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FWHCILE 53, BIRABWD O BETFH~NLBET A/ o7
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HMEENEENIGHA L TNRDLDT, TDOL)RHTANITA VPLETHDL LV HEmlZE L7,
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WD I ZFAEDS 3~4 TAIZ 1 AEFTIE R VEERERATH 5. AEEIFEE, MEEEs, BEE EfEEL s
SERV SR CTHDL I L s, ANERE, WHILEAR, HRENE, R, BRTVE 2% & 0B PR L — I ERIREE 255
LTwa, SHICBVWCHHERERLLZWMETCOIA LT THFRVEEN LIZLIER LN S, 2008 4T H AIEEE
137 BICORIED S B W E TOFHMENIL, T 144 2 H, MERClX 444 HH T, 225% IFIED S 3HEHETH
BB OV TV oz EMESNTWEY. BIOENL, FRICKECEET S, BEREDL, =373 01N
IryFroXxL— ME TEA, R S H Y, FHEEORERE &ETHEYT>o T 2008RTh b, —H,
KEFRR - 43 1% 2003 4F, 2008 4F12, WM AFIRSE 4313 2012 SR ICARBEBO T A FI4 V2 HER L Tw5b. HEROBRRN
TR BEAGIIMKRE R LR L, LB > THERTONA N4 Y DBUETHD. REDBIFETA FF 4 &2 HARELK
LRI FE SO —F 78 LCrb R, RIECHESHL2FXh5 T —F Y VERZHELTCL LW, T—F
YUERSR 2011 IR SE T

KGWITA T4 V2 ET 512H 722 TIE, Minds BIET A KT 4 2 REDBEZEAS [Minds iZET A K74 AMEK
®»F 5] % 20077, EASL Clinical Practice Guidelines'” % 2% |2, #1192 |% American Association for the Study of Liver
Diseases (AASLD) (CH#e U722 5 A3 & L )V T o 72 (51)”. L2 L, AEICBW T RHEEES L 7E
RLARHME T A — MIFFRIEIER D B o7, REEOIE CTH 5L H Tk - [LHF 2 SRR - BWiRER 22
BIRFBOLTN: - BREOER R E2E 2 5 L, R BRI L A ERTRBISEVWE b S, LA
5T, TET Y ADEWEISEES % 50T L 7-WFEmsCh RIS L7z, BT FI A4 AMAREEIET — % 7%
B&THETL, KEHHZEETHOHELTHE, FRLE. BEITALAFIA COREZEF L TW272 2012, RN
REFEHES WD TOFRBRESE LWL 72, 7—F PV REAOFRER VTN L O TIIZHAERE X 015
MEL, FFICHEPRNDDII R o7, FEHEOREOEREY T, FLOLDOLHMI LY, T—F FEREOER
DFEEIEZ OB EMEY) TBHEOH L LIFE 5.

HARDH X Z TELZFHRAT A2 L 2R AT, TEFY ADH B EBENOUIIEHEIIIFE LR, F00
HAY A O OAIEICE L T F LN TE Loz L) ICBb/z. HARTIE, REREIIIEFEIZEL L Ok
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DFERIZEY, RIA RITA UDPLESNLIENLEENS.
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HERBETEF Y RO UAVEHE

Classification Description

Class | Conditions for which there is evidence and/or general agreement that a given
procedure or treatment is beneficial, useful, and effective.

Class Il Conditions for which there is conflicting evidence and/or a divergence of opin-
ion about the usefulness/ efficacy of a procedure or treatment.

Class lla Weight of evidence/ opinion is in favor of usefulness/ efficacy.

Class Ilb Usefulness/ efficacy is less well established by evidence/ opinion.

Class IlI Conditions for which there is evidence and/or general agreement that a pro-
cedure/ treatment is not useful/ effective and in some cases may be
harmful.

Level of Evidence Description

Level A Data derived from multiple randomized clinical trials or meta-analyses.

Level B Data derived from a single randomized trial, or nonrandomized studies.

Level C Only consensus opinion of experts, case studies, or standard-of-care.
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I XS OIE & Wilson 8T DRRE

g5

CEIELEMERICE T, IRZICE D IEERIE MR T LikA 2 EEXE L 525, BT OMEEE X725

- JFHIRE T lx ATP7B (copper transporting ATPase) 258 % 4~V V5 TV DRAICERE T 4. TV IRICHERR S 7z
flE, TREVETIAIVEREL TR VT T T AI VIZh > B IZHWENSE. 72, ATPTB &
COMMDI1 OFEHIZ & 1, SR S .

- WD 13 ATP7B DEF T, FFEAD S DOFOEH~OHEE L, tru 7S5 23 v & LTOMBEH ORI EE ST
w5,

- WD TIE, IS ERE L, MmiEtLo 7523 v EIREIZ 2 5. FFRICER L 228idt —N—7a—L, 1
eV a 7T 23 VIEAEME LTHINL, B4 2R~ O#EE B X ORP PRI MOHFIZ 7% 5.

1. {AAEECH

Sl L VM EICHE T, BT 7T A 3 ¥ (ceruloplasmin), F k70— 24 C 4 F ¥ ¥ — ¥ (cytochrome C oxidase), ' &
VA F 2 ¥ —+ (lysyl oxidase), F—7/%¥3 ¥ B & FHEF T ¥ — ¥ (dopamine-B-hydroxidase), F T > F — ¥ (tyrosinase),
Cu/Zn A —/X—F ¥ F Y A A% — ¥ (superoxide dismutase) % & OFIFEIIEEIIA T K 2 ITCHKTH 5. SEREHCH
HHRETd 5 Menkes J, occipital horn FEERE L, $ARZICE ) SN OMEROGEEIMET L, 4 REEIHET S
RETHHT. —77, #EFbMiaESEL 2723, WRATHSBRIZZ2E, X5 0F 401 AL CERH &
AT D, AT A YEEEIIEEE RV, ENLRICEsERT AL, BRTETHLIMOT 2 M
BOGIZE ), BRALA PLAIREEICZ ), B2 & 256X ONTw2Y, IEHTIEMNT ¥ 2 OB HITRE IRz
N2, FENIRHBIEZR 1R, P23 FEERER - KEFHETIIHARARAOPIHHENEIE 1 H
1.10 mg & & ST 52, §lId copper transporting ATPase (ATP7A) I & O L3/ 2> & WL S A, IR 12~
1% EREICE VIR ICMEIH L7, TiUL, Fkn, ENGE, SFROEHEL ML RRTOREEZ T L0 L
Zz26N5. BEPOSRNEN-AERETOHFIIT LTI R o2~vrur7u7) v EEAELT, MIRE A L CTHBRICH
DAFEND. FFEE, SOEFEELREET L PO0NEETH ™. SO S ORI (G EEIRKE 2250,
1 DUFAEF AR S AVERICERES N2 BT, IS N2 O 85% NI ICHM SN 5. b9 1 D5 FkE X
BAVOTTAI VLo CTMEHICFW EN LR TH L. MFEFOID 90% L LiZt v 7T A I VICHEE L7z

BEF DR
(2~5mg/B*)
RAR
(2mg/A)

£ 5 #8#% (100mg) (2mg/A)
% (20mg), £%PY (35mg), + ¥ OS5 ZIo-Cu -
E N TILT I - N
%(Smg). ﬁﬁ%“(}mg) @;g Z@_Eucu (4.3mg) iz

(0.2mg) v

¥

ERD
= (2~5mg/H)
r SRR

....... » . IEH T ldminor pathway
( VREERANIBE

FR#Cu #7272 UAR AR AFHERNZ
(10~50ug/H) #1mg/B

R A TOBPICHIENE
(3Z#k 20) & V) 5| HSE)
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a. IEEEATHAE b. Wilson #AT#ER2
Cpe Cp
plasma  CPe Cpe plasma  CP Cp
C
T 2 Pe MTe MTe ZU MTe
. o | MTe
Golgi apparatu% 7 v COMM.D1 Cpe Golgi apparatus 7 ATRZB
Cpe, L] e o
ATP7Bqy/* AtP7e e %Ble ATRZB —%
ATOX1, o, 7 | Gy ATOX14
CTR1/ oy ° CTFH/
° ° ° ° MTe
MTe
MTe MTo MTe

Cp : ceruloplasmin MT : metallothionein ® : copper ’ : ATP7B
CTR1 : copper transporter 1

ATOX1 (HAH1) : anti-oxidant protein 1 copper chaperone

COMMD1 (Murr1) : copper metabolism domain containing 1

P e comi s

THY, BOIEITIVTIVRT I VBIHEAEL T A T—RICEMNT (Lva 79 23 VIERFKEW, 7)) ESD
NTW5, BEESDMIEEF O OELY) ARG L TWB EEZ 5NTWAS, JREAOEE b s bk T, TRIX
SN 5% LT EM=TH 5.

2. IERRTHHAE T DORIHEEE

AR C O HTERE 2 B 2a (1OR . MBBEICHEAET 5 CTRIIC &L D, M OSIEIFALO T A &V IVICELY A
INL. A MV AENHIL, 2 v 02 ThHDHCCS2, COX17, ATOXI(HAHDIZ LD, ZhEnHA
FIND CuZn A—=/8—F XY RV ALS—¥, I bV FYT, bIVATVIRICHERESNSE, FFTUATLY
AR F Thipk S N781E TV DRBEIZAETET 5 ATPTB (copper transporting ATPase) 12 & D, TV IARPICHi %k S 5>,
ATP7B 1 N K¥ilZ 6 HOSFGEHALAH 0, SMEOBEE MBI L ) TV IEEICHFIEL, OV A Py rrs I
PHRANOHEHRE T > TW5 (B 3). IVIHENICHREINZMET R ra 723 vEEa L thutrn7s 2
IVl ST, MEFIZHWEN 5. ATPTB i lysosome-associated protein 1(lamp 1), lamp 2, Rab7 %X° Niemann-Pick C
1 Protein & AT L2 EDROBRIT Y RV —LICHFEHET L EOMEDLH LH*Y,

7z, BT~ % 7 % £ 72 &H L COMMDI Toh 55, COMMDI & ATPTB 2SHHEICEE S L C, % fHi
WZHEE ST B, FHE FIRICHSERT 2 RKONE) v 27 1) 71E COMMDI O#tfnFE2E % b, Hi~o
PRI REE ST VB, IR - tVvE 7S5 A VIZEFETH S, —F, WD TIIMEH - e 75 23 Vi
BAET, 2O~ OFHRHEL EE SN TV 2.

3. Wilson 5% C D RS (= 20)

WD BETIEX, ATP7B £FI2 LD, ATPTB SIEH ICHREL v, 0GR, AR TIE, 4 by urs vk
VDR ST, A MYV ERET S, ATV IRIIARZIC R o Tw b0, TREVOETFIZAI VIS
AFEESNT, AUV ETIRAI VOEEFRESNS. ZOKE, MFEFOLLVETI Ay BLOWIZETT
B, —h, FRICERLMIEE —N—70—LC, MEHIZFWaIhn, TLVTIVRTIVBRIEET S (\WhYb
WEHESR) . AE T IME PSRRI L T\ B, S A ICHEIN L 72 BESH AV 4 2R COMBROERIZ AR > T
WHEEZLNTWA,

RIETOFMBREEDORT L LTUTOLIIZEZSNTWE, FRICERLZ8EE T A s uFt 21 VIS
T5. AZOF IR VIKEE LSEHENEZ R0, AF 0T F A VARSI LICHEINL 280, LA b
L ZREZ L &, MlEEEZ 7253, FEHCHLT R b — 2 A& TdH 5 X-linked inhibitor of apoptosis (XIAP) O
WHEHEL, 7R MY ALV EL S, EHIEHLA ML ATI Pay FY TRy —abEESR
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O hepatic
35— O hepato-neurological
O neurological
L @ presymptomatic
2 0 O fluminant
0 B with hemolytic anemia
© 25
< o
A o [
"’6 | -
[
L\ B 15|
A 5
b4
10—
5 L
34567891011121314151617181920 51 50 of 1 Jcby
Age(Years)
B A Wilson f8& DFRELIC & BFEER
@ CPC : Cys-Pro-Cys motif (32t 39) & V21 F)

ATP7B DIEXE

Z)]l).

VO TIAI VR T2 u0FxF T —EERAND ), SIS LTS, Lo, RETR 7z 0F T 5 —+F
EEAMET L, S 8T 4. REBREOHETIE, H2ER LMEEZORKIZZ>TWwWL2E0HMELH D
W ATP7B /v 777 b ATIRIFICEEIER L T aWnwEoRELH Y, —E20RMIESRTHRW

Il. BZA® Wilson iR BEDRIEAR, RIS, WREEEORR

TSRS L, HAZ SO T—KIZ, #3~47121 AT, REFIEH 100~120 A1 AEEZHSNE*Y. L LE
B & -TlE, BSESENFERS. FY Ty, 7Ly EOIMETIZ0 A1 AN, —J, 72U IABAETIEH
55,000 A2 1 A7, 74T v KTIE 58,000 A2 1 AV EFESN TV

HARSIE, EEFRAETO 425 PIOREEE QR EFFEFHEE 41T TWDY, IhERL L BHFAE0%E
JEXSMTRLNTWA., FEIE 3R TEM SN T0EA, BE L FEEDMEIRTIEAR {, IFEERAT RSN
BEZH SN bDOLEZOND. HROFBEAISKD L VOIL 8~ TH D, MkANE, FIITIE 6 KBIAH 205,
% IE 11 REDIRETT, AN L CRIEFEITIE . BERIID WS, 25 MUBEWINOFEHmTHRIEL TEY
S50 TORNBIER L IHESNTE, Thbh, 3BRUEHOWIERTEETLILERS.

