0 0.0
superE A E S 20 80.0 0.0 0.0
c&cift L FE eIk 350 147.0 0.0 0.0
B TR E AR 350 94.5 0.0 0.0
AR ER A SR 60 0.0 0.0 0.0
IR 2 T R IR} 250 100.0 0.0 0.0
HEZ RSO (ER) 240 88.0 0.0 0.0
BRI E R0k 200 100.0 0.0 0.0
TEE s T 330 129.0 0.0 0.0
EERIES 355 1.0 0.0 0.0
M—EEE IR 300 84.0 0.0 0.0
SEECHERT 350 172.0 0.0 0.0
R — Rk R 500 100.0 0.0 0.0
TREE 17K 1E 340 88.4 0.0 0.0
Disorder of feucine Catabolism THEATE

'Y HE BE &8 OER%
(BFE)  (CKRFRAE) (A5 (Z750)
TIRTRA SR 250 82.0 0.0 0.0
BE IR CERET) 330 168.0 0.0 0.0
AR 240 172.8 Tr 0.0
LY VN /e ST Q1)) 600 252.0 Tr 0.0
BB () 350 40.0 Tr 0.0
AN SRS (FE S 200 82.3 Tr 1.5
B ZTE AR 150 20.3 Tr 3.4
HER T IAIKER R 350 136.0 0.1 7.5
WA EVSARS 350 106.3 0.1 7.5
I 330 115.6 0.1 7.5
HERERITEER ER) 280 102.7 0.2 15.0
BRI AN R 350 432 0.2 15.0
THE=E—% 20 78.0 0.3 22.5
EH =59k 16 70.0 0.5 37.5
P SN (I ) 460 95.7 0.5 37.5
AT HUEER AR 600 183.8 0.5 37.5
TkINELZE 500 225.0 0.5 37.5
H—EEUZH 300 96.0 0.6 45.0
A LE R 350 164.5 0.7 52.5
h— SRR 350 182.0 0.7 52.5
HEM A 55 F HLR 75 33.8 0.8 60.0
*SHSK & F 8k 200 80.0 0.8 60.0
AR LR R 195 68.0 1.0 75.0
Disorder of feucine Catabolism FRERTR




By HE BE SHE Ol
(A% CRRAR)  (A5) (Z%)

e — R RZERE 62 18.4 4.6 345.0
BERWER 30 130.0 5.0 375.0
I 4= Biffi bR 500 345.0 6.0 450.0
H—{EHEfEFL 240 105.6 7.0 525.0
TEIRREE 460 310.5 7.4 555.0
i —ABFR IS FL 220 141.0 7.7 5775
e — B HE A e L 290 130.5 8.7 652.5
e i=7 t 280 187.6 8.7 652.5
TR AR EEFL 280 145.6 9.2 690.0
TR IR FLE R IR 1000 800.0 23.0 1725.0
o 1000 516.0 39.6 2970.0
EEHEEERS 600 35.0 114.6 8595.0

