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Diet Control survey and Medical Nutrition Therapy
Protocol for Inborn Error Diseases.

R R &

WATHAE C GEREBRERMRBRE A
HEEHAE B 4

MAANE THRTEHBE S TEH®

IATHAR) S 88 £ 11 A1 BZ 89 # 12 A 15 8B

Kok AR MA M EE > FAEAEE L% *



1 L R e L e R R A S S L 5t

b

t@
- B %%

0%

(=) x4 2 (3
(=) ¥xi® (1
EE S

(=) A

Il

w

\\>§z~

anp

( 5)
(=) H#@EFE 1)
=R (12)
(W) HhmEsk (20)
VB EAAE (22)

B~ [

— R AT EH

 BRR o R

BRI K

DERSLER (B MR R X B k)

I

i

MOB

pig

* GRB #%

£~ Hb (FHxed)

()R

o



e O R R R R S IS R TS

TR

RRAMRBMETRFAEERS AP R THERGHAKAITH
FRBAERERER - N EFREANR " RYEABEER S E R DM
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M mFREREGSE R 24 ) RREAHBEEE) oA TMA
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(Phe)~ F#ifz8t (Met) B4R (Cu) KA S 28R Hlan AR - FI%
RAR= > 534 Fm BEHAKRRERILHEK & 136 A ZR#E#H
WAESL S ETHBFEIER sHALRAE  uEARREERES
RIEHFRZBEFE - A EREFLEARIBETRRE  TLBRBAERR
B RRZEE  RMILWE T RWRE 344 & FHREE s 1 L &
B ARE I3RS A2 ARCEITREZMERZERGHEIZE
A FEOHMERLTRAN A2 EEHE T BRARERSE A
RZBERE S AN  AXEFRAECRE > S8 EABHAEGRRIEH RRR
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In the various inborn error diseases, many of them can improve the life status by
nutritional therapy and diet control. Because of the analysis of amino acids
contents and copper concentration in our own native food in Taiwan was
reported recently, the standard menu should be made in urgent status for the
purpose of nutritional therapy and diet control for these inborn error diseases.
[n this study, we focused on the standard menu of phenylketonuria,
hypermethioninemia and Wilson’s disease patients. We collected cases in each
predescribed disease, examed their healthy status (including body height, weight,
circumference of forehead and chest, serum albumin and hemoglobin, and serum
amino acids analysis, serum copper and ceruloplasmin concentration, and 24
hour urine copper contents). The data analyzed and compared with normal
value. Then we made menu of diets with low contents of phenylalalnine,
methionine or copper for each kind of disease. The diets was also
differentiated into mild, middle and very low type for stage 1, 2 and 3 patien‘tsﬁ.
The diet control method was educated to these patients. Data collected at

pretest, I, 3 and 6 months later, was analyzed. The results include that : we

collected 34 PKU, 11 hypermethioninemia and 13 Wilson’s disease patients. We
have developed the standard nutritional therapy methods and Taiwanese diet
menu for these three inborn error diseases. Through our investigation, we found
that most of these patients were cared by parents, grandparents, or other relatives.
The kmowledge about diet therapy was improved well by the education of
dietitians. The findings suggest that patents followed diet control guidelines
could get better reponse for diseases. Longtern and regular control are necessary

for good control.

Key word - phenylketonuria + hypermethioninemia - Wilson’s disease
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MIfE o 25 OHRE HBREEAE AT N BXHRE T 4 12
ARl REEs KEREAREIER PR TilEn e gmERT I,
ENBEEEHMERA S AT EELEMALTHSE - R @ T T
LGB BARAEAEARME G B AR C SRR IH T REE A RFHBEA
T ofeh OB REFGREER  BREFENELERGE -

ARMRBEFTRBOEBE S > 6l | BE KA ER(TEITHE
Glycogen Storage Disease,GSD ~ ¥ 3L#% s JF Galactosemia) » A& JK 8L X%
4% ( 3R 87 Fk £ Phenyl-ketonuria, PKU ~ & ¥ 25 8% 8% & JE
Hypermethioninemia ~ Urea Cycle Disorders ~ Leucine Catabolism Disorder -
Tyrosinemia, ...etc.) » & /8 A5 3 4t (R B A& KJE Wilson’s Disease - |
Menkeg Disease).. 5% > RV R2 TR B L A G H AR R BAER RITFH
PEdl c BEBMCAHLAMESSREEGETREGHAKRIRE 2528
A Ak HOMBE - d i RF BANRR S KGR AR AR AR B4R
EFHTHEE  AMmBEEIREEAERALBEZRBEY - FHEALE HHAT
GIERR BB A Rt HNME R TR TREE - K$ AERH
—fx e F R RAXBNP AT EIR -

AR ARIELHERGHEAKRBARIR-TRY T AARBER
SERMT M g REZUABRNMER - B A2 EREA X RO
TR EESEMIAMOARETHCHEERER SN E LB
EHRE AW EFEIBNABRGE RS HEARRBBZZERESR
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S TRAR ) RSB AKRRBAEMEMOARERBE FERBRY TS
RGO RBAZREFETH, VBT E  HHATREHEREGL
AMERMBEFTERBERLBELFIEENRE  BHPTATE £
18 445 RAFeIEH ~ v — A RKR B L F R ERELRE
6y R

BN A RERBE T RBOERY S B — RE BT ARATHE KB H
& gret g o A EME M B P8 F Bk % 49 K& Sk 2 (Phenyl-ketonuria,
PKU)~ % ¥ 57 Bk # fnF (Hypermethioninemia) & & # £ K& (Wilson’s Disease)
FoMRERMCGAEEME - WEHARIEAFARNSYH A ' PKU
1/40,000 » Hypermethioninemia 1/250,000 » Wilson’s Diseas B & & iE R, #.3t
A MATRBATEMRAMEFTZ RHHBATEA 30 12X 164 - sb=4&
R BN E R E PR Phe - Met R4RA Ml - EFEGIERRIGH TR S
HBFRBROLET  BRENART R - ATREALRLBAELHNE
HERARRERBAWOMES 2 HEP4T > REERRZ—B AR
T2 B AR B WA F MY AR ERRLBEE LA
5% e

ARG B RMERHE L BN ARG A RERBE FRRK - RE
sk JE (Phenyl-ketonuria, PKU) ~ & ¥ 25 B% &8 4o £ (Hypermethioninemia) & &, f
A KU (Wilson's Disease)-- 8 & /6 B SR R A AR BME ¥ » BB H LAY
REAF B IF 4R 0 RATHBAE -
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BE R R ARERESEBERTEPC I B AT A RRER
¥4 ¥ 2 PKU - Hypermethioninemia & Wilson’s Diseas % {5 # & 4
34 11 & 13 1) -