Wk DFEREFM L LT 5 &, HABLUT V7 TOREFEMIE, WORIZHNTRRRWY, BHRE L THELE
CUGEEY) OB EEAEESBS L Tnd 2 bR SNT0EY, HOPLERIIAHTH S,

. j"E & ERAREIR

WD OEERIEIRIE, FFFIEHTHL. FRELETL2HE LR, — A CIFRBICRE D % Mk - FER
BT LA MR TRREEE & R - REREIR & SF e RO A R IT MR L SN CTn D, Zofll, MR, #%
A, BERR EENFIERE T 288D H D, Saito 1F 19651977 FE DR FH AT - 723X COHEFIHE O F G
B LU 154 OFEERHRIEIZT 7 — PELITY, FISEREZOHEELZFLOHTVD(FR2)Y. ENZNORAOK
Wx TRLICER NS,

131

”
1
E
>
X
2
el
&t
ES
X




| BRNERBH(CEFEFZESDVGZERENTELLED, RGO OEBM LR TIER U2 BA( RS2 - 88t

B Wilson & 276 BIOIFERS KUFE

% % %

FRHER 28 HEE 3 | B®E

#E 9 ERARTE 3 BAEAEIR 7

FREEA 5 f DFEMAEIR 4 SHITEE 3

ioEES 5 < X JHEEEIR 3 | EEER

[ & 5 T REE 2 BRLE 1

BTk 5 IQETF 1 FEAFRM

fEis 3 REER 1 BER 9

S (&, &) 3 Z DAt 1 ZE 8

ZHALIE 1 KRR Ent - IB5T 6

Z Ot 1 =Nl 2 BH 4
HHE - FEMREEIR Rl 1 BT 1

BEREE 19 Z 0t 1 TH 1

TEH 18 | BER - FIR

IR 13 MmFR 2

rEh 8 Z DAt 1

HiTEE 8

TBEEED 4

1 EBEICEYDLUTFICEBEINADRER. BBOER - TR/ H2HEE, TXTEA. LEDF-
TEEHE100% LI EICHE > TW3.
(Zi#k 41) &V EIA)

1. FFE
£5
- FBEEORGIIAE 4 T, BETR, BWITE MRS, P2, Coombs MO BIMFEEC BMEE AR ER &
THRIET A (77X, LXIVB).
SIERE UL, WE, WEr:, SAORR, MK, FFREE, LS Iz SN S (7T X, LAILB).
C FEREAERIE R 5~35 K CTH 575, 0L ETRETA2HOH L (7T X1, LXILB).

1) FAEF#

JFEI WD (21, R RE TRENICR 2260, 2HAS, BMEETRO» 20 EET 5. BIEFRO
KRERE, 5~35MOMTHY"Y, WD THEAEZRI L TR EVEEIIIRTHo72?. 3% OBZIL 405
REMZTHAEL, RO MRERILIY 5 5%,

2) BRERAER

JFES WD OFSIEMAICIE, BIEFEEOFER (BIEL ) a0 H %), BatkE 2B MTE aWFreEimns
HIHBEDL, HbaVBELH ) Ph L. EERAHOIESE, MIRETCEE, oK, 2E #IE25omim, 7.,
Rk RERE E AR ] 0 BRI SE, A RHE, MEEREEE S WD OfERE %D 9 2. JEROFEHBEELR2 IR

ERDOI A IZLH T, RiEMEE L 2EMICH L. B VIIE, FHEM 88L& 5. 20 MU IL TR 238
(R R/ AV

(1) 18R - FFEER

WD O EFIZEAT RN R L TSRS S ), BEIIIZUEEFEETH 2 05 IEREEOHE L H
L. BRIRM 245 E Uik, WlE, BEK7Z EOMIRETTEERER, 7 BRINEED S 5. BAARMIZIE, EFRIER, W,
WO, JEK, EME, AL S, HEm, K, MER, SSBRIEE G, OIS & XD & A7z,
Kayser-Fleischer §ii |13 WD OFZWlifE2S 2%, FEIOKEHOEFTIIRO SN, 72, EEZFERT L Mk
FERZED V&S H 5. FEKIC X 2N A EHNEIZZIICHRITH 2" (IV. BEDOICO DERENIH, ZH) .
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2MEFFARE2EY Wilson JRD4HH

1. BRI XT7IF—EDLEREFRE(ZCONEEEDRIMFFRETIHASTD L
F1$100~500 UL TEE) THY, ChTEEEOHAIETE RV, AST #ALT LW E0.
mEFLIATZXIARME, Lh L, MEREESRPFEHEEEERCERL TV,
SMEMEREM %> Coombs RERBEM DA MMEE M

BEIRIE 23> KBEICRE L B VEEREERE

SRIEFTT3ERE

EEH UL RIEBEELTILAVUKRIT 72 —€ (#ERIZIE <400 IUL)

NRIEMFEBT VAV AR T 7 2—EPEETH, RAICERTEV. BEHO/NEDOEER
BT IVENHB.

7. MiBEREREDNET

8. Kayser-Fleischer . L#» L, HEXEDCKHFHTIEREDShiw.

9. it Bz 21 EIcHE.

[

FZEOIAEINT D, NEHYRRICE BT 26155 %.

(2) BEREMERFREHBSDLVFR

WD D 10~30BOHEET, HERL NI VAT IF—¥ LR, By ru7) ViEZFED 0, FEFRWICHTIT
O EAEE) ZENDH DY, FERITHAH, WD & BOREWIFEOFEL—RT2H1’H), Tok) ZEEETE
T WD O % 5 LENDH 5 (V. SEIDIEHDREOH, ZH).

(3) 2MFrLR

WD 1 LiF L& Coombs AEREME DB MEE ML BMEEAR L2 Lo 2BMTAE L LTHET 2. FHER3 IR
. EWEOBAEDDH S WD BB IIBERIAEMLETRES L T H 5. SR ED -0 BEIFBAEZ 1T - 724
FDIHWDIL6~12% % 505 L|EEN TS, £ OBITIIIFELIBICHEREL TB Y, HRERE LTdia
B TERITETT AL, BAEE LTREL, HEL 2T 95% OBIETH 4. /NEIZBWTIIFFEHO
REDL, MOBEKFICEA2AMTFASE B LEETH L I ENSEELTET A, WD 2 X 5 AMFAREIZEFE L0
WERISREZ 2 (Bl 1:2)"Y. BEIC—HERINTO2MT S 2O E THEEFIF SN T B8 L RS
RN ELY, RWEHEEAEZ O Y, KT VI AT 5 — P OERETIIRIC WD 238Eb N, F20miE b T >~
AT IF—BEIANVAUOLHIALICH L CREEZ L), MET VAU ART 75 — Bl ERCHIIICH 5V, L
ML, ARTEERICEZET VA )RR T 78 —EBEIZL D MBET VA Y AR T 75— BIITER R THHBAIZ
WARTEETH B 720, FEROILIEMNE L TS 2 2 L DPUETH 5.

Kayser-Fleischer fi 25H LT WD & L CHMITE 54, M b Lo THEZTE v, FRAOHIHRNE, ik i fiE13
FEFIZB (V. BHIOEHDORBOE, BR). MLV T 7T A I VHIFEMETH L Z EDBLEVA, LLa 7T A3
VIZRHAHERTH L0 BMFEEIC L o THINL, EFEMHED L ERREHENLTRESS 2.

(4) BMMHEEmLE

Coombs FABRFEMEDEIMMEEMIZ, WD OMIIREIRE 20 9 5. Lo L a2 o FH R EMIE—RWICEEOFER %
P9 RO REEIC LY, FFRICER L2 Ke It S, Bis S 51285, Walshe 1, I 220
BIOMN 25 61 (11%) 12580 LD Ll LT A A, Saito 51, 283 AD HARNEF TIZEMEM O ADBEE X725
723ANTHofcL#E LT, AMFRE L EIMTEERS I S FRET 2 WEEES S 1, #EIKIE HELLP (Hemolytic
anemia, Elevated Liver enzymes, Low Platelet count) JEfEEE & £ S LT 2Y . MRERZETL2EEBED ) b2k, BZ
SLEMICE 2 EBbh b — B EEOBELZFOF S 2%, EIMFEEOR, R RHEEC M b e i (Lo o
TIAIVIRHEENE, FEWC AT L. B TIET I W T KU, REEOEEE % £ 5 T Fanconi fE 5 %
HEATEB RSN L RN D 5.
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2. #hiEEY

g5

CHERCER I SREREE, MR E, AREED) & & O Parkinson WAEIR GEAVMER) & LTRETA (7T X1, L
NIV B). FEAEERL 6~40 L MRIL VDS, £ UL 15~20RETH 5.

CRERMER & LTI, AR, SEHRUMET, RORSER, AL EHAMEEROZ EHY, 5o, MER
FEZR E LB EINDYEDH L (T TR, LANILC).

EFTEITIRBR D ORI A SEELE VA P — X AP FEENHTD,

AR - REHERAS D 75, —IRIFREEIEIE RO b O MRAI L L T A LA L, AT PRSI ER L
TW5 (77 X1, LXNILC).

- i #E A T 1d Kayser-Fleischer B O % 1 3813 5 V2 2%, Kayser-Fleischer #i 25 L & 1L 2 WHIHRRE B & & 5 (B 1E % 72~
100%) (7 5 X1, LANJLB).

1) FRRAEIR

FEREAEHIE 6~40 L MRIL VDS, KEEIE 15~20/%ETH 5. WRERTELVOILEERSE, FHEES), H58
SThbH. S EIIEEIREPOAHEL 2D, FREPEFHTHL. BFEOI LD 5. FTSFHEOBIIRE L M
W, R EE) CIIBIEIR £ 72 1SR OREA S {, FFICBL CRH SN L@ H 5. LFEoT7 7 F—¥
REERHED TRIET S L b H o,

AT THBIT 2 ERE L CIEHERREETH L. REWIIISRTRGERIC LEPW - D ZEEL, fnTRATN
{HEMRAN T % (dystonic posture), ORI - MM E 2 BERETICIR S, BIfERIC2IC TRIEM S R OB A HED
D, ZOMETULIES RIEIREEIZ 7 % (choreoathetosis), 7% & TH D, F7z, LRERIFEEL L THEEIED A
SNA, EERERESICLYBEEZIML, OFPHXICLTEZ®- < VIR, »OTHEZFIETH o5k
CEBIIARBBII 7 ) BT 514,

TAPNAFTIERZZBEIC WD LB EN 256055, BREOIE, ISEREXLVEEMATVIA, BEkEEE I+7
O—XAGEEHYBL, HEEIF 7 02— TARPALRBITSN, NV T OBEHRS SN TOR, TEERICFRE
RERLEICVEH L WD LW L7ER 2 RS L7z, 2L T, TADLAZETOIERERT X, MTALAEORIIER L
BT, WG T 70— FAEETH S LT 5,

2) TEHREIR

FFREZSHSHEAT L 72 HFIERNAE & LT Tld 7% <, WD OFERO—H & L TRMRERAS BT 5. RLBEIEHOILE
RO - EETIWES, BAROTRSER R WL 2R T Ch L. o, WO SPEERE LY, T
HRITEZRT. 612, T LIERIEFEIZ L 2 LK - MEZALICES. IRBESERBREZD, BHY - 3k
T EORAARMATEI 24D Z L, FAEOBEHTIZEIrNEZLbH 577,

—F, PR & ORI AR EE 2R S MBI 5. REEFIHEITT 5 & HEI R EFA OREIRE LT, £
IZZ L, FAREMERE 2L, SOOI OMEBI STV, o, BELSHEITHICL ) HELREL R
MOND., TONAREOMBIEITHRAROHBETH Y, RHi2AKMEES L CRETHEWRELISER T 5. ESED)
KEEZZL-BEOMEL DY, ¥R ITRABIEBERE IR 2™,

Dening & (3, AEMIERE Q0 BESEGRE, THIREERE, MEKREN - © 27 —fk - AEEESRIERE, A%
ERICHEL, AEZEI(26%), HHATHI(25%), RAREREE (24%), W15 SIKE(21%), ZHEME(18.4%), WEM
(14.3%) 7% EOIERDED B AL, 195 PIORFELZ DS B 39 15 WD L BWF SN L HHTRMAL & 23 L Cwiz e il L
T, HATH WFEERDIHHAEIR T WD O MR & % L 72 EFI 25 ST 57 20K S IRRHEIRT
FHEL 72 16 L EDO WD 9l % £ &6, 2D 9 b 8 Bl (FEAE#r 15~44 5%) (340G K MERAEIR, 1 81 GEIE 4F i 46
R IXHE D OFER CHRIE L T2 e E L T a7, IS oWmEDLS, Moo MEREY 235 10 Eo3x
TOEFL, NEZHENZWT 2 LEPHLEEZLND.

Kayser-Fleischer i (L1 #R A TlZ, MOMHAN AR TEMBEEEIZFED 51 5. Kayser-Fleischer 2520 6 L7256, &
HE T d 5 W REMEDTHR D TRV AS, ffERI T3 Kayser-Fleischer Ta A% 5115 D1 72~100% LN TE Y, Kayser
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Fleischer B3 W2 L LWV AEATET LI LT TE WY,

3. FEAERIEY

g5

- FRERTEL &0, RIEWNIRE, BROMEHRE (N 7 v A7 3+ — ¥ L7) RLIREHHRS (Kayser-Fleischer i O 18 3%) % 22
e LTRBINIE -7z, WDILHEYIERFILEHBRL TR nwBEDNI L THL (7T X1, LANIVB).

SR & 1X, WD IZPE S BRRIEIR (FFBEE 2 5 5 TOE R S8 571,  MfEAEIR 2 E)fﬁﬁffﬁhé CINNEAL RS AWAY e A
L THDY, WK TIL, presymptomatic b L < 1E asymptomatic & I ST 2200 GlF X, FKENIZ WD &
W ENTBEDVBY, TORORIFEAMETEMICEL S —ATHD, %ﬁﬁﬁﬂ@kglﬁﬁ%ﬁb%. ZnLA D —
AL LT, BYHERERZ & WD IZPE ) ER % KAT o 72T, b T v A7 35— ¥ (AST/ALT) L& % k12
e, TNE2IRICBWICELZERN D H 5. MEREDATRIER MR —ATh B8, EHlOKEZR L WD
WZBE D FER 72 < 2T 72 IRBHE O 52T, Kayser-Fleischer B % AR ICIBR S 1L, 2N % ZERICBWNICE o ER S & .
WD i, EHRETHNILTHIE L FTEARZIKETH L05, FEIC, RUIZH - UIGREES CGRETRZED 2w
%f]iﬁpifﬁr'”f“(%%é F L — bEERSHSHEGNC X B ARHNIGE TREBENDOERE TR $5 2 LR 70

FAERT 2 PO L, FERNIIGRE AT 5 2 LITRAEREETH LY. TN ERFIZ, ﬁfﬁ#m«]k@ﬁ%%’%@%(
TRAZHT 3 2 BB LRI Eﬁ?’%*ﬂ,ﬁéﬁgﬁﬁﬁmi, EHIWREa Y 7947 v A, El%%, WKy P a—VoORERT
NI LAEGEL ETEELRO, BERTHoTL Lo DIT).