Tr : fiE

KA F

MKERRE - S HEEERTERE - ARYEE EABRIETIIEER 3

kERE2% Tt
o HEHEEMT -

FoEE R BB ERE - HENIBIEE044

Xy e HE BE &S0E ok
(AT KRRl (25%) (£5%)
RIS 2o BN 2 S T 5L 300 189.0 1.0 75.0
kNS 500 255.0 1.0 75.0
RN 100 69.3 1.1 82.5
I 354 106.2 1.1 82.5
PRI & L AR 350 135.8 1.1 82.5
AR EH T 195 53.0 1.2 90.0
Mr.BrownB[17 0115k 250 42.8 1.4 105.0
IR (IR) 650 79.0 1.5 112.5
Ik 2 (2R EE) 250 100.0 2.0 150.0
— AR 500 175.0 2.5 187.5
Eik =80 32 140.0 2.8 210.0
Past==3l) 117/ = EivA= 250 108.0 3.0 225.0
eSS 250 130.0 3.3 247.5
(BT T B 2% 300 180.0 3.3 2475
BT FL(FR)
H—IELs 2 350 173.0 3.5 262.5
e — B S TR FL 240 150.0 3.6 270.0
HE—T7 50 SRR L 240 149.0 3.6 270.0
FeR[FREEII R 375 187.5 3.8 285.0
R S i) 240 132.0 4.1 307.5
IYEEICRH A ) 250 140.0 4.5 337.5
VRS ANIIES 280 188.0 4.5 337.5
H— SR EL 240 151.0 4.6 345.0
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Y N BT HhER e EHE S
mEZFE .
(A5E) (KF) (/A58) (Z7)
G HhERE GHEE BOE  CEE *SHS{EE H & BHERTT 8 33.0 150.0 0.1 7.5
(AT FE) () () *SHS#RT] B 33.0 148.0 0.1 9.0
2RIk ZE R R 165 173 0.0 0.0 *SHS{E&E H Y55 ) 31.0 160.0 0.1 9.0
BEL B E 130.0 107.0 0.0 0.0 I
i TR 60.0 40.0 0.0 0.0 SATFSALSIRR 4.0 15.6 0.2 12.0
s T(HE) 60.0 40.0 0.0 0.0 ShbifE KR 45 18.0 0.2 15.0
BB % 65.0 260.0 0.0 0.0 L KB 4.2 19.5 0.2 15.0
R ] 15 38 0.0 0.0 Sh5E KB (EHEEE) 4.0 16.0 0.2 15.0
S 25400 K R 30.0 123.0 0.0 0.0 FEFEALH 5.6 26.0 0.3 21.0
PSR A AT A 100.0 78.0 0.0 0.0 e ARIRER 130.0 100.0 0.3 22.5
3K RO (BEER)  30.0 123.0 0.0 0.0 AT RN 5.0 28.3 0.3 22.5
TEECTEEEECE 1.1 4.4 0.0 0.0 FeENMYERLEK 10.0 23.0 0.3 22.5
= 30.0 920 0.0 0.0 FEE w14 hE 30.0 37.0 0.3 225
] 40.0 145.0 0.0 0.0 *SHS{EA FH 2 AFAE R 75.0 270.0 0.3 24.0
P 750 60.7 0.0 0.0 *SHS{EA FH 2 AFAE KR 75.0 270.0 0.3 24.0
BourbonIMES 55 116 31.2 163.0 Tr 0.0 (i)
HEE T TR 175 21.0 Tr 0.0 LR AR 6.5 35.0 0.6 45.0
TR S 16.5 17.0 Tr 0.0 (EARIRE LIE)
*SHS{E 2 (1755217 8.0 45.0 0.008 0.0 Ay 5 e 28.0 44.8 0.8 56.3
7R wREILIRERE AL 150 71.5 0.8 60.0
*SHSIEE MG 45.0 292.0 0.02 0.0 (FLHE)
i —amigoFLHE 20 4.8 0.084 6.3 BWKkEALEEREA T 150 77.5 0.8 60.0
B S5 50.0 7.0 0.1 75 (%)
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Xy B BihEE FHEE HHE Sl
(A5E) (KK (A58) (E5%)
R 2 Sk R 130.0 120.0 0.8 60.0
EEARTRIIRE 5.0 22.7 0.8 60.0
FEME/NFE 30.0 80.1 1.0 74.3
=IZADDZSE#FITEE  34.0 79.0 1.0 75.0
NestleZE 1 4 20.0 84.0 1.0 75.0
BETFR ARSI 22.0 149.0 1.0 75.0
FETFRARE KM 35.0 161.0 1.0 75.0
5 TSR () 15.0 80.0 1.0 75.0
Il ERE 15.0 88.0 1.0 75.0
Lotto &Ik 26.0 120.0 1.0 75.0
Ehd B AEE 3.0 10.0 1.0 75.0
R B A 65.0 224.0 1.0 75.0
e SN 30.0 100.0 1.0 75.0
R 40.0 130.0 1.0 75.0
Hr RSz 15.0 20.0 1.0 75.0
R0 30.0 128.0 1.0 75.0
TR EHE 18.0 45.0 1.0 75.0
AEACHNE 20.0 70.0 1.0 75.0
FiR eI 28.0 52.0 1.1 82.5
R T & wr IR 15.0 80.0 1.1 82.5
EHE=GHRER 300 120.0 1.1 82.5
HEERF T4 22.0 129.0 1.2 90.0
Nestles =ifi v 25.0 95.0 1.3 93.8
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BYTE BihEE FHEE HHE H iR
(A5) (KF) (A58) (Z5)