« GHMBMMR: F— - ZEAREWMEA
HE B R

B FEAKAEH T EICGR — 18 A )b — Atk 69 2 R AR
5~ B E RS AR A LRER (R - 75 &% G Serum Albumin)
it 4T # R Bl 69 e R A H R F R R MU R R ARG 48 M 604 AR
%78 B (4v : ¥ 8 f & Phenyl-ketonuria, PKU--f2.7% £ 2L 8% > & F 5k
&% fn 7% , Hypermethioninemia -- fo./%& A% £, 2K 8 » & @ & K2 Wilsons
Disease--24 /|~ b5 f & 48 84 3k & & 24-hr urine copper excretion ~ fn 7% 47
# & & Serum Ceruloplasmin) » F) i5 4t B £ B AL R(/R)EEA Y
AT T KRR AT, A T E A LM BRAD, AT BRAE
FROMA A BB R AR TE S MR EEF R R
sk AR T RRIFEERKN -

RERERAHGBERRGKRRAAEEFA  AULLY
R e R R R Bl RIBEE R 0B RaE TRETEE 0
F3R 4 R T RATERRR I8 B 6 P FR(Stage 1,2,3) &5 F R B R 89 R R
BIH 0 ik BAOE ot TR RIe Ry 0 BABLA T — R R b s
FAERRAT AR T F RA5 B RIE -



F-RBEEEH(E_MBA) - — MRS - BaaE - R
Flag e R B ¥ EREEEREREGFMBMOFTIRERE &
B E C BRRAT A ER AT AT T8 RE K& % & (Stage
1.23) Bl TBE £ 4B EEFE - RFmb oA KRB E
ZHERGMN SRR P2 E MR E M B FR
P OEAERALIERYMASRARE - FRSZA4E LT &%
Stage Z 4 #HhARE > URIE R EBRMRIGEZHE I AR B

SAREREZFGE RN —ERLETE REH - R
BEEH FF—REELEHR FoRBEER(E+—MBA) —K
MO RS - BRI E - SRR AILRSR - FR & ERERBE
¥R LR R S ARG R e AR EE B - RREERIERE  RR
FBELERETRT EHERIGHBMEA(Stage 1,2,3) -~ B AL
Bgm) > BETERERGREMELESER

s BEARRGHREN (BZHER2RE RAFTHRERBZLER
e o nhl P EFEEFTIMACBERYRE AL T Stage
| i — B A% %S B3 B4 T Stage 2 77 £ Stage 3 2
P PER GRS LH T Stage 2 4k RIsH > — AR S50
Al 45 F Stage 3 Z Ak RI67% ¢ & A RMR4F » T A Stage | kR 6
fo EHERNRE AL T Stage 3R EG% > — @A KB KRR
0 STeEX L A Stage 20 73 & Stage | 28R RE K o ) (M)



X &R Jk 7 (Phenyl-ketonuria, PKU)

Stage 1 : 500~ 600 mg Phe/day
Stage 2 : 350 ~500 mg Phe/day
Stage 3 © 200~350 mg Phe/day

% F 2 BR & fo 7% (Hyper-methioninemia)

Stage 1 : 350~450 mg Met/day
Stage2 : 250 ~350 mg Met/day
Stage3 : 150~250 mg Met/day

B B A& KJE (Wilson’s Disease)

Stage1 : 1200~ 1500 mg Cu/day
Stage2 : 800~1200 mg Cu/day

Stage3 : 400~800mg Cu/day

¢ R ERBK

o X B B 9% ,Phenyl-ketonuria, PKU

mg /4y KABK BES Ea¥ KW 2 B

¥ & # 30 20 0.6 0 55
W RS 18 5 4 0.1 2 50
O 15 10 0.5 0 60
#HO% 18 15 4 0.5 0 20

=R ey 5 -- 0.1 -- 60



o & VHiBk# dyr, Hyper-methioninemia

mg /4

FTHREE MEEE &A% B W % 2

¥ R M
A5 48
KoK #A
K& G B

=

20

20

1.2 0 50
0.1 2 50
0.5 0 60
1.0 0 20
0.1 -- 60

o BB AKJE, Wilson’s Disease

mg /45 47 B 2 EZa¥ B W ®E
KBS 447 29 12 8.0 4.0 120
¥ & # 50 15 2.0 —- 70
&% G 5 15 - - 60
M¥a . B4R 20 - 7.0 3.0 59
A 25 -= 7.0 3.0 55
i 30 - 7.0 5.0 75
% A 30 - 7.0 9.0 75
41 35 - 7.0 5.0 5
R 40 - 7.0 5.0 i)
KoK OH 100 15 -- 0 60
B#oOR 4 5 -= - 0 -
B BE %A - - - 5 45

OB EARTECS R IR IR B A4

SRR NN SIS
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Ve & % 87 Sk J% (Phenyl-ketonuria, PKU) ~ & ¥ 5 i o
(Hypermethioninemia) & ak @ /& K& (Wilson’s Disease) - 3] & 2%
BAA(H & R E-SEE M) - —MRALRBRE(RFEK G, Serum
Albumin ~ #2 & %, Hemoglobin) ° 45 #k & fbie B fd © (1) R KIE
(Phenyl-ketonuria, PKU)--sui& Bk KB m 47 - X8 A8
(Phenylalanine, Phe) ~ B pz & (Tyrosine, Tyr) » (2) & F 5 iR B4 o
s (Hypermethioninemia)-—so /& B B B8 -4 © F AR EL
(Methionine, Met) ~ BkAz & (Cystine, Cys) - & BeAkEs
(Homocystine) » (3) & &R A KE(Wilson’s Disease)——fiF484 &
(Serum copper) ~ fui% 48 & %& & (Serum Ceruloplasmin) ~ 24 /| 8%
FRRAFBHE L &

BAH ik

SHIRB L E RIS KRR B E(SS B E B5E
BB ) ~ AAbiesRfE - foF G % a(Serum Albumin) ~ & & &
(Hemoglobin) ~ #5#k A LB {4 © ik Bk 2 8 5 47 (Phe ~ Tyr ~ Met »
Cys ~ llomocystine), f 75474 € (Serum copper) ~ s #FAE%X G
(Serum ceruloplasmin) ~ 24 /N8R 4AGHE L &

7 B

# & Kaplan-Meier & SAS #3175k 47 A2k =46 5% B 4L K 5)
M5 Fk Stage A RE 2 &K - BRRIEFIMEH T 2 EM - 310
Child »#8 & log-rank test R:FFHMAT A E L RE(p A
0,00 AR ER)