4. ZODMODEEIR

Z5

SR - EER, EAEA, BETA, OFE, g, BIRIRIEEEIRT, IANF—, HEPTR AR &S EE ERD)
%ﬁﬁtbf&%h%:tﬁ%%.%®¢Ti,mﬁ~%Eﬁ&8®%ﬁﬁﬁﬁﬁ%@§ﬁ%wW51L LAY
B).

IZBWTIE, MR - BARZ EOBERDS S CEE ALY, 7 I VBRTY &723EMS W5, 85
BID/NE WD D9 5 8% IZERERIMIIEIRTH - 727, Lzi> T, ERAHDME, &EERTIE WD #8503 %0
Wb, Fiz, FRMEREICLY, vy T AORPHMEAENM L, nephrocalcinosis X nephrolithiasis 127 5 & &
L BHe,

BB LUHEREED WD THEM LK ALNZERTH S, Wko WDIZIRT, HAZELT7 Y7 AWDILE
W 20 &) R E R, BERANOEEEICL D EEZ SN T VLY, NAWERE LT, B H IR AR
T A YA ) =R X AR, FLIRE AL AR, AR Y AR R Y 7 E SIS REIR & 72
IREEFICBND 2 DD S,

E & L CUAIRR, REIR, SEIROBIIRIEL 2 A5 SNCW 525, WD KR RITR Cldzwy. F72,
IANTF =, BRR EOWEND HZY,

WD TOMRAT R & L T Kayser-Fleischer 1§25 1), ZWIZbEEAFATH S25, &9 & OEKE LTiE, O
TOYVANEDSEDH L. THITL Y ZIAAPEE L2202 L5 5 0TY, RiEHED WD BED 2~17% 12380 5
B85,

BERER S TIE R, 4~17 OKRRELE 37 61 (13 PHIHBLER, 24 BllaR= 7 3 ¥ L HHIHEE) OfEHh
(2, 26 B1(70.3%) 34T & 2> DR REIR, 5 B1(13.5%) 1 ZREBIEIRA R & 41, BEIE W 17 B1(45.9%), BARM:MALIE 4 B
(10.8%), 7 EFEMAENE 4 #1(10.8%), HE% 4 61(10.8%), NOHMET BI(18.9%) % EH %, TN L O RITHHE

RO ONIZEHEINTVRDLY,
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IvV. BB DIRE

1. ELFBRE
g5

CEE VT T TR VL, WDOBIICAHTH A, MiELve 77 A3 Y25, 10 mg/dL DLFORERTFH T
WD 72558 < b, 20 mg/dL K OB TIE WD 2 85T 2 LEXH L. —HIFE Va0 75 AI VFIEHETH- T
bWDABETAHILIETERNW(IFTXI, LANILB).

- 24 BERERAFSHIE WD OZWICE M TH Y, WD DEEDLNLHICIEERT NERETH 5. 24 BERIRA T WD D5
JiE# (symptomatic patients) Tl 100 ug24 B LLETH A, LA L %255 40~100 pe24 K 0 ¥4 & WD % 17
ETHIEWEETELRW(IFRI, LANILC).

A IE WD BB ICBW RT3 5. La L, SRS WD 74 SRR & o i@ 6] T F 2> 5 o i~
OFHIZE D IMHADETARSLN LN EDBE W, LT TFTAI VEFKE LTV WIIMREREHR (Lo 75 2
I VIEREA, ngdu) X, I (ug/dL) A ST T T A I UEEA(GASx VT 5 A I Y mg/dL) 5wz
ECEME SN, MRS WD CldmL, ZMcAERTHL (77 X1, LXILB).

=V T I VAMRBIZNEIZB T WD OBBICEHTH 5. SEMEMEO/NETRAPIPERAT 100 pe/24 FEH LT
Bad, N=v I I VAMRBERIT S AOET L. MABICBITER=V 5 3 VAMRBRO T EB X OBk
2L, FREI LT AERN(ITXI], LAXILC).

- ARSI E A EOWUTEIX WD O EbD THHALRZIETH Y, ORI T WD OREEZEIO T & % WHlTlEm
FEINDEREFETH L. RIS A = 250 ng/g Em D EIE, WD Th 2 RMESHS TEV. KIGHEHIT
B 80 & AT RS 50 ug/g BEERARM CTHILUL WD #ITEFHETEL (VT X1, LNILB).

WD £ Kayser-Fleischer i & itV 07 F A 3 ¥, REFIOHEIETEWCTE DH0% 25, SWHEEEG L. WD
DFZWNH BBz R (R 4).
1) MFEILOTSRA=ZY

EVa T T AI P OFEELFOMES 82T, 7 0¥ Y ¥ — B (ferroxidase) HMEE AT 5 S MM & o8y
Thb. MELVETIAIVIFI5FH72) 6 2OHEFEERTHATLLVOTTIAI VPRI THLD, 7K
VO TIAI VLT OERIHEET S, BV a5 23 ViR OEROEE A L, EE A TIPS oR
0% IZELTTITAI VEHEAELTVL(E1). MELLVTTTAI MdAR6 7 FTIHMEL, Z0H— BN
ADME L) E LAV 7% 5 (30~50 mg/dL) A%, EDOFBNEORVIEICRADO L NV e 45, iEELve 7T A3
YEIE WD TIHMETLTBY, ZOHUEIIWD OZRIZEHTHS. LAL, 70— CREGRESEA DTS BE
% EEERTHALE D & V8 RIAEE LA, WU BAEBERE, B AN EIRT L2 A B TR &

Wilson fRDEZHT [CHE RISIRIFRE

MEHeE bR i SN
M =sA
B shi
Ri%&E 1 BER=P$R
FFAE# FHESARTE S
BEraRER NZVSIVERTAN
BIEFIRE ATP7B & FIRE

*MPRELIATSIRIDLWER
BH © BEEERME (ug/dL) = MP$RfE (ug/dL) —3.15 X Mih IO 5 X 3 >1E (mg/dL)
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Va7 AI MEREMEEZRT. —F, BMHRIER S PRSP T A MO r v 55T CnbE AR EEIA MO T Y
RECTRMBE VT TIAI VG ERT L7280, TNHOREICH L WD BE BRI RS 512

5~15% O WD BETIZIMFE L VT TI7AI ViE, EE~HLIPRETICEEF LI EPMEINTNEHY, T
REETIRIMEE VT 75 A I VEITBERMEZ RS 2 &AL,

MBELE 7T A3 D510 mg/dL LT T, ZOKT % X723 MOREH 21T 1UE WD O REMEATE V. IiE v
077 A3 YA 20 mg/dL Kl ¥4 b Kayser-Fleischer i % £ o TV LIX WD O REMEAYE V. Kayser-Fleischer Fii % 1
STVWARVEADS, MELra 77 A3 VPREOHAIX WD % 8o THOBREZIT) LENH L. 2B, MELV
O7IAIYEHMTWDDORZ ) — =2 ZIZHHT S BIET, 2,867 flH 17 FIMRMET, 55 WD L Z#iT
D 1BIOREDHEDLHD?, BHEHTERIMENZ ERSAREILY AR ) —= v 7L LC#EY TidZ v,

2) MR

WD Tld, MHIEEFERT L Tw5. L2 LAalFAE% U8 E O FMIRESE 2R3 WD CTIdiFiiee & 028
UM X Y s LA A, SlE, MR Tl TSI AI VKA LRE(R VO TSI A I VA B L O
AL TRV (Lva 75 2 3 VIREAH) & LCHAEL, M2 olEz abezEs LTIESNS
Va7 TAI Y 1 mg i 3.15 pg DIAAFEE LT 5720, Ml (ug/dL) 13 {4 (ug/dL) —3.15x v e 7
F A3 v (mgdL)} TEHEENZ2? WD TIRlF LT 752 32 L MHSHOMEAMLT LT 525, M ks
FEALTBY, BMICENTH L. MABEHESTILERE CIEBEH 10~15 ug/dL LT TH L 012xf L, HESILTw

I SR L B R A2 & TR AR EBEART ) oW T EH$2%7. ka7 I A3 VIR AR BT
vz EColEME, P Ee v 79 23 oW OMEO EMEIKET 228 Th L, RNEITHEAG
WOE=5) Y ZIZOHFEMTH L. WD EHHF TR 2S 5 ue/dL LT OB & LR #R O R R L 2 KO8R
ZRETH LR DY, HEEOREL ELMFAT LB H L.

3) R

24 B R AP R OWIE L WD OBBIZAEHTH Y, FLEROET=5) U 7O HWD I ETE L. 24 BEHR R
B oL 75 A VIEEAIE KT 5. FFFR COMEIREEIRE S BINGEYTITIdR v, BAREBEEICI
COBRBILEATE 2V, RIGHEOERENE WD BE12BU % 24 BRI, % 100 pg DL ETH B> Ll
INBRRISED WD 72 &, 16~23% O WD Tl 100 pg/24 B Rl & OHE b & 2% NE TR OMPEMEDS 1.5
ngrkg RE/24 L L TIIAED BN S L DML D H 5™, #H AN TORPEIZEFE 40 ug/24 B RO 720", 40
pg/24 R DL FIZAEME D 2 vNB T WD 27RIE T 2 & Db H 27, 24 FHRPEOMEOMBESIL, EfERE
JRE, BRBHAOFDOIAL Y I A= a v Thb T4 AROBREREZHHTLIEaY Y Ix—2a D) A7
D% s, Lo LRPIIEIEEIEO B IR E R SR 2% & OFRE 100 ng/24 FEH LA FIZHNT 2 2 L3 ™.
F7o, RRETIEEAL D RPEIEEMNT 2 2 &A% WVD5, 40 pg2d4 B 282 2 2 Lidd w2,

4) RZYSZU(D-RZVSIY)ATRR

REVT I VEGHORFPMOPE(R= T 3 Y AMNRE) X WD ORBZINICERTh 5. MAERGRICAELC
PHOETR=ZTT I 500mg F IR L CHERERAEL, 12BMEZEICOHER=T T 3 2500 mg # A LT 24 B
FIRLCIRPIEMET 2. WD BE CTIIARREBCTORPINLEHE 1,600 pg2d4 B L ETH Y, FFHERERE 2 RS
WD & Al FEEE (B ORIt 4, FESTEIEPEIFRRZ, BT LIEIEE 4745 L) omICEHTH L. L LEd
LIERED WD % B3 2 1210 Tldawvw e ot b H 5",

C ORI NETOA LFROEER FEDED SN T WD, KATL ZORBOMEIZA SN L7, 58P E
W2 &EThY, MEHELEROWEERICEFZar AT RV,

5) FHBEEAIEZES

AR & A E, WD Db o & b F MR EFIZIILETH Y, MR EH A7 250 pg/g EEL L TH
MUE WD TH HHEIIBMO TR L L7255 FFAAR N & =75 250 ng/g HE= LT O WD A5, WD
DLW MEE  JFHRENSRE A R 70~95 ng/g B & $IUTHE T O specificity DK T 13 2 b D O sensitivity 7 K & <
MESE2EOMELH LY, BEZ TS0 N WEREHA LI LIFEA LRV, RFFTIELIZLIE S0 ug/g
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Kayser-Fleischer &

a: AREINIFEBEICEEBL TV, b: XUy ST TORR

Kayser-Fleischer &

WERAMALN, 250 ng/g MEREAMA S L ixh v, —F, BHIRMFEV 729 5 % Indian childhood cirrhosis
T 250 nglg EERAMADL Z LB D"

HRPSHE R OIS & LT, #4TL72 WD TREIDIFNSH N —TH oI & TH Y, HIIHFHLEGTY > 7
)Y TIS B ATHESRE SN TWEY . +aR0ERMEA H USRI L ) EMICR Y, sHERTIZD
% EDL I 2emDEESOMBIVLETH L. FEEOLODOFEMIIT 1 AEDEZH, fioar s3I 5—v
3 DHVERICVA, BEEF— 7 CHIBRSEDh, FIERBT S L CORRBE T AT I B IG - Mt
F—IZHRET 5.

B, AL ORFIZL R B ERE IR E D & 2 BECIRERDPEEETH 5 MELDTDH 5.
6) FRES

FEBEPED WD TORBIGHEFIE T LTWwa, SHUSRMEREIC L 2. RERONE IR B SH 255, &
[ERiohee AEYAN

4

2. Kayser-Fleischer &

g5

- Kayser-Fleischer #ii i WD OB WA TH 5755, BWHICLHEOHTRTIEAR W (I T X1, LAXILB).

- Kayser-Fleischer Fi 25328 5115 D1, #i#EE WD H3E T 90%, HFEL - 2 DM RELEE TH 50% &L EhTwb (7
X1, LANILB).

CIEEICENTIED 505, IR EIFEZ, B CREMTFE, BT S oW EF 7% & T Kayser-Fleischer i
BROLNIEDHEH(TFXI], LANILC).