FEREHEA 40.0 150.0 1.3 97.5
AR 50.0 211.0 1.3 97.5
Nestle =K Fr 25.0 74.0 1.4 105.0
N4 A=A 45.0 266.0 1.4 105.0
RIS ET OBk 14.0 69.0 1.5 112.5
Juine BB b 30.0 48.0 1.5 112.5
Nestle 25 /1 25.0 100.0 1.8 135.0
LS S 28.0 144.0 1.8 135.0
HEEA T 100.0 119.0 1.8 135.0
ek 28.0 107.0 1.8 135.0
(FENFRZE)
e dg e B SR 26.0 130.0 2.0 150.0
RO A E
FRERILRME 30.0 151.0 2.0 150.0
e e BT 1= R L R ) 30.0 167.0 2.0 150.0
ERTTERZ
BER G 30.0 142.0 2.0 150.0
FFREEI LR 30.0 151.0 2.0 150.0
FRMPHEREALEE  25.0 130.0 2.0 150.0
KA 50.0 151.0 2.0 150.0
H—BEAFIZ Ty 28.0 118.0 2.0 150.0
(FEAIIBR)
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BY4THE BhEE ShiE EOE - OE%
(A5) (KB (@5 (Z5)
JUIEIEAENE 30.0 51.0 2.1 157.5
B[ 5 =3zt v 28.0 32.0 22 165.0
R A 28.0 157.4 2.3 172.2
NestleZE ik [E] [E] 25.0 95.0 23 172.5
BRI LR 30.0 148.0 2.4 180.0
H 4= 25.0 75.0 2.4 180.0
eSS s 100.0 142.1 25 183.8
F R NPLERTTEH 18.0 87.5 2.5 187.5
HIEB R RIE Tk 55.0 314.0 2.6 195.0
o S| 25.0 72.5 2.6 195.0
S 42.0 10.8 2.7 202.5
EX R Nay 40.0 150.0 2.8 210.0
R AR LR 100.0 322.0 2.8 210.0
FE/INEEFIO%  30.0 176.0 3.0 225.0
B aRasy SIS 15.0 165.0 3.0 225.0
RITZIEAEHE L B 31.0 150.0 3.0 225.0
EEES(UESTEVA)! 30.0 171.9 3.0 225.0
Al FE A 30.0 207.9 3.0 225.0
Kraft#l =g 30.0 110.0 3.0 225.0
HRILERERT TR0 40.0 200.0 3.0 225.0
B NUNEE N 40.0 388.0 3.0 225.0
eI 22.0 110.0 3.0 225.0
Lotte?5 52 J7#% 41.0 222.0 3.1 232.5
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BYH4THE BhEE BHEE &HE M R
(A5) (KF) (A5) (Z5%)
B I HERS 42.0 12.8 3.2 240.0
PockyY5 52 JJ#E(Men's)  41.0 199.0 3.4 255.0
eSS ANEN g Uz 87.5 166.0 3.5 262.5
H— AR 70.0 291.5 3.9 292.5
B EW V) A 43.0 176.0 4.0 300.0
R BRI 45.0 238.0 4.2 315.0
B BB AR 100.0 457.0 4.6 341.3
EH=G—EERIEZE 260 90.0 4.7 3525
EH=G—EEE 260 90.0 4.7 3525
a8 AL 24.0 9.0 4.8 360.0
H— Bz i B 28.0 250.0 5.0 375.0
UNDEGANCEE S 250.0 201.0 5.0 375.0
UNDE T IAN L 250.0 230.0 5.0 375.0
HERT R EEZ,  30.0 132.0 5.0 375.0
SHEEWHE TR 43.0 153.0 5.0 375.0
i rES Ryl 105.0 294.0 5.0 375.0
AL ATk 87.5 158.0 5.0 375.0
R 2 R (R 130.0 137.0 5.1 382.5
TR A 60.0 223.0 5.5 412.5
bid= 2R 60.0 232.0 5.5 412.5
AR S N 45.4 225.0 6.8 506.3
BEf% i 1 e 80.0 316.0 7.0 525.0
RELTLCHMkE 875 175.0 7.0 525.0
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'Y BOEE BHEE EHE W AER
(N KT (@) (Z5%0)