« BRMERMRBEEAROFTE

ATHEAZARAMARBE T ERNEMBRABRETHREN Sy
BB RARBRAGEBL BNTEREHERAN M ELER
MARMEEERALELHEREACBHEMAEEMRTTUSF
mw’m%%ﬁ#* R AL HARMRBETERA
PR 303
ZHNECE 3
1 — EWE RGBS HAEARERHPETERZES RPEKRET
AR E S4B (B M 19434t 1540) &% F AR Bk s 11 ) (B 4L 6 4~

otk 54 ) BB B ARIE 13 (B 6 A~ ot T AL )R B E M

LR EE(0IES S  BE FEEARAME) G LR EZT
M M EmIEFAMRY o AH N E K £ B H(p E39>0.05) ° RF K
AREREZMASHEREEHRE > LB KSR ROFIZ— RKEA
NAERELHER - k—  Z  ZRHRTZHERREZIRBREN o
OB QAL RIFRE S TR AE R RRAKEHHAT >N A 4.16
+ 0.27 > 4.07+ 0.29 & 4.32+ 0.46mg/dL » ¥4 B FEHE  NERRIEH =
BA %A 4.18+ 0.19+4.27+ 0.36 & 4.71+ 0.47mg/dL - FR e EFEHEE -
ARSI LR ER - Ahe FH @ RKESERRRAREME 4
MR ARARYEH AT M A 12.01+ 0.87~13.224 1.76mg/dL R ¥ #]i4 % 12.14
+ 0.80 ~ 13.67+ 1.5Img/dL » ¥ E ¥ A6 E o ™S F AR o E £ #H
WA 1151+ 1.07 0 A BAEFE  BRRIEH& LA ZE 1197 .08
mg/dL > 7 AR B AEFE -

kALK ERE S @ 0 HTHAT KBRS E % B2 i Phe 5 4 137+
o68mmole/ml > BR #8 & # E ¥ 14 13~45 mmole/mi(p<0.01) > gxRAEHI AR A
FrE%E 119+ 73 mmole/ml » 13888816 % + RZ » & F Tyr AL 20AT A
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24+9 mmole/ml » & iE. %44 15~73 mmole/ml = F > £ R IEHI1Z 17 4 23
+11 nmole/ml > 2K %4t o & FHMkEE E 2 d i Met {84 52. 9 11.2
mmole/ml ° 88 88 & # iE % {4 3.4~27 mmole/ml(p<0.01) > RRIE H1& 5§
% 45.349.6 mmole/ml ’ {243 M EF4E 3 Exd ik Cys EABHATHER &
# 12.21+2.8 mmole/ml & 16.6+3.1 mmole/m! » A 2L % (p<0.05) > 1234
i AN GE ¥ 4 4.4~5.46 mmole/ml o fE A B A KJEH @ 0 B SR diF 4
& % & (ceruloplasmin)#t % - #i# AT fo 7 IR B39 /17 2.0mg/dL 5 0 o
B A BT HATIE B 4 2421 101ppb & 29798ppb » # A L EAE Y -
Ep@ﬂ%’ﬂw%%ﬁ%iﬁﬁquw%m;ﬁzmwﬁﬁﬁmﬁﬁ
B AT AT % 27095ppb & 168+81ppb » & M 1% A8 $(p<0.05) - 1247
iE ¥ {8 <60ppb -

ek

BT Z R R ERE(RAMA =) 85 RREBEMGTHIISEE
R B BZR TR BEMEBAT BMEAFENA)
HraA o 7 SRR BB T MA S B

(A) XWEEZP5MARETAALESA T FHA—FERMF
BMRE GO R—58 By hE s, AR TATR
8RR B E TR T RS —ERH—F - BRI #4
g, ) EUMMBEFFIHNE IR ISR TA: &£
SMEAMHATRARENE WA REESHTH -

B) ZFHEHaEZFIARE THABAFRIA T THA—E
BMAEABRBHREEG—IR - S e iR RETH
"FHAR-HERMTREFEEERA—FY HF TR
NG, ) £ MEZFFLHNA OMR TR T
1 3B AR AT IRRRIENG  MAAAETRTOTA -
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(C) AAAKEZFIA  FOARFOAABIAF 48 " FTHR
— AW AREERRARERSC—RE T8 Bk
WE -~ E A EORTTHAR—REMABNELS
BB — &by~ B B BR¥ R RE 68T B ARKE
BETULTFHA—ERM—ICAW - LRtE - 2FH 355
¥, ) A3 BEHEYSHAE 048R IR TH
£ 3EABHREREAIESZ HAMERSGTH -

GEREH T @ 0 L — R RERRRHEA(MEZ)SRAE
FraahRA  AF—RFILHR >  EFEVZREFEHR QX RBEE
REHEBHRAFE  BAF = - = - WRPIDERET > #E0RERR
NEARB AN EEAT BZHERBRERRANE ARtk E®%L £
EI P E— s - ZRAMAEY  REAEREGTBAGTRAER
T a %jﬁf%f&éﬁfi%(%& 2+ 174.9 X£)(10. 4+ 8.1g)(p<0.01) » &
45~ A E CI A BRI £ (p<0.05) 5 M & F # A 8L o e 3 B AR RHK L
8 %% & 4165 (p<0.01) » 45 - #iHIRF 1% 5 (p<0.05) » 44 & By(p<0.05)
B EE(p<0.0DRI A HBER L ENARAAEZREHR > A 254
B 58 7R 2 (p<0.05) K& 4 4 % Bi(p<0.05) R 2 £ R % -

A EE G BARBARERBETEARZIEIEREL S A
L AR R R EERR RS ARG Ao S I B 6T A8 R B
FAANEB » o bHT4AT 0 B RAREME o KB EREHMELE LA T
AN — R R BN RE G Rh—5H B R 85, BRFET
A T OKER R B E T AERA T IR — R AR — - BRI - 4
S H PR AERBHMES I T TN AR A A B
BEG— LK~ 4w - drae - #Ag ) RE TA T FTHA—HRMTIKE
HEREGR—FY - B4 2, KB AREREH

4



MEHARTFTHN—RRAMASGAREERAAREL C—RB - 17
ta BB N6 FOR T THA-HRMRRENEL S
Wk —% 0~ B BB BEF R RE 6 T A ARKEEES T
EFRAN AR —ICANE R AEE LA X THRE -
B EWKRRBIEB S VAN EHEMARERYAIR - BRI EX
BHIG A5 RBEA AL TRIESIT At E 295 B3N stagel
Z AR R YA P 0 38R F Uk stage? s staged 2 £k
AT -

AR B ZRREHRIEH  RERATE  BHLEREREK KM
CRIZHRER T ZHERZRA 3T I EARZ TR BRATH
ZRMERBEARERS WIS - AR - HEBRKREQRHH
)RS AR e MR AR A BB T RTE 0 RO
Bt R L B REMIRZARRIEH Tk BRAEBFTRRBZE
M UZRBANERRAAKRRAZE LI THRE(MER) -