Kayser-Fleischer i (&, £ &3 (Descemet &) 75 % 7 + i (golden-brown), ##% L (yellow-green), 75 8t (bronze) 72
EEFRBSNEZAERT. Ay I T THRIBENE DS, BOITEAPHIVIAIRTH R 2 & TE5(E5). Tt
# 4 (sulfur copper) DHFEIZ L 22 L L E 2 5T 5™, Kayser-Fleischer fii (X WD (S0 2T L CdH 555, &I
O HNDDIFTIE V. MR D 90~100% (280D 55D & OE AL NN 70 TlE, RRIEE T Kayser
-Fleischer B 2580 55 DI, 72%™, 733%™ & DA A D 5. Kayser-Fleischer i D IHBIZAHA 1T L D B 5 DI,
MRBEOER, FBEPSZHE TCOMM 21X DL E 2 5N b, Kayser-Fleischer $i 257880 5115 BE D FHH,
Kayser-Fleischer i & 5260 22 WEF 1T, SOFEF IR <, MOBHEZED @, JFRERIZ B TEH 50% (252
OOENDIZTERW, F72, BIEMBFEICBVTERDON LV EHFL 0D, BOLNLEE50H L™, Kayser-
Fleischer #ild, AIEDOHRIC LY, BHROBMEZHI L, HWRTLHEH LY,
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HACTOEEFHAETIE, MREEE X OFHREER D 54.5% & 57.9% (AR E L TERO SN TWAY . Kayser-
Fleischer 8437850 6 NAUE, AIEDF IO THE\DS, WD IZOKRED HNLFT R TIdAR .

IEF M TlEdHD 575, WD LIHFT D Kayser-Fleischer i X520 5N 5 Z &% 5. FEMHEFEZL, BC%E
g, BPENEIT S o W, JREAB O 72 & O 8 E T Kayser-Fleischer i 25 ST 51071,

R

s

3. HIRRE : HiEER

g5

CCTHTR - B, RBWAE, Bk, HURZ CoBRIPUR, MEMLZEO L. 22 LMENTOREPR SN L 0EE
BHbH(TFXI1, LNILB).

- MRIFTR, @ T2 SRFEClaskae, RBIRE, REIR, AMNSEIRE, SURTMIES C OO E SR TH 5 (U
SZ1, LANILB).

CT - MRIFTICBIL CTid, K#ELRS WL OB REERIIZEDS 72 ST B & 5|2 MR spectroscopy
(MRS) R EFREIET HEBRDSER SN o055, HBARETIE [KEEKE] % [HEZ] LRI 5.

1) CTFRR

ek (GMINIEFE R L2 B 5 2 e 03D 5), RBIREE, WERK, BURZ EAMRIRIUEEZ R (R 6a). 512
K~ BEEE 2T TR E R OIER %L ) I 2 20 5. EATHI TR E, /MRS % 520 % (R 6b). W
FTNHHBO MRI DO FDHBUIFEEZFETE L. 722 AR TOREPRON L WIEEN S 5.

2) MRIFIR

KOEHEICROONLFRE LT, #dt(FRIAMI oSV EICEE L72805), RIREE, AR, /NS (+ ik
), BURSMEIERC O FED T2 AR OGS OREOREN MR 25 & TIHMHAG TRET L 2 5)PEETH
D (BE6c), MEFMIIZ, FHE, MRIEB - 358, 7 F— v R, BRI BfbefEsns ", 20
7o, FEARFEO/NERRIERZE OEHZ RN WD 255 15", & 174 OIEFIT, KIMEE (RIEHZE) (AR« 0
T2 iR EAE B IRE X 70, [HEANOKIR™ "™, I+ 70— A FONABE? R L OMRIHERSN TN 5,
PEHOEA R, FLAIR TLEESRICKM AV EIRE A E S, ZOR P CRBEHmE bR s n ™,

=77, FFHERAED BT, MAEEERIC T MR OEE ST A SN (5% Hifk), Wik, WEIKTHOERIZNES T2
SRR DRAZ T A SN LY MEZEAE T & R, ANRICERMEEADR A SN D, IRE TRl L 720 &
ST &A%, PEETTRMEMRIRO SND.

BERClE, ZRKE, BVEMENES, RREE B CHNT T2 S#HBORE 5% 5L (B 6d), face of the giant panda sign &
M-EN 5™ G O &S 7513 face of miniature panda & IFIE AL, B E R4 & A 11 T double panda sign & D% Fk
SHVHNE™ . FEABEEITREICLD 20~80% L1X 5D EHKE W EEIFNT CTHINEM TR S, EE
KERE L BB CORMESMERERE RS 2VEE L VAL, SPECT TO F—/33 Ui AR e b L.
& 512 10% Hi# D B3 T central pontine myelinolysis (CPM) Bk OGIK A % 3880, WM, WET - HEEE L o
HEHAQFER E N TN B,

B ic & 0 N T OSFERE AR S AUHEEIR D WE T 5 &, R TO T2 MG OE 7 RE VBN T 256
BB H, KMEMIICE L2, 08K, HGEEREIEESTZEN L H 5. FAERT O FE TO MRI #H OHEIL 7
~42% LIEHDENRE A, LG COPGH R ILER L EZ SN,

3) ZDMDEIFIRE

'H-MRS T KW - AE, K% T, N-acetyl aspartate/creatinine (Cr) O T, myoinositol/Cr, 7'V % I
fR/Cr @ LA HE SN TWwb, SPECT CIHBHTHEE, K COMMMET AR 515", 2-deoxy-2-["F] fluoro-D-
glucose (FDG)PET (2 & 0 7" R pifa & Mt & 1, MRl LR COM T ARl ST 5™, 354, MR diffusion
tensor imaging |2 & 2 ME bITHN TV 5.
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8ER CT - MRIFFE

a: BEERHEHE CT, £A54a (=) I(CHRRIERIUK %2585 3.

b : SEEREE CT. ZRTSEEICLEFOMREEER TR0 5.

¢ K MRI #807 T2 585R1%, ZAMTEICHBICHIVRSESE (—) 2388, S 5ICERERKIC
HRVEESHI» ALNB.

d : BiX MRI 8L T2 385R&, FREREIRL, 2RICRVSESEET 3.

4. HFIRE : [BEER

g5

- WD [ZHFEL Y 22 SR SR RAT R v TEIAIT Re RS 25 7 & WP o0 AL 10 AT FEE e S B A2 I BT RS R U 72 TS AT %
MY (T7FZ1, LANILC).

WD (%, WHENIIRIF, #1795 LB, SHICHET T2 EFMAL 20, Mgz iiEds2 b
b, WD IZHRER ) 2 SRR (AT R 7 <, PR O MR AE I AT BE R B A2 B RIS U7 g Rz 7m 5. IelhikE %
S BICIZ e B L 72RO BT K (= 0 — TEMEE, CT CCTMEDKT), 2R T2t ) %1
RPE, WRIMATEOF RSN, 28 mm OFERKEHIRES N LbH2 (B7). L L0 s WD ICHFE
2T Rz T/, HEMIRRE & BFE0C O FFHIIBRE O WA Rk, H987 AV 2 7% SO JE R & 2 IR o 1 {5
TR EMI BRI A LN (B 8)™ ™,

IR REARE V720, HEAEIC £ 0 IR CT THRBIE R T REMEATRLIK S /23Tl & 0 ™, JFEEZE O i
BHOTPITEWIRERTEIEH L. LA LaHD CT THIBEOEWIRA L 52 6N 50EHMTH Y, WD ORI
LWV v, FHEREME TId R wic®, MRI TIESIILE L &5 2 5N n,
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H
1
E
>
X
2
bl
&t
ES
X

FFREAAL 7 4 S FFREZ Bl DS SR ES:

a fEId—. FROII-—BERLEL, X%
mm QI I —EAMESICA >N 3. BBt
DYHEVEEMMEI I E L TEHRIN S,

b: [EEfEH CT. BERHLEE R L THFOD CTEIE
BT LTW3. BEEA1EDRWERRL AR IR I,
BERSED D &2 WERAL A HEI RIS E RIS & L T
RN L, BBHEBEORERHE—THEV
ZENTREIND. BRELASNS.

c:EEMRIL KESERTEHE MM OBEEI»ZH
L T3 (BRhHNH T2 3&5E1&) .

FFHEREEEID MRI IR
a : EOB-MRI R#it8 : BAR 4 REIRE £ /R§H) 2cm OFEE P A 5 h 3.
b : EOB-MRI fT#ifa48 : FT#EfRiE CRIBAIERFI OBV AKABETH A SN 3.

5. BIGFEEH

g5

“ATP7B (22 DDEBRPFEFESNNE, WD EBHITEL (T X1, LANILA).

- ATP7B ZEBRIZEH I L W4 T, BIE 500 D EOZERDPHE SN TWE (T X1, LANILA).

- HARNEHZ T, 2333G>T(R778L), 2874delC, 1708-5T>G, 2621C>T, 3809A>G EHOMEENEH V(7 T X |,
LANILA).

- ATP7B OFFREZ TN CTHT L T, TH2OBE T, ZEIFFEEINLZ V. LirL, ZOHETH WD TR
GWEHIITE LW (T Z X, LANILA).

1993 412 Menkes SR EAERIAF2SHE SN2 00 % I, [F4FE WD BHEEMR T2 EE S, Wi EIL S Copper
transporting ATPase T&H 5 Z & 23HIBH L 72", Menkes A E M5 F X ATP7A, WD EAEE{ZF L ATP7B LS T
W5 ATP7B \34fufk 13q143 \IZFFFEL, %7/ A DNA I 80kb Ll EC, 43kb OFIRF D21 07 vV 5% D,
LAl 7 I/ BEAEY I FLTWwA ™, WD EEHTOERIIIERIZELH T, 500 L LOZERNBFEE SN TWGS
TIVTNERKATIIERIECERY, HATIZ2333G>TRIIBL)ZE £ b % £ (20~25%), 2874delC (frame
shift, N958TfsX35) (#] 20%), 1708-5T >G (splice, exon 5 skipping), 2621C>T(A874V), 3809A>G(N1270S) 7% & % % <

141



| BRNERBH(CEFEFZESDVGZERENTELLED, RGO OEBM LR TIER U2 BA( RS2 - 88t

WHEENTWRY Y, Lz >THRAWD BB TIX, =7V 5 8, 11, BIEROEENEVE WS, HE,
B, BEZERT VT ORERE D HRLFABROERS LW —F, Bk, B3 7T Y 2 14 O HI069Q
RN L % (60% DL 1), 3402delC (A1135QfsX13), 2336G>A(W779X), 2332C>R(778G), 1340delAAAC(Q447

LfsX50) 7 EASRH N5, BInFAR & RBR (RHRAERE &) L oW S 42 BEIRED ke,
FEUiE OBIZFEEDFE SHE, REELFAROBEFZMIES TH 5.

ATP7B \&, RV BN T 4 AL HFFHIZHZ WS SBIETRTT, AR L Bbn 2 {ERTI A0 5 N 72613,

KVENT A XD ED) PHERT D LEND 5.

BE, HRTIEINPOEALF—7 7 ¥4 v I %73 (e-mail: onj@kazusa.or.jp ; http://onj.jp/) DS ASE O A= TN % 55

FHE->TWA.

6. JREEARR
=

AT RIS R ThH L. WD ITHRRI 2T I v, IRIFEMEE &7 AV Z DT 58 - FRIAS S L 7290 % O A

EhETHS.
ORI R B TR, WERORBIIFFMTE T, ZBEICIIFHTE 2w

WD DIFHFRT RIS H CTH D, IRIEMEE 7 4 VAEOIF4 - FFEZ L L 72 REOMA S HbETH 557,
A OMBEAT A% 70, AT RO AT, WD OFFEIMEEZH 235 2 L3 TE LW F—EF T b EH7IC &
0, FoEICE D RGIERL S WD OFRIIZIE, bW TEMEEEIEFL] RSN LS MR $R%EEk
R AR, PINRISUE LNTFHIN OB EE OHI ) I Y A8, NEREOEN, BAEEOBMIEE 2 EAA LN S (B9).
NS OHMZELIZ B ORIENE, A, TANVAECTNROFRTHHBL ) 2. WOIRHENE (Brh 22 E st~k
114  microvesicular and macrovesicular steatosis), FZHEE, HEARIEIE 2 LAY H OB TIZIET v I — VAR &
(NAFLD) R JE7 v 2 — VBT 25 (NASH) & O#EFIA L IE LIS L 72 259 (B 10). FEEHEL & b ISHME L
AR D IR ISR Y. BEIMEIEE M) B AET, 2% AR 28 (fluminant hepatic failure) (73 5 p.144)
D% TR 2RI, BRAF L2 EEAFHIN OB 2 B - 58, 78 b — 3 A, ballooning, V) ¥ /SEiZH, 7 v
N—HfEOEKR, BEHEESASNS (B11). OHOEEE, KEAEERE TIZIZIER 12U\ minimal change 7 B2

PR ZRTOY ZOHATYH, HEE & microvesicular steatosis 13 EADO 025 .

3

a:HE 6. FIRBICEEOXEMIRBEEED 3. FHEEOT7R -3 X (=) #5135 (200%).

b:OFZ BB TH S (200%). ELZRICKED (>2,000 ng/g) DAL RE I h iz, DL &f
THTimmPEE - A L LETHICHREI LTI P59, AHIEERICEETH - 2. B
FIRD AT Wilson iR &M T 2 2 &N TEH L.
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W OMMALF R T, MLMBEEATRE T2 8mk(ny =, VA7 VR, Timm 4¢fa, 4t U4
E)VDWLRENTVDD, TRHIEHALEV UI(ESE) EEEN LT+ —VEE N LS 2 R $ 5 O Tl 2
TCREFREE WY, gy =, b v ThEE R ZEMTEREBZ 2. Ml TEA(RX 0T 41~
) LA LG m ST, EITLTY VY - AIRET S LMD CERIRICHEE L 2 5 (B12)'Y. IR,
BURG X 8% IV 7R CRIRE TREBNCTCRIF R 2 MMICHE A A — P 0 V7 OMIPSEAT SN T 5. ik
FCHONMi LR EAT) S EAFMREL 2 ), WEHEMREZBCHET 55 E~OIHAMFEIN S,

”
1
L
-
A
>/
15
£
ES
X

FE7 )L O—)UIERERERT SRR
PIRRI D RAEMAZRE, FTARAIARRAZEME: (KEME~ )\ 2 RaZels), A A<k
12 A%MEE A R RICBILD. HEIRIEFE spotty necrosis B HIRT 3 (200X ).