FEEHENOER

T-1DEE=FGHE - 100.0 235.0 9.0 675.0
JEE IR

T-UAFRBE=HEE  90.0 241.0 9.0 675.0
M—EZL T8 WA 110.0 513.7 10.0 750.0
H— P A 90.0 470.0 10.3 772.5
7-115% B S 58 250.0 31.0 10.6 795.0
M—HNEHR 93.0 481.9 10.6 795.0
< ¥ H IR 7 A 102.0 502.8 11.7 877.5
i — AL g 7 4l 105.0 432.0 11.8 885.0
M— L AR A 104.0 445.0 11.9 892.5
< E H AR A7 A 110.0 500.0 12.4 930.0
EE A 30.0 88.0 15.0 1125.0
EEE R 100.0 365.0 20.0 1500.0
FERBAELC 130.0 649.0 21.0 1575.0
Tr : =

KA A

KERAR : S REEELTHERE - ARMEE LZEBRERIEER © |
EikER2% THEFGERRENEERDEHE  AENLBEZ0.4L
v HEHEE M -

Disorder of Leucine Catabolism TEEE
68

BT HHE S BE

(A7) (£2750) (KF)
Ve J1ERE 6.9 605 340
FLER RS 7.0 238 280
FEE] AL 7.4 720 338
e R 6.5 575 360
FERR 7.0 504 262
KRB/ NEF(RL ) 8.3 529 373
N 5.3 385 460
HEtERIE) 6.0 417 416
e 8.7 731 246
SR 5.7 429 402
TAFEf 4.6 315 351
SR AR 7.1 495 520
HE T Bk 3.1 211 215
HHE 11.4 793 461
ok 5. 6.9 481 389
JEL AL 4.2 323 502
JERFE 3.8 291 377
JELEETR 3.4 242 218
FEITE 2.6 250 432
e 9.1 611 320
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RRRR L B B 38

B w"HE H iR BE

(A5E) (Z757) (KF)

HEL 3.9 259 328

R 7.5 490 439

TH S (FTAE) 6.9 531 145

T {Be 10.1 641 558
Disorder of Leucine Catabolism FEAREE KA
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B "HE H & RR BE

(1357) (%) (KF)
/NERFTH - - 146
K SMEE 0.0 - 11
U 62.6 - 251
RN 99.1 - 396
ESSAS i - - 47
FEAKRE - - 24
= - - 27
FHFINE - - 188
=R - - 28
7 - - 891
iRl - - 66
L NL 0.1 - 30
Rk =S (EAE) 0.3 - 2
FEEG(EEH) 0.3 - 17
Bl 0.5 - 42
REES) 0.5 23 267
e ROk 1.0 - 274
AR 1.0 - 115
BEEE 1.0 57 64
"= 1.0 3 323
NEE e 1.3 - 228
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BT FE= B BE

(A58) (Z%) (KF)
P 7 1.5 - 58
T 1.6 49 105
T 1.6 - 113
mEWRL 1.8 173 475
WhrE 1.9 144 639
PG 1.9 - 130
e 2.3 233 219
TR PR T 2.3 77 78
PRI 2.3 160 90
TR 2.8 47 63
i L5 2.9 153 189
H R 3.7 245 337
KEH 42 45 49
TR 4.2 304 77
TR g 42 135 279
T 4.5 248 100
B A 4.5 303 214
J\F4 4.9 289 357
HE 4.9 364 203
BN 52 321 156
HELL 5.3 306 351
&S 6.4 401 222
FRESE 6.5 354 56
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'Y FE= Bl BE

(A52) (Z%) (KF)
B 6.5 65 155
g 6.8 464 103
BtE 6.8 385 219
{REE 7.4 462 77
JHIREER 7.4 367 514
72 B () 7.6 363 124
FZURE 7.6 351 665
B 7.8 519 90
B 7.8 459 89
A 8.0 363 128
5954 8.0 420 278
YEgERy 8.3 559 331
Bk 8.4 440 353
AE A 8.5 328 117
hER 8.7 543 384
HER 9.2 362 361
{5 9.3 635 83
Al 9.5 622 394
TR DR 9.5 761 268
KE 9.9 741 340
{EfEUR 10.0 480 373
SIS 10.1 538 384
WHRE 10.2 612 723
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B HHE S BE

(A58) (=) (KF)
KRR (1.7 10.3 572 347
RS 10.8 496 265
AR 11.6 991 375
YedEk 11.9 638 341
E PP 12.4 1044 479
IHEL 7 13.9 859 414
T 14.2 1032 177
G 14.7 432 338
BRI 14.7 732 420
Wk 15.0 711 503
Ak 18.1 735 362
Wi 19.6 1711 99
FERER R 20.1 696 81
2354 46.3 - 346
w T FRAKET AT

Disorder of Leucine Catabolism FEERBREER
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