AT CEAW IR B A KRR BT R BT T8 FE 1 B 16
BAEEZRXBRBHE)-TEFHEEER  TEEEEE LA EZEC -



S A R O RN AR IR ORI A L

k— 1 RERER BARRILEELRGBLA6.923.5K)

A B f#2LAT RRFEHR p1&

A. —fx AR Eefd

#3#% & & a(mg/dL) 4.161+0.27 4.184+0.19
#n. &, % (g/dL) 12.01£0.87  12.14%0.80

B. ## A ibiebeE

Phe (mmole/mL) 11973 137168
Tyr (mmole/mL) 24+ 9 23£11

C.EBF BAEKRRMRE

#§ (Kcal) 389.17 +174.96 (<0.01)
xaq (g) 10.46 +8.12 (<0.01)
BE B (g) 9.94 +7.63
T ® OB 6521 +26.73
BEE () 1.09 *+1.94
41 (mg) 121.50 +143.67
45 (mg) 190.99 =+232.60 (< 0.05)
4% (mg) 7.55 £18.03
frEA 1320.70 £1858.10
44 ¥ B 0.39 +1.62
#4 % B 0.31 £1.05
TN e 1.50 +2.80
#x £ C 35.04 +40.84 (<0.05)

*A ~ B A p {E AMTHAT vs BRBIEHIR
CHEpEAARBBRE vsAZFHARRKE
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£ - B VAR fE R BRI EA(L A T.3E3.3 &)

B B f#3LAT RRIEHIR p &

A — A biRiria

miEakamedl) 407029  4.27+0.36
o &% (g/dL) 11.51+1.07  11.97+1.08

B. #zx A bARER{E

Met (mmole/mL) 52.9+11.2 453+9.6
Cys (mmole/mL) 12.1+2.8 16.6+3.1 <0.05

C.EBRF BEKRRMRE

#§ (Kcal) 960.44+568.03

a8 (g) 35.02+23.47 <0.01
- ) 39.461+34.13

% % (2 119.67+47.37

HHEE (2 2.93+3.57

4y (mg) 408.72+401.36

4% (mg) 923.24+1036.61 <0.05

# (mg) 11.33+9.35 <0.05

gAEFA 2403.52+1881.44

44 £ B, 0.27+0.21 (< 0.05)

%4 % B 0.86+1.14 {<0.05)

AR B 2.87+2.64

#Ar%C 24.56+20.30

* A~ BB p EABTEAT vs BRRIEHI 14
**CIHpEAREMRE vs A ZFFIERE
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A= RAARER ERBHE(3 A 21.2£8.3 &)

B 8 AR AT RAEIE IR p1E

A, — R A AbiR AR {E

% G % a(ng/dL) 4.32+0.46 4.71£0.47
fn @&, % (g/dL) 13.22+1.76  13.67*1.51

B. # £ tinsafl

3% 48 & & & (mg/dL) <2.0 <2.0
#n % 484 € (ppb) 242+101 297+98
24 /) 8§ R 4R HE 8 2 (ppb) 270195 168+ 81 <0.05

C.EBF BEKRRWMRE

#§ (Kcal) 720.72%363.80
kA% (» 29.88+19.21
fs W (2) 26.29415.39
B # (2) 90.42+56.04 (<0.05)
H4u% (o) 3.54+7.57
4 (mg) 296.49+253.66
4% (mg) 193.304276.79
. (mg) 12.52£19.19
#iE A 6088.06+14707.02
%4 % B 0.37%0.37 (< 0.05)
“#45% B 1.17£2.48
FaR B 6.621+8.59
#E%C 90.84+134.80

*A~ BB p{E AR vs BRRIE B2
CHpEAREMRE vsHAEFHAERE
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A
A EE2R TH=ZBRBEREBRERRIEHR R EHFFE

BRREBITHRAE - R T ARAAREA S BITATREN  H0H
MERMAARELARBESNZO P THARSEREE T O
U EEERETL LS IR ERLANE LT HDE - B 285
FPuhk BREAMABRMOERSLGE RRBET REFELR
W RAT feh — ARSI EFHRKETR  FIREGHENEAL
BEE -HEABEAFNIANERER AL B2 RERARTHH
W mERIBERYIHERNFR  HBESLE —HBEKREHA -

SR EZ M o 34 IR FE(F M 194 ~ 4otk 15 fx)
116 &H FrafhhaE (FHOM-LHOIMR BAHARBARE (F
M6~ M TR)ARKRBEFTRERRBZIRRIEFLER ok
oA THRE (DB AR E ABL(P<0.05) > AR
B AR & B LA AR SRR R 6 K L K Bk B kR
BHRIREE  EREMIER QL - RAECBRBREST B 0 RRE
HERBEDIRAEFE RABD TR AEZ 0 &EEH RIKHER
% ARRESZEAL  ARERR > MOHENEFTHE 2+
THEEFE  SHERRIEN > TEREAZEFME L Q) ENHEH
AR S & 0 REREZ F Phe 8 K& RRITH R
HAETHE BEFENKS & FHERLEZ AF Met 28 K&
i Cys & K& AR RHHRIEHE=ZMA wF Mt 2 EHFT
EA8% > mkE Cys 224 TR EA(P<0.05); AAAKEZ 0
FMEZORRREEIUE FLFALEAMRIEHZMBEAKAE AR
% 0 24 [NERERIRAAME L B R A E R T B (p<0.05) - 424 Lit 0 At E
Z W Z MR R AR AF e b F 69 0% FBE 49 09 3

19



1%

Pt TR MR R R

Ay 5 ¥ M 7L B AR (R BRI SR 2 iE Phe JB 2 & 137+ 68 mmole/ml
%2 119 73 mmole/ml » & F #i AL BE foofE 2 o 75 Met B B & 52. 9+

11.2 mmole/ml & % 45.3+ 9.6 mmole/ml’ BB A KEZ FE4EAL B G
242+ 101ppb 144 297+ 98ppb)* £ EZ A E R U E(H F AL o
E Z fF Cys A& 1221+ 2.8 mmole/ml E A & 16.6+ 3.1
mmole/ml - p<0.05 ; R M AKEZ 24 N FRRAHEL Ed 270

95ppb &% 168+ 81ppb » p<0.05) o & 4k 2L & 4F KAIFELE » AR R AT HI
HiZ R BRI EBRNE  SERMIEEE R R RMEEL > A
ERXAEILREMRIB/EAZTOALIL TR RS E T $18 sbk B 4y
e BAE A& BMH -

A EOCATHE B 5RIEW OB ARKREMEER
2R R SERMRIAE stagel 2 3 RBEZF P 8
RABCERE  UABEBETARAZES > B UET R
B)o F % BAMBGT AN  EM R HFOEERME AT A
AF R FR M N AEFER AL THRREAETH AEMR L BM
WAES o PR RR R R AR SR HEEA