-

. =

SHFFRLE Wilson FRATAIE:

BMEIEE S ST RLE TRIE U T Rid & 2 EG O YRR

DR

a: KNDREE ERBEDIAN A S NEFBELEEEEI A 5N 3 (7.3%).

b : MEHIAFMEREDBEELIFE - 7R b= AP H5ND. BIHEICIHIRHM
1k, PBEEHEE, XEMRBB BEsEMdH 5N 5 (200X).

¢ BT & EOBHOPIREARICO 4 = U BRIEEN £ 57 2 Tz s

H5N 72 (200%). MOMEEICIEAShEL. CORETHEETIIE

DARZE & £ T [Wilson disease, compatible] &RIEZHTE N 5.

SAOZEE IR THRHEBE R,
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e .l

EFEMIEIC K D Wilson FRFFAER
#HERE (be). AFlEV VY —LRICEFREDEML
FEEBEMN A5 N3 (—). MERENTYI-5 L HB
3L (k).

BEFMSETIZ, BRI OIEHEMED S 2 B OEFOE#IZI 3> F) 7OELTRARAEZRL, <
N v 7 AOBTFEEOBEN, RIZEHCH &S SN LEOB/NIR 2 EOFAEPR SN S, &I 221t
&, 7V AYOEOIRERED 7 ) A EAR—ZAOBIN & 2 TRMEZ(LTHL L SN TV, Bz vy
— AP OBFEEOEHCILENEMNTH 5 (E12)7. Zn s OZ Lo R FMERERLCIET D > THIET % 7
O, B LRGSO THS.

¥ AEWER OISR STV 2 “fulminant hepatic failure” 13, VbW B BEHEFAL (F45) Th B A%, JEES B8R 5
OFHIET, “BHEFSE, BUEFAL" & [BWFRE] 3 ERS N ZRICELT, KU A P74 0 TiE, %
@ “fulminant hepatic failure (hepatitis)” % [ZEFFA4E] LR LA (FH 5 FFlE 20115 52: 393-398.)

V. BAD UV - RIEROU—=UT

g5
WD LB ENTBEO—BEOBRIIWD DAL ) — =0 THRERZT2LENHH(7F X1, LNILA).

WD I3RS UIER THRIZT 5. E> T WD LBl S N7 BB ORI 25% O TREHE, 50% OZ Tk
FEBEMEAN T DA IRE GERER), 25% QTR TEREL R WIERBETH L. F-BMEOWMB - FHIE4 7%
LEIANTUEAGRKEETHY, HRTORKEZ 1/100~120 LHEET 5 & 1/200~240 OFERTREZ THH 2
LB, WD IRIEFREEITDb RV EFRZE, b L CIFMEREDOSHHEIC & D EEIFLICEL T, BEFAEIE
BIDA O CIXNEHERIC L D @EOAGTFHREMFTE 2", fEo T WD MBI S B a s IR, 1G#
BIMGEAT ) 72O KENA L ) ==V F R 4TI RETH L.

FEhiE OBIZFERDPYP SN THIUL, ATP7B OEFMRRIZ L) NI L2417 2 2 &SR QHEE L TTET
BB, BIEFEEPROLLRV, L 1IDOLPHREBTELZWDS WD THD I EANETE L TV REFORRIIE
WO, EEHAT 21T 9 P & ) ZESREE ST UG RRAEBPIEREENIET L2 LT LY. WH L FE
(BB Ld 1 NOREZEZED) OBRDS BN 2 ERfiT 2 DIZLETH L.

NS O FEARFIIMRA & TR T & 2 WBRIZIE, U & FBRICHIE - PR ORRIE, MR8, Kayser
-Fleischer B DA &, MK - JRARTE, HFAMUC X D2 £ 179 . MAEM CEREMEREE 2R 3/ARIZB VT, 24 K
SHEE O FAEH AT 40 pg LL 1725 72356, WD ORBIIKEE L 78.9%, TFREEIL87.9% Th o7/ L O H 5™, A
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TOBARREDL, REFELrve 75 A3y, EW EROREHH R, =273 v CoORMPEHES, FEH=D
TRl (100~250 pg/g ERE) R E2 2T 5ELNH LD T, NTOEARKNE & BEMOREELZ NS DA LN
A ZHEAFT) OATKINTEZ LG LIELIEHETH 2. MERKESEEEEZRLZEEL A2 ) —= v ZigfEiE2
~S5AET LTIV,

FBENAZ ) —= v ZZBET HERICE L Ta Yo AIESN TV ARV, WD DE 1L 5~35 KT TICRIET
D75, HIIZAR 13 200 THERER R A 2 L Cwzfle™, 3SEFICFMZ TR A SN, 5mTaliraR
WD #5E L2 H 5™, BB X 20BMENL TN 505, EEEROMBERB LV E 7523 VE
HMRETH Y, A:th 6 A OB A REN LR L 2~3 T TICE — 7 13E L2 0 b33 A4 1 EE BN O S i 1A%
T3 eMEN™, REOELERFTEEZR VA2 ) == ZOFMEREEIC L TW5. BEEOREDAZ Y
—Z VTR HATY, REFELBWM SN ORBLMET2IEMERLEZOLNL"Y. EHIZWD 2 RE
L7- WA FEOWBIC BT, WIRIIRIC B 5 ARSI S BEE OB TEARIHE L TV IR ZORRIIBVT
AT HFEL L TR BICIETRETH 5%, WD IZRIGRICL D BB FEPSHIFRTE 20T, Mikditz Hrye L
HAERREIZ OV T, REMHIEZZLWEEDbNRS.

VI. SERIZSHR

1. FHEE0#E5R!

g5

- JRIAIN Z BOSRIEEFZOBRAEED L IIEEN R AT 04 FIHRICKE L 2 WEFEEIRETHENTRETH
5.

- JET IV T — VIR 2 (NASH) DIEIR % £ 9 2 &R NASH O G2 24 5 BFIIRELENTRETH D

- Coombs [EMEMBE AN, IMEFT7 Y AT IF—X¥OREE LA, KT VA ) KA T 75 —EIE % D BUFAE
FETLEBEIREZENTRETHS.

- FOM, YIRS, 7OV — VYEIFREE 1R A OV AR, RSN, RS R 4, N
Er0v b= ARAMME (HFE) BEMEANE 70X =Y A, 0l TV F M) PV U RIBEE SIS N BEIZBW
TH, RIEOENZH AT .

1) BCREMRREDREH

WD OB, FRICHEEEHE, HEECBVWTHTREERT KL XD &2 weee - —/ - B OREEF RIS
AR DHENBE, HOREMEFESEVBITATOA FERICKIEOZ LWEABEIL, EEE WD 2ETNET
5. WD & HUSEEIZOEHE S RINT E R WITREEN S 5
2) FE7ILI—)LHERERLRTR (NASH) & DRI

WD OFFHFIENASH D Z e L KTHE D, NASH OFZWIREIZIE, FFIC WD 3IBET SN aRE|EETH D, T2,
NASH & WD OFFfEDOTEEMES & 5.
3) AMFR2RFICHIT 2R

SYWIFAEE, e 2R TRET 5 (FRS5). SUFASERNTIE, 3 XTWD 2&NZHICHITRIINERS %
V. BEIFZRE WD O&PHFI L ME SN TBY, FETAVAPKBBENTL, WD ENDODDMESLETH 5
LA 2RO WD OFEIE, [ILIREEERRIEIR] OTHORI ITIRL T 5,
4) ZFODMIFEREREDHER

ZOM, ZETDLNEREREE S TREL LUFEROFEII»2DLT, LTOLDEENTRETH LY.
REIIRT L9, SEYHIFREE, 7T — VRS, 18 AV AWML, FESMEIRAEFREL, RIS bk
JRE 2, NEZOY b — Y ABEMAME (HFE) BEMAE 270 b= R, al 7Y F M) FY U RIBRER EDVHITON 5.
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SMEFRE COERIRER

FEE $ERlE
BE | BEFRAYAIILZX, EBUAILZ, ABRFFR | V1L X%k

YALIWREE
=M | NLTOB, AVZITYR, TENFIVT | BFIREOWERSR
T, MEELE

hi Bx/0, V>, MEbRELE BES
REE | REVYIINERE, M) XRIBE b BETUEZT, UE EIVECEE RO
32 N 7RABRAE, BERFERCEIREE EaXil

BIRREE | ATE#ARPASHIE, /UBFAE, Budd-Chiari FE1ER¥ | BEEBERZ CT

20t | BESREMIFR, Reye fEMRE, MEKERE | (B RAMF X MLRE LKV R EF
&% (Reye TEMREF) FEELSERASEAREE
(MIXEEERE)MET ) 7>, sll2-RE1E

2. HRERDER

B

6RO D W B M, K TARN D O FEMI AT CETEORA - TR, BFkE, MK RHEES) (R
WeF 7B, WHRW (VA P=2), FONAERT 2RBIETENOHRIZR 2.

FRALIFEIRFEAE A 5 BT T TOBIBDIFERIC R TE WV, Merle 513, WD ¥ 137 flrh o #ke % WD % 55
DEAED S ZW E TOMM OFI1% 444 A (FFEL 144 2 F) T, 1EEDNICEE & kR WD 12 50% DLFC, 7
FL R TS NABED W LHE L Tnd. B E CICERAHE Mo M#E - BiEE LRZ SN TE
D, R OENBIIIEEICEETH LY.

6 ILED D 5 W 2 AR CTHAE, HHICEEL A O FEMI 2 GETHORM - TEIRE, WakE WEoRE
TEE) (PRI F 7213, BB (VA P=—), TONAZETIREPETEINON R LR 5,

Huntington 3% 13 EWEERBETH 5720, BHEORKESHDIVIES IENTE S, HkfmERE L L THREY R
F=—, EEEVA PR ZE), AERMERE D BEHR, GMI-F > 7Y+ F—3 A, ka7 7 X3
VIffE, Niemann-Pick % C BA R FEETH LA, FICHELLVE 7T X I YV IVEIZEEAHEFEOBLEL S b
BT WD OB —FEE 2 4. Bl n 7523 ViEIZHEDRE HE - WEOAREES), RAEREET,
B, FERER EEZL, KRR 2 & P E ol & 3 2 & BB ICESPEE T 2RETH 7. RERH
FIMEF OV T T T A I AMEAMET CTld %<, E\(Euf) THY, FoFHEREL RS HTWD EHEITE2
VBT T A I OEBERIZSS T ORI THY, RBETOLERIZEID VI TIAIVIMELNBZNT &
T, BYNVOTTAI VMGEEE TIEMEATIRANANERE T 5.

Niemann-Pick 3% C BUIMIEN I L A 70— VR IZB 5 ) VY — LS 287 NPC1 72030 vV V= D505 v %
7 NPC2 DRBIZTRETH L. AWBHNCIIET 25 4 TbH BN, BEFIERTIE 6~15 RIZKTBAT, FERIE,
A, ¥ EEEEEREGESREE, FRECEEL, 16 MUBEORASER T, FRICNMZATY AT, ##
MEETRAET S, AETRILENS L L0 75 23 VaMEELZRTHEDH ), WD L83 SN ARG B A
HEINTWD, BRNCIE, R0 2 RBGEB) R, REGMEFMEO 7 ¢ ) ¥y a gt oiakfifaofe

Niemann-Pick % C FI % S\, BT T CHEESZ W 2175 ™.

3. R DR

£

©) oW, AEREE, REVEREE, SHMEREE, WA RTNE, MRS SOk E BT 2 RBE A TENT 2
Ths.
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WA WD T, FEMIERARISEREIR & L TN BH D L. HHIEIRS WSRO RERZ T, RIEZWE T
OB E LT, MAEKRME, 5 OMm, NEEE, BB E (bipolar disorder), ZAHIEREZE (paranoid disorder), f# M
ELR LB SN TN Rt TH 22 B MRER THAE L, A KL B S, 10 £5%I1C WD L 2T
SNTHEFIDIRE SN T2, FFHRERE L RS BVER L L. Leh > T, REOERELEE) EMIZB W Tk
FIFZWIC WD & & 1FC, G - tva 7T 23 v, JREBIOMNIES & O Kayser-Fleischer i ff DM AEIIVIHTH 5.

4. ZDDOIEIRDEF!
g5
- Kayser-Fleischer i %385 & L7313, IR PEIFREZE R B L REIT 9 o % E O ) o MR E 2 853 % &
YUdb.
SR - BEERTISRERRE 28, BIEIER CI3ml ~ D@ MEME 2 53 5. Mt a 77 23 > - §, Rt
DMI5E, Kayser-Fleischer fi OH WASE BB ICE RN TH 5.

Kayser-Fleischer i (& WD | IFT R CldH 205, MRETHRDOOND 2 03B 5. MR 2 R 87 4= e IR
9 ok EORTT ) S WEIERESEIICH TN %Y, UL, IS OREBIXERERR MG, miftro s
T AI VEOMEIC X ) BN EZ IENTTRETH 5. HAEFEEIC BT, EELVvE 77 2 I EOFH K
(B NY (AR
BRAETIE, MR- BOREZ E78EE, $4bb, Bia, &7V 7 LARSB X U nephrocalcinosis,nephrolitiasis %
I EBETIE, FEXBHNZIICHIF T, MEW - o 7T A3 v RORFSAPEN, Kayser-Fleischer i % 7 X % -~
THH",

PBHERAET SRR E B3 5 BB CTHAREOENIVLETH D, AIETIRIEIUEZ & B ORIEREIHA OFT AR S
N2GELHY, BUHEERLES SN TOIEREREDHRE SN TwE™,

JE A DIE RV CRE, AR S AE % 85§ 2 LD D 5. EIROBIIRIEIL 22 EHME STV 555, WD IZ

BRI TIE WY, I47F—, BRZEOMEDLH LY,

-

Bt
&

VII. 2D DRAA7RBKLTCT7O0—F+—b

ROITERRIEIR - TR TORAITRERT. Ferenci DARE L7 AITREYELZDDOTHD. ERUGERE,
MFEE VT 7T A3 M, JRFHREE, <=2 T 3 VAL B RPIPEIE 2 S BAMICEEE R L2 L LA
EMA 722 ETHD. HROBIGTIVHHLL T o/ BbNs. 7271, MERTA S TEIRRBE LT ZEEICIE
BETEZWMW) RRBEBTHIME LV O T T A I E 15, RSP R 108, PR 1 5, SR Lo
BiEhH5)

72, B8 Iz 70 —F ¥ — iRy, T, MERER, € OMATE % 58 BE Tld, Kayser
-Fleischer #i DA & MFH, L0 7723 VB X024 BHZFROMPER Z <5, ZMSWELLE, MNETIE

=TT I VAMRBREIT) . ENTOBMI R EE R A1X, ATP7B O TN £ 72 ZHFAEMRIC & 2 ISR 2
ATH . FNFIUIEMLEIAEH Y, EELXEET L0, BEORETHET 5. #EFHTIE 2 DOERDH
EINNTL o L HBEHTELMESMETHS. LiL, BRMICKELZHTE2BETO TRBITEEDFE S
Nz, Lo TERDPHEESN LT, BRIEIARELBETE 2. BUE, AEOBIZF T IZ NPO A4
— 77 Y3 v T ¥ 7% (e-mail: onj@kazusa.or.jp ; http://onj.jp/) BFEITE > TE Y, KET IV L TS NBA, K
EAVHHT 2 TS 2 A RS 5. —F, FERIC L AFMRENEX, HERNE GERATHHT 2. 5618, IF
THEDKREZFMCE 5. LaL, BENR, PESLEERREOLETIE, @32, /2, SHEFASRCERE
DOIFZDAIEEE TIE, HMRESRE L RWIGEEDRH 5. SHEROWER, BRI IEE ISPV T, s Fe
L T0a EHITERWEbH 5.
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ET wilson 5532 D1z sh DERBYMIBRFRAEIR (X D7 RK)

HAVEOEGPRAER - PR 237 HE
Kayser-Fleischer & FREI T I 90% TR
H) 2 FFES 1349 50% TR
&L 0
FARER AN BES STES BEES
=E 2 Parkinson w5 D FAHEEES) (R¥ & &),
FEE 1 EFHY
&L 0
mEE/IA75X3 > WD THETLTWEWINFENICHS.
20 mg/dL KL E 0 REZE E PP ETERD S,
10< ~<20 mg/dL 1
10 mg /dL LI'F 2
Coombs BaM5 M4 & M
Hh) 1
5L 0
RepiRE BAIE L 2BERERE L - BREB/LLE
100 ug/ALLE 2 EERT 3.
40<~<100 pg/A 1
40 pg/B LT () 0
NZY T3 CATRPRGE INEDHIERATE 3.
1,600 ug/BLLE 1
1,600 pg/H i 0
FFsRiBE MNEEBE THRMERALE T, FFibpaE
250 ug/g ZEELIE 2 ED-®, $HERTIIERICAHTE RV
50<~<250 uglg 5288 1 ZEPHB
50 ug/ g ZE= (BEE) LT —1
ATP7B EI= TR
BMADEBHRTERRTE 4
1 DDOEBARTERRAE 1
TRRAETET 0
4 FLLE : Wilson IBORIREME A BV, 722 L, BERT4ERATHRAZEEZZRICBEETELV
fl:REETHLFELILOTSRI E1H RPWEHEHE1 S FREE1 S

BIZFBT ADBANH )
2~3 &= Wilson KD EIBEM D % 5 (BBHTICIL & 5 & ZRESDVE)
0~1 & : Wilson i& Tl & LW AJEEME D B W
(32 182) &£ V) 5| FHAZ)

VIII. JREE - AL

1. Efn

25

RO G L, BHETOWMOWNEHES L. F/z, IR TL Ay a4 A4 Y 2FE L, il TofE!:
EEHEEL(IFXI, LXNIVB).

CHighE LCOME - HEEE, 16 1B 50mg & 1 H3ME, 6~155% 1B 25mg% 1 H3 M, 1~5/%: 11025
mg % 1 H2 M, Z&H 1M LroREE 2 BHU LS TROKSGT5(7F X1, LANILB).

- ESROTeGIL, TPRERE, TGS REAES, RIMEREL - CMERESE oM, ek, MRS, R EicE=
FN 75 (7FXI, LXILC).

D EEPOFR ARG, | HIRPEPEERETH D, 40~100 pg24 B % B L 35, 10 A £ 72 13RE
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FrHae R %, #HRBHER, F /213 Wilson RESEDER - IR

;& CPN, 1 BRF$H, XUy bJ 2T THKFHDEE

'
N T T R T T

KF & + —
CPN (mg/dL) <20 <20 >20 <10 10<~<20| =220 [10<~<20| =20
FReR$R (ug/24 BERE) >100 <100 any any >40 >100 <40 <100

\ - BECELT)

EI=T F 71 BFEmR>
l §I§]7)‘£'.=;J§l (uglg ZEE)

' '

2 DDRBHENDEER ZEREINT,
*7-13 v Y ]
1 RO H ‘ =250 W);v<250‘ ‘ <50 ‘

/
Wilson ¥ 3 B ERY

ANE EB2HT

Wilson &2z D 7O—F v — h

CPN: WO 7 3 R3 2, KF& : Kayser-Fleischer &, *BEDRRICIE L CEEFEN K 2 EFERTRESE 217 .

BEFRE  REBEVEVWY, BRATE CEBI I PHPZ. £/, THPOEETIE, EEIVRESINEL.

rER  BRIGEBHNECES N, FRENIBIETES. L L, REBEXZV. YEPHNERNSHZBETIEIRETHS.
SMRFALY, EEOHEBEZEONERE T, HEREPSEVGEENH5.

BIEFRE, HRBERAEOEADKREELETL CHRMIRETEHEVWEEER, RARE L BERSTS.

A 30 kg Kiii TlE 1~3 ugrkg24 il # HZ & 4. HIRPHEELR/NZTIX, 0075 pg/mg 7 L7 F = v K% HIZ &
TH(7F5Z1, LANILC).

- ERT 5oR R O G, R SRAPEDS 20 pe24 BRI LT 25560118, BRFKLG L Z 2T, WEZZETL (V5 R,
LA C).

{EFtER

HighA WD 2 LA THEH L7720 1E, 1960 8D+ T >~ 5@ Schouwink TH 5™ HEHOMEHAERFEIL, =V F
IVRMIZVFrEvoeFL— MRS ER L. HETIRET L, BEMRCEEFL - VEATHL A
OFF A UHFFEENDL. AFUF+ 34 VEEROPTOUOMERBICHET 5720, HILEICEMORSE LTA
STEME, BEMIOAIOT IR A Y EREL NIy TENL. AF 0T+ v G LIE, BEMLo
Widk GBI 6 HAlfR) & & bIERFRES NS, 20, HHIHELSMONINE HES 5 Z L I12& DiHEDRE
AR I TO X Y O A A A Y ERFEL, FHRANOWBEELBRSELI0RIH D700, I
FREDUGE IR 260 5N 5",
’5HE

ETHFNCI, TRBREE SR, WREERHESR, V3 VEREESIAH A 7S, HATIE 2008 42 & FEFEH SR HH AT WD (2 PR
JBEHoTw5, HTHAOHE - Ao HRZE, 16l #ighé LC1RSomg% 1 H3E, 6~15% :11A25
mg% 1 H3M, 1~5i%: 1B25mg % | H2RETHROKG TS, Fig - SERIIS U CGEERIET 225, &KkGRIT
1H250mg(1 @50 mg % 1 HS5E%S)ETH 6mlbidl BEZ 3T THRGT200EATH L5, R3Ea
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YTITAT Y APECKICE, | HEE 2GRS T2HELH L. EETRESE, wWIThoBedh, &6l
BRI B o AR 2 BRI LB 1T Tk 535 2 L TH 5. HEHBHIOHES HIImH 2GR FENAEL ShTh
DO HADS OMETLHHIRZ L TRIFABERZETHA™. 2720, BRI E TN Tw L EYOERITZE
LRET, BRICHERG VEMIIIEZ 2 2 L ERS TR,
WK QML LT, BRI FL — MEEOHD 280 H 5. L5 5 E2FINT 5013, R HA
otniru&m‘éz%ﬁ%é(lx REBICKDEEESR). aﬁ%@#ﬂmﬁ&%aw’ﬁﬂ% 1, HEHEAIPF L — MEE OPEH
T—HBR% 5720, RETIIHHHANEHRICBVNTOARLTIC

'x‘iJ%#lJi
BIRHEFEL LCE, BREROYWE I EAADI L, IMEHAE CHEGE(AST/ALT, yGTP T/D-Bil, PT %
&), IS (MR - 315 x MFL v 75 A3 )%, RRECRPFZMNET 5. Tk 2 AST/ALT D

FTE L, HERG 2 AEED S0, 4~12 A THEM D L <1 BEOMERMEISES 20, Hﬂakﬁm%ﬂsa'atc H
BEAF L72d DIE 7%\ 25, AST/ALT 2550 TUL Kz HiEE L, 2Nl b2 &9 ThHnE, HAEA oS
XL — MEOIHEZEET 5. MIEHEHESIL 10 pe/dL K% BEL L, 25 ug/dL 22 2V X 512559, MR
A& EhEY % HIFEIC M 2L 13 0 A%, SRR A LT 2~4 AR TITV, %R La~12AMmEE L, HE
FHIZ R AUSEIZ 2~4 AT S & F LW RGP SR L, @5 OmERE LKL, REENF L ViR
HDw, WEREFERTOMEIGEL LTORDEETH L. EMLRRTREZIET 2L 24 HHERT 52 L2
F Lv. RAPPEE % 100 pg/24 5 A (5 A ZEHEH 1L 20~50 pg24 FERD ICHERF 35 2 L A HE L 37529 10
A PR TE 30 kg R OEDIETIE, IRPIAPENE 2 FREIRE L 2MESRESNTB Y, 1~3 ngke/24 B % H
T R RBEA A R 2 L7 F = 2 CHIE L 7ol (B R R (pg/dL)/BERE R 2 L7 F =~ [mg/dL]) b %55
HEICHWSENTBY, 0075 ug/mg 7 L7 F =V Kiix HIEZ L ?%'”’ B IR PR P 6 C AR 3 2 MR IR T A 0801E, O
JRASHEMC 1Z B NEBIA D 5 72D T, @Q/NE, DRI HEAEREC 2 )T, D2 58

BHIFHNE, HEREOHMERHE L EET HI21E, BHIRL 24 HLFFJFitPfI I HE 52 % n;@“za ENEF Lwv, AR

W&, CREDS LI INEER L 24 BRE R P SRPEIE 2 W8, 2SI RZ 2R R P WE T 5 2

ENEF L., RPEENET AR, FL— MRICX BT ERLY, T Eﬁ%’(&%ﬂliﬁﬂﬁ&%@ﬁ?%ﬂ%
17N,
BEER

HEHOFERRE LTI, LR THZ EOWMLEHEIR, M5 (B amylase, lipase) F5, IMERHRA % Eh%H 1 F
SNBDPVTNOBEBMARZ LD, MIEPIRICR S Z LT E AL RNEO w9 RIERE LI R AR 5 2 &
WL, ZDIFE A LIIREEZMET 5 IEVERIZEET 2. ARZEERORE TR ) L3 wicd, JiEk
AEROCEHI AR 2 B IICATE T2 L YELROL 20D 5. MERREEZEO LA, EIERE - 5B o mg 21t
BEERMED) ZLEHT, WHWLEWERTIER L, FHIERFZTNEZ0F ERAZA TR, ROEEILELR
BIVER, BESOBEIRT ETMRZEZRITIETH L. SPRET DL, TTHOICMBEHOET & R EUE
MASHEZ 27z, MiE#kE Hb OISR T 5. RIE T, $RZ ’i%i‘ﬂi%%f@?ﬁié&)%‘”’. F 72, RSP &
A 20 pg/24 W GEAJRIE 1 ne/kgr24 WD) Kb 23%0 < B a1, HSREHIOWME ZZE T 22", Uh& ), HEpor)E
HEEADIHCRWER o= ) » 7L LT, M5, Mk, MEKEEROZH % Mg 55 cdh 59, MR
L F L — FRICHAEWERDP D 2 { REWDP B ODPIRKOFI I TH L. @74 HE - e EimcEER o
WREIT 2L, BN/ ) IREERGDTT R IERITH B L HEZ BT p oy,

2. MU IUF U (trientine, triethylene tetramine dihydrochloride, MU IV F VIGEIE)

£

cF L= MET, FRELUAANELEAS LT, RICHRESE21EAPH 2 (75 X1, LANILB).

- WEAIGIE & L O 1,500~2,500 mg/H, /NI 30~50 mg/kg/H %43 3 TG 4. HEFREIIZBEA 750~1,500 mg/
. /NEIE 15~30 mg/kg/H %45 3 %o\ U432 TEIEHICHRS 35 (VT X1, LANIVB).

-%‘%%%zi¢&<, FAUCEM, MRS ST D
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ERRE
F)ZrF UL, P (wien) & BFREN, REZE LI =V T I UANAME WD BSEIETH S, WD TOMH
BRZVFIVIITERBEZRLZBETY, X2V 53V THEBARETH > 2BEOBFSIE L BIFTH 5,

ZOOWEL, FOREHO L SO HERIEEL ENL 2L H 2, M)y FriEf+ e 1xb1T
SR E T 5. BE COWIUL 6~18% T, WIS N7z b v F i, HESLER T tF V) Freh)
RO EFHE L TRPICHEE SN S, Bpdito € — 27 3IRME 2~4 BE T, 6 BE T TIoRkEs s N3
YETH LD, B X OCGORPI S BN 2", F4F, HHHEMFRESIT2bN S 2L b H D, FEEEDRES]

WCIRARRRZY T I VDL XL — MEPULIETH ™.