69434k ©

A B EER

AtEZ RN CEBITH AR (DTHRFRE - 5 F A%
i R AREEZRARKEHERBEZ —RBEKRE B
BN QRS F R R 2 & RGBS b= B —
A A LR BRAE T A EFRE N S QM sk A uRmia - R K8 kR R
Lz tmEPhe bEMES SFHKMAEZ E Met 588 E S

20
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CystB¥ & RAAREREZ O FMEETGHLZ ERLFHEE
i M 24 /N RRARAME 16 & L (DB H ARG RRIEHZ
KBRS TE R B2 fih Phe HMEEARS: | & FHUKEM mE R EX bk
Met 4 & 4 M 1&A8 % - mdbid Cys A58 £(p<0.05) 5 & A AKE
REZMERSER LAY M 24 N RRAMEENRAEAERT
M (p<0.05) : (5)7% B R X T RARS MBI RIIIE » HERRIEHZT
MAPATHAARES  (0)ZMEKRZALLTERE ST R
£ %Ak ©

RRIE B ARSI R R IR A B e R - B RENHREE
SRR R MRS THER  BHAL LSRR EHENEY  #
AR T A AR E RAFIER L FRGF -
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(M —)

¥ B B %t (Phenyl-ketonuria, PKU)

Stage 1 : 500~ 600 mg Phe/day
Stage 2 : 350 ~500 mg Phe/day
Stage3 . 200~350 mg Phe/day

% ¥ B4 B% & fo 7% (Hyper-methioninemia)

Stage 1 : 350~450 mg Met/day
Stage2 : 250~350 mg Met/day
Stage3 : 150 ~250 mg Met/day

B A A& K £ (Wilson’s Disease)

Stagel : 1200~ 1500 mg Cu/day
Stage2 : 800~1200 mg Cu/day

. Stage3: 400~800mg Cu/day

- R ERSA

o X & Jk 5t ,Phenyl-ketonuria, PKU

mg/ty XA BN kA% BV % E
* & # 30 20 0.6 0 55
b Bs 48 5 4 0.1 2 50
KoK 44 15 10 0.5 0 60
#woOR 15 4 0.5 0 20
N R=E 5 - 0.1 -- 60

e S 3



e 5 PhiRkE ;myz, Hyper-methioninemia

mg /#r FEUMKER BREE EEE B W B g

¥ B 4 20 20 1.2 0 55
- < 2 0 0.1 2 50
KR OHA 5 ) 0.5 0 60
#®OE # 10 8 1.0 0 20
& & & By - ~= 0.1 - 60
o B M AKE, Wilson’s Disease

mg /4y 45 B 2 EBE BV R =
1R BE 447 25 12 8.0 4.0 120

¥ R H 50 15 2.0 - 70

RE a B 5 15 - - 60

S 20 - 7.0 3.0 55

o 25 -= 7.0 3.0 55

A 30 -- 7.0 5.0 5

5 1 30 -= 7.0 5.0 5!

4" 35 —= 7.0 5.0 5

F 40 - 7.0 5.0 75

KR 100 15 - 0 60

Ok # 5 - -~ 0 —-

h Bs #R - - —= 5 45

OB R ACA R IR GRIF T e R dndEte
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haldohtalelhbiribadelanmbded stntedede b d il LAt e i St

(P 19 2 —)

F— 0 RBRIE R BRI EAGL A 6.9% 3.5 5K)

A B AT ERRIE K P&

A, — AR

fo % & % & (ng/dL) 4.16% 0.27 4.18+ 0.19
fn & % (g/dL) 12.01+ 0.87  12.14% 0.80

B. # % A {bigsfa

Phe (mmole/mL) 119+ 73 137+ 68
Tyr (mmole/mL) 24+ 9 23+ 11

C.ERF  BRERAKRRWMRE

#& (Kcal) 389.17 + 174.96 (<0.01)
T Rad (@ 10.46 + 8.12 (<0.01)

B 5 () 994 + 7.63

B #8 (g) 65.21 + 26.73

HHEE (2 1.09 + 1.94

4 (mg) 121.50 + 143.67

45 (mg) 190.99 + 232.60 (< 0.05)

R (mg) 7.55 + 18.03

BEEA 1320.70 + 1858.10

£ B 0.39 + 1.62

A F B 0.31 + 1.05

A i 8% 1.50 + 2.80

A 35.04 + 40.84 (<0.05)




(M w9 2 =)

Ao HYRAEOERERBRIEEEANL A T.32 3.3 %)

" B 18120 AT ERRIE W44 p1fE

A, — AR A

4.07t 0.29 4.27+ 0.36
11.51+ 1.07 11.97+ 1.08

7% & % & (ng/dL)
fo &, % (g/dL)

B. 45 sk A LB E

Met (mmole/mL) 529+ 11.2 45.3+ 9.6
Cys (mmole/mL) 12.1+ 2.8 16.6+ 3.1 <0.05

C. IR B BRKRRMRE

#g (Kcal) 960.44+ 568.03

) Eaq (p 35.02+ 23.47 <0.01
Bs B (g) 39.46+ 34.13
B A (g) 119.67+ 47.37
HHEE (g) 2.93+ 3.57
49 (mg) 408.72+ 401.36
4% (mg) 923.24+ 1036.61 <0.05
R (mg) 11.33+ 9.35 <0.05
A F A 2403.52+ 1881.44
44 % B, 0.27+ 0.21 (< 0.05)
44 £ By 0.86+ 1.14 (< 0.05)
Wk 85 2.87+ 2.64
A% C 24.56% 20.30

e e  — —  _ _— —— —— ———— —  —————— ———————————————



(MFmz =)

FZ U RAARER BRI EEA(3 A0 21,2 8.3 &)

1A B 1T ERRPE W% pfE

A, — g A fbia i fE

ik akamgdl) 432 046 471+ 047
o &, % (g/dL) 13.22¢ 176 13.67+ 1.51

B. 45k A bt fa

fn % 4R & & & (ng/dL) <20 <2.0
#n %484 € (ppb) 242+ 101 297+ 98
24 /] BE Bk 4R34k 3 € (ppb) 270+ 95 168+ 81 <0.05

C.EIRF  REKREHRE

L3

# g (Kcal) 720.72+ 363.80

xaf (g 29.88+ 19.21

R A5 (g) 26.29+ 15.39

& A (2) 90.42+ 56.04 (< 0.05)
BHE (2) 3.54+ 7.57

59 (mg) 296.49+ 253.60

45 (mg) 193.30+ 276.79

4 (mg) 12.52+ 19.19

A 6088.06+ 14707.02

g KB 0.37+ 0.37 (<0.05)
A F B 1.17+ 2.48

iy B 6.62+ 8.59

wAEEC 90.84+ 134.80







LEABRKE (SHSEXAERNERL)