PIZYF U 12gHGERZTYT IV 05 gHGTORSRRICHET 2 LETIE, willgEsL LTI T
DI LY B RD w72 L, =3I I VG 1TEROBETIEIRZ Y I I VOB M) L2 F /IR T
B RAENR TV G S Tw ™,

’B5HE

— MLz, R T 1,500~2,500 mg/H, AEREE I 750~1,500 mg/H % 55 2~4 C, ZEfERE (AR 1 BER DT, 2o &
2 BERLURE) ICPIARS 5. /NBIZIIARE & LT 30~50 megkg/H, A E LT 15~30 me/ke/H IR % (F)3H
B HMERRICOW T, pl63R 11 E2EM). BEORBICL DA T, MEERE AT S WD BEEE =
2T I VLD EHET B LR OMEOR LI IIE N M) 22 F 2T MRER O —REEA LR Z 5
CENDHBY, HEIRE., FOLOMBIERSEEDOBRE TIEAK LTS BN LTHERIATY
2 M EOEEE LT, BRICLDZEERFROTREEDSH L0 TEHOKTIRHT L 2L, NETH TNV
PO R VEEET 75— bReB ) —ICBARMT 2 2 LA EDHITONTWD, KIZED LTI 2 LML E X
Y ENDDH D,

MRYIE

MEFRINE, PRI SAER DY 50~150 ug24 BRI T > b O — )V BT & B 5. MR AT 25 pe/dL DUF THERF 4 5
CELRRHEDOBEI B, WEESAAT 25 pg/dL Dl bR SR SAHEREAT 150 /24 KR LL E T, S EIAEL TV
EEZOND, BENRNILEMALT, MET L. —7, AMPLHMIKED, FENOKILEIC L 2 FHRERE,
FRASHEIEAS 50 ng/24 BRI LU T 2558 < 3 Arid, BRSO RSN S Y, RET 50,

BEER

REZVTIVICHKLT, AEFRROFERWAS 2205w, FIVCAR, IVMRD, &R, B, DENES,

FEfg 97 ENRE ST B e,

3. RZ¥Y S = (D-penicillamine)

=
=]

- BN ASR O E L — M TH B,

-G HEE, AT AR (250~500 mg/H) A SRR L, 4~7 BEICHE L, M=% 1,000~1,500 mg/ B FEEE 123
5. HEFFRIE 750~1,000 mg/H T, &3 2280 (A0 1 RERDART, A0 £tk 2 BRI LARE) \ZARH L 22 1 U e & 22 v, /s
BCIZMIAE % 20~30 mg/kg/H, #EFFE % 15~20 mg/kg/H & T 5. 453 T35 2 THRE5TA5(VF X0, LXILB).
SR 30% ICHERRHIBT 5. BANCIERES, B, mIkiid, EERP DY, B, TEE &%)
< b= FAKEIR, BiEELR & H L. AERFKBHENL, MU F o REHRHANCEE TS (75 R, LANILB).
AT, VBRI — B REIRO BB A 2 e 5B 5.

{EFRERE

REVFGIVERZV) VENKGHET DI LI LV EONLEEBENHETH L. ANVA T I EEET D080
KER, WS EOESBEMEEF L — MEEZ AR L TENSORPANOFEEZ R, FoR=2 T I Vidr s
OFF 34 vOEEEFEL, EEAOHEE?SMIBEREST LY. X2 F IV I WDICHTHRRMFBEIIREL L
T, 1956 FIZFAFE SN2, Z L F Tld British anti-Lewisite (BAL) 12 X 2 i WEE COR TG R IGEDATH o7z, *
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L— MRITERC, SEIRZ AT 2 B ICEBAET L RIRZHE LFE—FIRE S Tw 2.

NV T IV 2~6 D HBRDORPMMED B 2 EL VY. X2V T I Y OBFNRITTIGEI SN TB Y,
BELGFEEP S QEBET 5T E0%n. BB L T2 7 I VIZE 082 MG L CRBTTRECTH LI T#

IO TR CTH L. HROMGUILETH Y, HHOPRIIARERRIRE & 5% RS T L L3 IR % ki3 %
VEDRH Y, HEROPMIIFREL R L bH L.
B55E

DD O RIENRLEET, BATDH 250~500 mg/HFREL LA L T4~7 HZ L IZHm L, #lE% 1,000~1,500 mg/
HAREE &9 5", HEFEE1X 750~1,000 mg/HARZ L 72 B 2 E DB WHMEAEDH 5. ANRTIE, #HIE 20~30 mg/ke/
H, M1 15~20 mg/kg/H & 45 S - #EFEICOW TR, ple3R11:E2SR). EWTosE LEET S
RIS Np W72 IGRHC IR T 5. &RT 1 BRI LT D 1% 2 BRI LR F 72 13 IRATANE Y 2 R T 5. <=
VoI VHMABRICIEMEB Y LE ST A VIEEIERT 5.

=TT IV FR Y UMEANDHLH720EY I VB 2T
BEER

NRZV T IVIFERICED IR TH 2099 30% \CHERRVBHT 5. RHOFEFRRITEZRE, 55, Mk
VRBARD S H. FEFHFKMHICAT O FEHHLEY L2ZE bd o725 BIE T AR 2 350 255 7E
BIeOFNONOET LTS . BHOAFERSIIERE, 24 7~ =T ASLEFER, K5, HREES» D
5. WGEMGHERICEERRPIET 2HE50H 2™, Tz, ZLOFERAREINZT T IV HIETHET S
A5, EATYEZEFLMEIMAELE, SLE, MIAMFMEIE, X2V T I ViEEEPIELCAUEE L 2 WE b H 500 X
=TT I VIIRENEIER DA LT\ 5.

F 72, PHERER AT EAR O BE CTIIBHRBIIA R I HRER AT 3 2 HE 0S5 W2 2 O 7 O IR S F R 0 B3 C
FHESREHC M) T F UAHER SN LY LA L, IR Y T I Y THOMREROBE I LW E OWEL HBH™.
ICAE TR SR AR AT b 2 & b H 5705, EBEEOEMIIZF L — FEPSEF L

FHIOFM BRI GIZ LY, WRZPAL, SFRUEAMSLHSBFIEL BET LI L0 5.

4. MAHFEEE

£5

C AR, TFEEEBOREMIG L LT, MEEN R A LML bz (77 X0, LAV C).

WK ORDRAT ) YT VAT LANHY, FNSEMVT, MEENOBEIGEROLZENTEL(IFZIN, LA
o).

CHERIICIE, AT COISEMILE LTELS.

WD B O AEREORG OO\ IITFBIERSLE L 25 2 0B 5. Nazer HEXBHEHRE LA VWEE
DTPETFMOIZODZAIT) Y 7Y AT AZREB L. MEEYIVE Y, AST, Yo bu s VEHORT»5 %5
2377 RUEOBETIREGEN R r o722, F0%, HIMEKE, MET7VT I VEOERED b 72847023 7)
YUY AT A, 4, ANRHE LTRBEINIZA(ERT), BAIBWTH AR S Y, AT 11 R
FTIEHBOLDIIHBMANE L SNTWE, 72, WwFERMFELYLE Y, Jubary Vg, 7VE=T0
K75 7 % Liver Injury Unit(LIU) A 2 7 =3.507 X [liGEFA L ) V¥ ¥ ¥ — 7 fH +4551 X PT-INR € — 7 fE +0.254 X [fiL
BT VEZTE—ZfZRB L. LIU A3 7 370 D ETIERTED ) A7 5L, 209 KKy 22 TH o L L
HARTId 2008 £ A G714 #GTENT - IRERE B3 2 MAEMIEHE [BHERF I3 2 IFBAEEIS T 1 K5 1
AATY IR L (RS).

WD 7215 T % AR LT O ALAFBIRIET b, BWEEFE ST TV 575, AFFEGEENOF
BT L CEREH I T 2w, Ko T, NLFMBIREIL -2 2 £C, BEGROEMAIHES £ T, 5
WIEL Y ET Y B E ST SN A IREICAE S5 B TTbh .

I BRI AR TS 2> & O O 72 0\ MBI LRE SR IZAT b LT b, O EO HINZIMAIZER L T 2354
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C4EThR King's score : Wilson iRIC K DRMEFAZDFTHRFHRAIT UV IV AT I\
0 1 2 3 4

MiEE JILE > (mg/dL) 0~5.8 5.9~8.8 8.9~11.7 11.8~17.6 >17.6

AST(IU/L) * 0~100 101~150 151~300 301~400 >401

PT-INR** 0~1.29 1.3~1.6 1.7~1.9 2.0~2.4 >2.4

WBC (X 10°%/mm?) 0~6.7 6.8~8.3 8.4~10.3 10.4~15.3 >15.4

BETILT I (g/dL) >4.5 3.4~4.4 2.5~3.3 21~2.4 <2.0

”
1
E
>
X
2
il
&t
ES
X

* 1 AST {EISIEH ERRIED 20 UL DiFE

** : Prothrombin time-international normalized ratio
BMZaA7P 11 AUEDBARIBED-OFBHEEET.
TWw3.

10 ITDIHZE IS, ARBAE TG L S 3.

(3Z#k 213) & ¥) 51H)

11 THHICMAR AR TAEF I RES

2008 FEEHEE [HaMAT - IBEKERCE Y SIEMTIL
[BWERFXRICH T DRFBERIL A A RSV a7V T

0 1 2
REPSFET TORHK(E) 0~5 6~10 >11
PT% >20.1 5.1~20.0 <5.0
#EUILE > (mg/dL) <10 10~15 >15
EEAMEVILE VREL >0.7 0.5~0.69 <0.5
/2 (F3/mm®) >10.1 5.1~10.0 <5.0
&% &L Hh)

W2AT77 6 RUEDBERETTFRAET 3.
(Zmk 216) £ W 5IA)

WEETVT I VHEEGL QW2 HEWEARET L2 ThHD. gL L ClElE - EITRTE % KR L7z
szl g LﬁimmmmMan}mm#&D BELLTCET VT I VEND S 5. H$fiﬁﬁﬁ%%@ﬁﬁ$%m
72 11454t (plasma exchange © PE) 12, #ESUH M4 O KR ETE (S0 B ERE ORIEDS L OBIED KA & % K53
T2 - O B FH 0] B 70 e 0 M 8 # B 4T 9% : (continuous hemodiafiltration : CHDF) % 1 5~ % PE + HDF 28I4 £ {17
NT, FCNLEBEHRE DT TR TIT I VBRI
purification system (CAPS), Molecular Adsorbents Recirculating System (MARS) 253 1),

I3 Single-pass albumin dialysis (SPAD), Continuous albumin
44T 1k MARS O F 1 23

ENTWEY BV REDT VT I /e NHEE MoBREHRICEN, FAEEFEL2RENMSE, BhE
TOMEZERESES. NS OMEHEILFERIENIC L 2 RMEBEELZH I LEICHFSE LTS

5. FFighE

=5

CRAMUNAEEET S WDIE, FAICHRBAA RE 2 ik IR % 2
T 5EEIL, HRBAEESEME LT, #iid s

- RIS R —1%, Wi (heterozygote) THHFICHIE L IR W (7T X,

R BEANOIFBALOMRIZE L TE, —EDRBEIELN TV,

- FFRAETRIE, WD DEHFEIZAHTH L (7T X0, LAXILB).

L% o TR O 217

LA C).

1) INERDIIZEN S
WD OFHITF L — PEERT AN OB AICIDFELCELEL. LaL,
M, B & OEREE (FERNE) THIET 5 2 MFA 2R (acute liver failure) B L < (ZEHER! WD (fulminant WD),

ZZIROER (B E B -6, &
JE SR
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25 WD (Wilsonian fulminant hepatitis : WFH) (K7 A FF 4 ¥ TIZAMFA LIS — ; p.144 BIR), WEHGIHEZEICIK
T 2 18MFA 2% EFRBHEDATIIBG AT 2605 D7 v, HARISBU 2 F ML F 2B 72

<, HBARFBRAE R L TWaA, HERIZBITS WD IZHT A IFBMOBERITE L, 1994 FE2LHMHEE - 72,

(1) BARICH B WD DOFFH4E

WAL T 1985 £ 2 A 5 5 2 HFA LB R B A O WD (23t L TRIEFZREA2SIZ CE D, 1989 4£12 Starzl 5 13
11 OB IRIHR T 5 FBHO K6 % HisE L, Z0OH WD ISH T 2B R L7, HARTIE 1995 F 123
520 NS B RE B IV & 2 2MIFASR oG 2 ME L, Z0%, WD IS 2B HE A L
722,

2011 SEIZZAT S 7z HARBF R MFZE 2 O PR RE BB $RIC L AUE™, HARTIL 2010 45K £ TISAMSEATF2 AL 98 #,
AARITFRAE L 6,097 B TN T W 2. WD IZBSEITREOH T 4 61 (4.1%), LRI 109 B1(1.8%) TH 5. WD
A RBOR TR DB AL Z T 2REOLVERETH L. FRIIIEERFEME 21372109619 5, 18
LRI 50 6ICH Y, AROARL S THAK LT IFBIOBIRASLA L 722

(2) WD D&t

AR AT 2 L T B 7Tl WD OJFBHEO@IE & L CTId, Schilsky 521, O&MEFRER, @M - #
BFARZ, @FL—MEDa Y 7547 2 ABELFAEICH - 7260, @MIRETCEIC X 2 HREoOM LS B, &%
PR FAEIZ WD, HEEOMBREIHELZ AT 56, OSHAZHITTBY, 55BN E TV, HEMEo M
EPHELDA TR BT A BEESI SO N L LTwd, OB L Cldfkil§ 2 2B HLEIGICH L Cldi#ERms 2w

WD OFHEISHHEICE LT A ¥ A King’s College FiFE 0> & D52 H 52V, BAF % FLEHAM I MET L, g
CY VY, 7'abuay e s RHONR), M AST i, HIMERE, ME7 V7 I Y EO SHES FREEFH EAR
B FETBI B 5\ CIBHREG) IZEEENH Y, TN EHMAE D7 New Wilson Index for Mortality (2ZET i King’s score) &
Wi L2Z(FKT7). ZOH L\ Index TIlLIEZ ML 93%, F52 11 98%, positive predictive value 1& 93% & 243 L CT\»
%Y. mE L, A3 712 JULE TR DAHIa BIEFAEES, 10 MUV TR NEHYHRRIC & ) &
MEINZETHD™. O Index TEREEOHEDL L VAMTFALE 2T 2 WD 120 L TR OB % RES 5 72
OIITEHEEZLND.