£ W H# £ ¥ ARHE | EaR (2R) | &E(XKF)
L3 TRAE 1.5 22
4 3 10 2% 1.0 34
% (%) 100 & % 1.0 121
E o 57 &% 0.8 161
* 30 A% 0.8 76
* 10 2% 0.7 35
#m(F®) 25 A% 0.7 35
fafk (4 9E) 10 24 0.7 26
EHE (£ ) 26 A% 0.7 21
A RSH 5 DK 0.7 15
25 (BRE) 5 A% 0.6 14
g 2o+ HBO6E 5 18 4 0.6 68
#ode (AEHK) 2% 0 182 & 0.6 22
it (%) T A% 0.6 22
28 6 A% 0.6 19
¥k H 23 A% 0.6 57
1Kt 1/4%4 > 42 %, 0.6 19
¥ (4£) 20 % 0.5 24




ARBARB/E (TRELEHSEXABKISERL)

£ B # = TETAHET | EGR (2K) | 2F (XF)
s 185 2 %, 0.9 65
A (%K) 150 2%, 0.9 41
B Mk 183 A %, 0.9 57
% X Yok 55 2%, 0.7 43
B # 118 A%, 0.7 41
€ % 120 &% 0.6 58
X A 95 A%, 0.6 39
& A 100 A% 0.6 19
& % 200 2 4, 0.6 38
T 50 A% 0.5 20
E 4 83 A% 0.5 53
¥ % 65 2% 0.5 22
"% % 250 2 %, 0.5 145
T 20 A% 0.5 57
% T 50 A% 0.4 18
# A 50 2% 0.3 23




SHRERRBER (TRELEFH LS XAKRISE L)

£ H £ B TERGE (25) | Ba¥ (24) %¥ (XKF)
PCE S 105 1.4 15
#Zit 24 1.3 13
w F 72 1.2 19
E 60 1.1 31
as% 46 0.9 8
HEY 65 0.7 24
A 42 0.7 11
¥ 36 0.7 7
E 75 0.7 18
SaE 35 0.7 5
X e d] 40 0.6 8
i (B) 50 0.6 9
EOE . 32 0.6 6
S A 42 0.5 13
£ K 105 0.5 7
# 79 0.5 13
& %1t 23 0.5 5
EiLE 15 0.4 4
oA 75 0.4 8
ME X 10 0.4 16
T 60 0.4 12
Hir g 15 0.3 2
% % 13 0.3 3
& % 10 0.2 1
%K 33 0.2 4
ES (%) 16 0.2 3
aHhy 33 0.2 5




4. HRBEREE (ERSEXABRYSER)

£ B # B TERHE (2n) |G (24) | AT (XF)
5 # (butter) 158 11258 0.1 100

# i sk (Margarine) 152 > 122 14 0.1 108
741 % (mayonnaise) 2G& s BR 0.1 72
5THHBIAR (FLEXABERLTTRY)

£ R | EXRAHE | KABRK(EAL) | Ba¥(2L) | RF(RF)
. 1 180c.c - — -85
i1 HR6Ds - — 108

0 B 24K - - 39
RS 180c.c - - 78
ERER 1 5% - - 58
S 1 5% - - 55
% 15% - - 46

& 15& - - 59
ER N 1 5% - - 29

X & 152 2 - 35
2 B 1im% - - 31
LR 3 1 & - - 34
A % Fa202 % 2 = 69
R (&) 20 & 1 - 68




Stage 1 :
Stage 2 :
Stage 3 :

w X R &, Phenyl-ketonuria, PKU

500 ~ 600 mg Phe/day
350 ~500 mg Phe/ day
200 ~350 mg Phe/ day

o R ENRBREL

© X8 K JE,Phenyl-ketonuria, PKU

mg /4y XBAM BaEk 9% Bs B5 B &
¥ R M 30 20 0.6 0 55
M fs A 5 4 0.1 2 50
X R B 15 10 0.5 0 60
®OX B 15 4 0.5 0 20
&% & Rk 5 - 0.1 -- 60

Stage 1 :
500 ~ 600 mg
Phe / day

Stage 2 :
350 ~ 500 mg
Phe / day

Stage 3 :
200 ~ 350 mg
Phe | day

ke °
ZH% 1148

1 4

HuEy 1| &K
£ 58

BEy© 1
1RE B & HL

HmEh 12 &

HeEey 12 &

ey 12 3

i
BE3
A A

EF
A 4t
% &

k]

ar
32

*

85,34
BR

BBl H 1 #%
£6 1@

BaEF 1 A&
RITHHEL

Hmmy 1 %
BB

& R
H X E 8 &
AN

PN

o) F 3
R

G 5
AL 43
SR S

&%

BBy 1

HekEH 1

Hrk@ey 1 K




STAGE 2 STAGE 3

STAGE 1

1\
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73

~
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LERHBEAME

£ 4 # M| TERAHE [ Ra¥ (2) | #F (XF)
3 T A% 1.5 22
45 %y 10 A% 1.0 34
% (%) 100 2 % 1.0 121
£% 8 57 A% 0.8 161
* 8 30 A% 0.8 76
* 10 2% 0.7 35
®(FH) 25 A% 0.7 35
fatk (A 4) 10 2% 0.7 26
BE4E (1) 26 A% 0.7 21
WA RS A 5 AL 0.7 15
£2H (RE) 5 2% 0.6 14
#F R oFER6H 0 18R R 0.6 68
Wkl (AEH) 2FR 0 182 % 0.6 22
fas (%) T A% 0.6 22
By 6 A% 0.6 19
L P 23 2% 0.6 57
1B K 3t /445 5 422 %, 0.6 19
¥ (&) 20 A% 0.5 24




2R RIABE

£ ¥ # B T T AHE | EOK (2%) | A% (XF)
— il 185 42 % 0.9 65
R (%K) 150 2 %, 0.9 41
¥t 183 2 % 0.9 57
F K Yotk 055 A K 0.7 43
B A 118 24 0.7 41
A 120 2 % 0.6 58
X A 95 A% 0.6 39
& A 100 2 % 0.6 19
& % 200 &% 0.6 38
BT 50 A% 0.5 20
* R 83 A% 0.5 53
¥ % 65 %, 0.5 22
"% 2 250 A% 0.5 145
NET 20 2% 0.5 57
» T 50 A%, 0.4 18
# A 50 2% 0.3 23




S.HEEMmRIKEK

£ B # K EERHE (2L) | REa® (2%) | #F (XF)
xH % 105 1.4 15
i 7 24 1.3 13
w F 72 1.2 19
% B 60 1.1 31
NS 46 0.9 8
WHEH 65 0.7 24
A 42 0.7 11
FoOx 36 0.7 7
E 75 0.7 18
haE 35 0.7 5
| &G 40 0.6 8
B (&) 50 0.6 9
P NE 3 32 0.6 6
i % 42 0.5 13
A K 105 0.5 7
+ 79 0.5 13
a¥it 23 0.5 5
Eird 15 0.4 4
N 75 0.4 8
MER 10 0.4 16
O F R 60 0.4 12
$ir ¥ 15 0.3 2
% % 13 0.3 3
b X 10 0.2 1
%K 33 0.2 4
EE (X%) 16 0.2 3
a8 33 0.2 5




4R RE

£ B # ® TEAHE (ML) | EEK (&%) | ¥ (XF)
3 (butter) 1% > 1124 0.1 100

% 3tk (Margarine) 1R > 12284 0.1 108

# 3 % (mayonnaise) | 2% 8A%L 0.1 72
5TAEhBIRD

£ ¥ % K TERHTE | KAKRKR(TAL) | ZaR(24) | RE(XF)
BRT 180c.c - - 85
ik bk BHIE 62 S - ~ 108
&4 24 ~ — 39
AR 180c.c - — 78
TARBR 1 5% - - 58
I -2 - — 55
% i 1 %% - — 46
& 1 & - - 59
Ik 1 5% - — 29
Xa# 1 R 2 - 35
B H 1 5% - - 31
LR Y 1 & - - 34
A2 B 8200 % 2 — 69
B (RAEY) 202 5, 1 — 68




o SHIF & B MIE, Hyper-methioninemia

Stage1 : 350 ~450 mg Met/day

Stage2 : 250 ~350 mg Met/day

Stage3 : 150 ~250 mg Met/day
~ SMRENREE

oS RR S MIMAE, Hyper-methioninemia

mg /{3 BiREk MeEk S8 BH M E
r a8 | 20 20 1.2 0 55
s BE #@ 2 0 0.1 2 50
K B ®| 5 5 0.5 0 60
= & 8 10 8 1.0 0 20
(EEERID -- - 0.1 - 60

Stage 1 :
350 ~ 450 mg
Met / day

Stage 2 :
250 ~ 350 mg
Met / day

Stage 3 :
150 ~ 250 mg
Met / day

STREC
=HEa 1@

1 &

HSTRECF 1 R

SrEcAa 12 1R

HREC 172 1R

B8R THAD
Eim
7KH

1SRECF 1 MR
=208 18
SE
AR

RENETH
G

F3PHBCFD 1 AR

BE&R
KUEE TS

B )

SURECF 1 M

BRECA 1 |

=0
EifoR
BR

BB 1 W
P iin[E

SRECFS 1 MR
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ABIRETE (Wilson's disease)
IR ERRE (KENESEERER)

1200 Kcal/day

gl = Stage | Stage 2 Stage 3
H Bl S ] L B 1200- 1500 800-1200 400-800
(g) (g) (g) (Keal) | (ug) | ugCu/day | wugcCu/day | ugCu/day
2> B 8 8 12 150 0 0 0
g ] & B 8 4 12 120 25 1 25 1 25 2 50
B B 8 _ 12 80 1 25 1 25 0
e BR 2 _ 15 70 50 7 | 350 7 | 350 300
x & F ) _ _ 15 60 5 0 0 15
&5 7 3 _ 55 20 0 0 0
BN 7 3 _ 55 25 0 0 2 50
_ BN 7 5 _ 75 30 0 0 0
VRCB FEomal 5 _ |5 [ 0 0 o | t | 30
ES 7 5 _ 75 35 0 0 0
EAA 7 5 _ 75 40 120 120 0
100 300 200 0
= 3§ o 75 0 75 2 150
50 0 0 1 50
_ _ 15 60 100 | 2 | 200 2 | 200 0
K/ = 70 0 0 2 140
st BS _ 5 _ 45 _ 4 _ 4 _ 4 _
8 & (9
BMEWE 1020 995 785
Bmag 1215 1215 1205
B 8w 51 |168%] 51 J16.3%] 49
b BE B |289%| 39 [289%}| 39 J29.u%| 39
EOE| BB | BE &8 B E37] Stage ! | Stage 2 | Stage 3
. 1200-1500 | 800-1200 | 400-800
L7 Bl (g) | (g) | (g) |(Keal) | (Hg)|" ey | wgcu | ugcu
per day | perday per‘day
2 B 8 8 12 150 ? :
iG] 3] & BB 8 4 12 120 25
R B 8 + 12 80
. kO BR| 2 + 15 70 50
XA -
£ 8 = 5
B B 7 3 - 55 20
B RN 7 3 - 55 25
. E R 7 5 - 75 30
= =-R=t o
SR 5 S 7 5 - 75 30
£ R 7 5 - 75 35
F R 7 5 - 75 40
m ® W 1 5 25 75 13" {300 3 225/3° 150
K B W + 15 60 100 | 2 | 200 2 i200 2 200
a B R 5 45 s/- LA e/l 4/ 4/
8 & (9) | ,i ]
| ; N




REBIRETIE (Wilson's disease)
EHRERKRE (KRNERFTERER)

1500 Kcal/day

Stage | Stage 2 Stage 3
¥ Bl BOH|E bR FR B ga. 1200~ 1500 800-1200 400-800
{g) (9) (9) (Keal) | (ug) } ugCu/day | wugCu/day | ug Cu/day
z B 8 8 12 150 0 0] 0
g 15 &l s 4 12 120 | 25 | 2 | 50 2 50 | 2 50
e _ 12 80 0 0 0
. 2 15 70 50 | 9 | 450 | 9 [ 450 300
x & M gg _ _ 15 60 5 0 0 30
&aEl 7 3 _ 55 20 0 0 0
Bl 7 3 _ 55 25 1 25 1 25 | 2 50
7 5 75 .30 2 60 0] 0
R-RE-BR gg 7 5 - ‘75 | 30 0 2 [ 60 ] 2 | o0
- K 5 _ 75 35 0 0 0
2wl 7 5 _ 75 50 | 1| 40 1 40 0
100 | 3 [ 300 0 0
m B B 75 0 3 | 225 0
50 0 0 3 | 150
_ _ 15 60 | 100 | 2 [ 200 | 2 | 200 0
xR B 70 0 0 140
" B __ | 5 U NN I A S B =
B _# (9)
FEEER 1125 1050 780
BEB 1495 1495 1505
. ZaH |een 62 |166%]| 62 [149%] 56
BE B |307% 51 [307%]| 51 J29.3%] 49
EEE B B8 8 E| B Stage 1 | Stage 2 | Stage 3
B Rl (9) | (9) | () [(Keal) | Cug) X0 eI e | e
perday | perday | per day
2 B 8 8 12 150 !
A L3 & B 8 4 12 120 25
R B 8 + 12 80 ,
.  BR 2 + 15 70 50 \
=8 E ®Ofm 5 :
B ®| 7 3 - 55 20 | ‘;
B R| 7 3 - 55 | 25 f ;
. B R| 7 5 . 75 30 . :
ARCBECER el 5 i 75 | 30 |
TR 7 5 75 | 35 !
£ W 7 5 - 75 40 | 5 3
m R R 1 5 25 75 13" 1300 32253 150
K B R + 15 60 100 | 2 {200 2 | 200 2 | 200
H B B 5 45 WA VS VA V'S DY IV DY
- =)




HEBIEELE (Wilson's disease)

ERMBNRRE (KRNERTERER
1800 Kcal/day

Stage | Stage 2 Stage 3
£ i EoEE MR HRA R B 1200- 1500 800-1200 400-800
(g) | (9) (g) | (Keal) | (ug) J ugCu/day| ugCu/day | wgcCu/day
> il 8 8 12 - 150 0 0 1 25
A ] & Bl 8 4 12 120 25 2 50 2 50 1 25
Bl 8 _ 12 80 0 0 0
e 2 15 70 50 | 12 {600 9 |450] 6 | 300
E gz _ _ 15 60 5 0 15 8 40
gE| 7 3 _ 55 20 0 0 2 40
Bl 7 3 _ 55 25 0 2 50 2 50
_ 2Rl 7 5 _ 75 30 2 60 0 0
AN RE B el 7 5 _ 75 | 30 0 2 {60 1t ]| 30
+m| 7 5 _ 75 35 0 0 0
2m| 7 5 _ 75 40 80 1 40 0
100 300 0 0
® R A 75 0 3 | 225 0
50 0 0 3 150
_ _ 15 60 100 ]| 2 |20} 2 | 200 0
K &R A 70 0 o | 2 [ 10
B _ 5 _ 45 _ 6 _ 6 _ 6 _
8B & (g 10
Ba8E 1290 1090 800
Bmag 1770 1775 1775
. g8 |i54% 68 |155%] 69 f142%| 63
BE B [295% 58 [299%( 59 |29.9%| 59
EOE BERh B8 R B k3] Stage ! | Stage 2 | Stage 3
R | (9) | (9) | (g) |Keah | (ug) |0 eI e | vaca.
per day | per day | per day
2 BE| 8 8 12 150
il L} & BB 8 4 12 120 25 :
B BB 8 + 12 80
. w OBR| 2 . 15 70 50
= 8% b ) 5
B & 7 3 - 55 20
B OR| 7 3 - 55 25
. E R 7 5 - 75 30
N RCB-E8 B & 7 5 - 75 30
S S 5 - 75 35 ,
F A 7 5 - 75 40 ; :
E F B ! 5 25 75 | 3" 300 3 225 3* 150
K B g + 15 60 100 2 200l 2 P200| 2 | 200
m BB MW 5 45 s/ | 6| +/-| 6| +/-| 6 | +/-
B & () | |
o L




BB (Wilson's disease)

EEGFRNARE ENERSERER)
2000 Kcal/day

; Stage | Stage 2 Stage 3
5 R ZOE|B BE BR B E L 00 | s00-1200 400-800
(g (g) (g9) (Keal) | (ug) | wgCu/day ug Cu/day | wgCu/day
N EE 8 12 150 0 0 0
g i & | 8 4 12 120 25 [ 2 15s0f 2 | 0] 2 | so0
Ml s R 12 80 0 0 0
+ BR 2 _ 15 70 50 | 14 |700] 9 [450] 5 | 250
x & M wmml| - _ 15 60 5 0 5 |25 9 | 45
@l 7 3 _ 55 20 0 0 2 | 40
BN 7 3 _ 55 25 0 2 {50] 2 | 50
_I=zn 7 5 _ 75 30 | 3|90 0 0
B-R-E BRpal 7 5 _ 75 | 30 o | 2z [e0] 2 | #0
TR 7 5 _ 75 35 0 0 0
2|l 7 5 _ 75 40 | 2 | s0o] 1 | 40 0
100 | 3 | 300 0 0
mom B 75 o | 3 }|az5 0|
50 0 0 3 | 150
_ _ 15 60 100 | 2 |200] 2 | 200 0
S 70 0 o | 2 | 1o
m B M@ _ 5 _ 45 _ 7| _ 7 | _ 7 R
8 & () 30
BRaeNE 1420 1100 185
RAE 2030 1940 1935
ZaBE |156% 79 l142%] 6§ |141%| 68
. BE B [301%| 68 |29.7%| 64 |302%| 65
=)= < BH | B %8 =20 E 37 Stage ! | Stage 2 | Stoge 3
= Bl (g) | () | (g) | (Keah)| (ug) [P0 ace |
per day | per day | perday
2 BB 8 8 12 150 : 1 2511 25
A R & B8 8 4 12 120 25 | 2 so/ 1 25/ 1 25l
B OBE| 8 . 12 80
: &8 . ik BR| 2 . 15 70 50 |14 700 9 4s0| 6 300
Wt 5 1 5| 5 251 8 40!
B || 7 3 - 55 | 20 2 o
2 50
I 3 - 55 25 2 50
. E N 7 5 - 75 30 3% t
m-&- & 28R & - : - - - 2 60! 1 30
£ R 7 5 - 75 35 - ’g
2 80| 1 40; - -
e 7 5 75 40 : [ :
m B R 1 5 25 75 13" 300 3 .22513° 150,
K B B + 15 60 100 | 2 ! 200l 2 1200 2 200
m BE R 5 45 e LT e T T s
B # (9) IEIE S
| | ! |




e RXEBFRESEE,Wilson’s Disease
Stage 1 : 1200 ~1500 pg Cu/day
Stage2 : 800~1200 pg Cu/day
Stage3 : 400~800 pg Cu/day

- BMHRENRRE

o RN B IREXTE , Wilson’s Disease

ng /R 3 BE ZaE B #H=
(EEEAEHR 25 12 8.0 4.0 120
8 1B 50 15 2.0 - 70
EEERN 5 15 -- -- 60
N¥E . A 20 - 7.0 3.0 55
#ER 25 -- 7.0 3.0 55
2R 30 - 7.0 5.0 75
BR 30 - 7.0 5.0 75
TR 35 - 7.0 5.0 75
EN 0 - 7.0 5.0 75
K B B 100 15 -- 0 60
m R B 75 -- - 0 -
M BE BB - - - 5.0 45

Stage 2 : Stage 3 :

1200 ~ 1500png 800 ~1200pug 400 ~ 800pg
Cu / day Cu/ day Cu/ day

&EEIA | M |[FIRERE | M 280 18R
BE=HE | A BRES fEFA=BRiA

Sk
HE3R8ER REREF KO &R T4D
EFR Bt bl =0
g5t B3 AR
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