EkEE ) BRSNS IEREIT A L T 28R TH Y, @FOSMIFRET S L LR
BIGEETIILT LOAHTE R, ZoRIZE L TFBMEDT b N 7z AR AR SR O #6112 B 1) 2 AT R o
AT TIE, WL SR SN L TH ) AR EENIZFFGED D % WIEFT L 2R % 2610 L - AR 4
LEZLNDLOT, WNAHNHE CIIGPWEEE %2 5h o™,

(8) WD (39 2T REtEDRIRES

ZWOHE L X (& CIZAMFASIICE L T) - WD OZIIE, RKEKEE, MmiEtio s 23 Ul FEosaa
Kayser-Fleischer T, =37 I Y HAMIZ L 5 24 B $AHEME R O30, Coombs BEMED I, #InFHE, DA
HbETHM NG, Lo L, BUFAEEILEFE IS { Kayser-Fleischer li0SFEE L 2 WHlAH 5, Liva 7 F A
IVIFANRKERATH Y, BUTFALETTIIENBEIML CW 260 5, HOHWAEREEEARA ST, ZOBEa%E
ARG TEIET % HOREMEITR L OBBALE, BEREDLND L 7-0@FOFEMRIITI R, PV ATIF—F
EEBDD L, BAEEZEET 200D 5, % EOBMP» L EUTFAEMOBIIILT L OESTE R

IR ORI v (AL OSCH) - WD LB REASEREERET &£ 20T, AEFEMICBNT, WH2 FF—
WD, 797 MFEANTHBEETREF2ETLZE12%5. ZOMIZE LT Asonuma 52913 11 10 WD (BT
ANEHL 9 B, AIIFFA A 2 ) 120 L CldE (N7 DR TR0 3) 5 5 A RIFR A% L72A%, S I R4 12
WD ORI LMoz b HE L Twb, $72 Wang 57713 22 B> WD 124§ 5 AEARIF R A O B & s L T 598,
BRI L — PR TICRAE 1 20 CABIMEL LT 7T 2 3 UEIZEFLL, RAEPsidEE 6 2 H LA
IZIERAL L7z, %7z Kayser-Fleischer Hild 16 I CELIZTEEL L, SHITIEEBAMITHEE L LHEL TV 5,

—7%, Bellary HIIMIEIFBAEO WD BEOGNIAH# 2 MG L, COBRBIIEFIIRST, A7 ORERE &IZIZH
BThsrERELTWA™, ZOMIZH L T Komatsu 513 2 BlOAMEFAER %512 L CTFBREZICE L — MR
B TR A BET LD, MtV a 79 A3 M, MEIEEEMTIRTS ), RPFHHEEIIEH 2B %

, o
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RIS, EFALL o™, FhATUBEETEETL7 97 MFOMEE R 250 ug/g WEELLT TH o 7248
ANTORREFEDL XV TH o7 O L) AT ORRED FF— 12 7% 2 EEFBAILSAH O A S 1352
WX bhnweZEZ N5, 5% AMRIFBIMICE T 28I L CEIMET LT d s 5 2 was, BT ClamEs
PEED R WA IEBAHRICF L — PR L 2 { & QERMICIEMER W EZEZ BN 5

AEET WD V2R 2 BFRE A AR WD LZxh 3 A BFRSAIC B L QLB IR AT L2 & § 23 L, &
BLarol T hMEND B, i, Wang & X HFSERE G T 5 WD 9 BICAELKITFEIEE 1T T 525,
WHADEBHRETIRE L 72 1 Bl & B < 8 BIEBIHEIEIRDEUFEA LN/ E LT, B LVERKOWEEZ EL 05
L, BHEHOMBEFNTRIIEILEIETHY, —RNICHERE AT 20 OBMEREONKEIARTH L. FoF-HE
BOMRAEIRO MFIGEIE L, WHEROFWNRWHEIEO R W EEZ SN, M - FHHER T A3 2 M WD o
BRHBOTHRICEL T, SHICEEIREETZ2LEN DS, TR - HHERE LD P CIIBMEZEO X L — MED
WBe 5 OLEREICE L TomidEsohTnin

(4) WD IZ3¢9 2 FFiBtERk &

HARTITbN7: WD IZxH T 2RO B IZ BIFCTH Y, 10 AL 86.6% L EFRMETH ™. Wi Ccitb
NLWICIBIEL ) RN 7 MFEONL L, 797 MBI SN S $ CRILRESNRIZE EF 2L
T EHMN R Z L, UGS E R ENE XS 2D, WD IR L TSR S T 20 FFIZG72 2\ W T,
EMITHRICH L C3EmTPR, MEFHTE, AR ESRO M2 ENOBIPLETH L.

2) BEARODILEHNS

(1) &S

WD 1265 5 PR AL @I, OSWFALR WD, @17 L7ZIFZ, 0250 FETHY), i, OmMiHERks L
FTLBICHE DS, 72720, OB L CTRBRABEPFEISHRE %205, EHEERDS > TRIFNIGEF TR TH 5 2
L&, FBHICE > TLT LAEROUEPHONL WEEND 5720, FELBAEISEME 25 v

O, WHRBWABROBE AL, FBMEIE—-ORGTFETHL L) W% {, BRBISIE—KIZZITA
NENTMETH LY. ZORRTFEERTET 501, B BAE L, FFEMEICHE) B#EETH S, King's
College 7°5, 1986 4F-12 Nazer 5 VIR % B8 COFBRLEIG A 2 7 21208 L 7245, 2005 F I 5 20 RE
L2744, TB, INR, AST, HIMEEAS %2237 &5 11 MASICBHEE LEC TN ORZEREREOm AR
LNTWD™Y, GHEO, BHFAEERICHCON D, Eite ORI IE AN (CHDF) RIM4EscHt, <512, Mo-
lecular Adsorbents Recirculating System (MARS) 7 & D IMEEALIER OB R EITH CFM SN THB Y, WD T, Ok
MENR S &, ZOMAIZ L > TEAUFAEE RN, FRICRERBRICBIT L UFBELZEL 2V, L) &I T
WBE

HATIE 2 BEFTFEREIH.LTH Y, MEBESEROINENZLL T, FF—@EHPBEOBES IV LR
D, ZEIFASE WD IJIZ LR L) RRENEE LT RAOOBIBORMKEZIT) 2 EAFMNETH L HEFSL, Lw
IRHMEN DS, LoT, BRIICRBWEZHEL, Lo L) BRFNEREITVOD, WOTH B T EEREEET
ICEEREHEL TV 26, SRS WD = FRALEIEL & FIgee 3712, Rz & o THIMT 2 2 L0WEETH Y
FLEF L. DHA, BUTFAEOETEAVICL s TRIFETEL VI LI ZVDITLRTH S,

R — ORI &0 O EATFBIESREE TS 2 0KEE, Ho 0, HEITBHEOTMREELZEL22H->Th, TTHE
WIHFEIF RIS Z1T) CE bR TH L. ZO%E, BEENEE L QIREMO 10 S TEHTETH Y, Lk
BRI X A MRS EI ORI L, ENTOIFBHEZ D 135 2 s TE 2 alfigthidmv. WENER TR SSE T
X, R IBEIGOFHEE ) T, BREsoAnsEvny b D

QOB AR TORMBIL D — Ik TH 5>, @F, FREBURTOWREBIZESNZKNTH), A
LEOREIZ L > TRIBOBIIAE SN S, EEFBETRIAREZE > CEMT LI LA TE 5. NEAMBEELETL
5 b IEREBIFHE~NOBIT2 A CTHRBMEEILE 252 bH 205, EROBTHRIEES 2 WIZEIEIC L > THARE
DEATEARTEBME R bd 5. ENMEFEAESFEIECTIE, FHEOEEEZIIGET, 34, 64, F7/4E8
HOBEELE LS.

155

”
1
E
>
X
2
el
&t
ES
X




| BRNERBH(CEFEFZESDVGZERENTELLED, RGO OEBM LR TIER U2 BA( RS2 - 88t

(2) ER WD FFBEDIRN & BiE

2013 4F F TO H AN ZMIIZER O KR T, AARTFREME S L T4 7,255 G, 1992 FEOFFILIKE, 120 B (18 Ak
i 60 B, 18 LA ()60 B) T, REMEBEOIFBMPTIEL275% 2 505, T/, MIEHEMILE 173 I,
2000 4E LA S BIORA 4 81, /MR 1D ERES T2, kit 4 4£ [ (2010~2013 4F) © WD I3 2 fFR At 1E, DLRT
W2 U THRISRNRCOERI YA LCB Y, AEIFEME 1L Bl CUNE 1ok, BN 10 6), BIERFRH 2 6 (hE 1
B, A 1B THAH. 2013 4EF TOAMRITFEHN 120 Bletko 1, 5, 10FEAEFRITZENEN, 90.6%, 87.8%, 85.6%,
THo. ENIZBIT 2 EETFBMOREMEGBIMIL 24 E£TH 22, FRo e {, RBHEFERREOH T BAl
BOFHIIIBEWRIFREETH S,

HERFBAECE, @ENHOWTNUAN N F 12452 LWL, ZoWA, MIEMIZIE, heterozygote 1272 5 25,
FEARAIC SNSRI 22 B 2 LIS T Tl S Twn i n,

6. ZTDDEEE

1) HEREH

PR ROBHLEY IV E(a- P I 72 V7 2k — M) IHiIEEE LTHE SN Tw5. WD BEOIMES &
PIHFHOESY I VEBREDSMETL TSI EMS, E¥IVEX% XL — MAEFIZ Add-on L, FERICEELASNS &
WESNTWE™, L L, BMELMNEERBITHON TR, EEFFIEL LV TIRT I Y 7F) w3 v
0y ThHb4-T7x=VTFLAL, 707 I vOFRESERINTYSDS, BRT—5713E72 50,
2) ZFOMDFL— ~E

FRIFARVTTFVEET VEZYLA(T NI FAEY T NN aREAER O 28R TH L. AL L LIS
B LB & S OB E R A B0 L, RIS L2 a i oIck & L, MIRNIY A&E . 7 75
FEY 7T = MIEHETEA Y OFF 2 A YLy, SoMApEE 2T 2725 SHETEINEEOFHEE
EEE L, FIEET S, SEEa LT N7 4®) 77— NIEErSHRES NS, FFSFFEY 77—}
EEERE - A FFIIBWTEBRER TH ), EHRRTOMHIEITERWD, =TT 3 v &85 ) IIREREARO
MREFEIREAL D v e W) FRMD D 5. GHEAROMEROBAG RSN WEEE LT, ZEEMRMET b
DI yF &) b BEMHAEEORTIROSNZI ENEZSNTWAE™, MR WD OEERIIT L TR=Y 5
IVERE NI FroRDLYICHERSNS Z LI SN G, FEFRE L QT Tk, BE ORI
LB MREEEE - MEHAMESH L. K5 FE MM, 1M 20mg, 1 H3MAFLILITRAL, E5I121MH 20 mg, 1
H3BEMICIRMT 5. G T RITHERRE L L CHSRANCT WV ER 2.

7. BEEE

E=3=1

CEHHENIRFEE OMRIZEETH LS. WD IEBERIZAR 1 R LA 2o &% 2 BB UEEICHRT 2 (75 X1, LA
B).

DS NG (LoN—, HEE Faal— M) RBENEEZL (IS5 X0, LANILC).

B —fICFL—MPEEART 2L, FL—MERIZAFHORBEHEEGL, BRI EL KTT 5. Lop
- T WD FEANIZZIERF ISR L 2 Ul H v, B2 & LCERT 1 BRI ERT 2D 1% 2 Brf DA NAR 3 5.
Viaiix, wD BE T, o1 HENEY | mgHU T EZ305mgHIZT 522 O HENEbNL TV, Ly
L, THRADEFEIEAE 2015 FR] TOMBIMOHERRE 1L 15~69 BT 0.9~1.0 mg/H, LM0.8 mg/HTH
B F iz K 24 EE TEIRMEE - REHE] HETIE, 15~69 EOFIHENE L, 1.06~1.23 mg/H TH 5>,
L7208 C, BEIHIRE 2179 L%IE % {, SHOLWEmRHEK ZHENIHEIL 2V 2 L ICEET T LW ER
L, 1ETENT 2 HEETHEARN S VAMERIIIRTY, RIOAKIFARTIEIVWITZVWARTIEZW
A, AL EICERT 202 E LL AW

TESRIA B A AT ) i aid, TS &L D BN HHl S s, Thabb, MIRELFASOERPH L. Lo
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H

BRE HEHAE - BRE(9) #HEHRE (mg) /_|£

L/ — (%) 50 0.50 7

fad | LXH 5%, 50 0.45 =

=2 B 17, 150 0.45 ﬁ

nwp s 1/2 4%, 125 0.43 %
FLIE KEL14F, 8 0.41
EDFEVDH 174, 180 0.32
HwRFaAL—-Hr(EY) 14, 50 0.28
PNE(ZLHA) 1247, 120 0.28
B (#8) 12 v 7, 150 0.23
Ea72a7 KEL 14, 6 0.23
RNy T o1 (8) — AHi, 80 0.22
L (lBEX) 8148, 200 0.20
—EF 12 %1, 20 0.20

5ETHEHBERR AR L V) IRE
(3Ziik 240) £ V) 51 A)

TEGPATOBHE T, MOBIHBGFHTHS L SATE, Ll ROCATHEHROSVANE S
SRS 5 & 2 AT B OB E L,

Brewer 1, L/Y—13, I | EHRENAVT, ZOREERLTSTHETSH 52, SREREHEEL TVb
FURIE L33 EIEHEAS o, I 6 0 HIIEEINE R T, 20k LIRS LEMTIET 22 8 %
AL T 5

IX. JRBIIC KDBEE

1. R

Z5

CFHERNCAN T AR OE 1 B#BIUL, TEREA T F L — NROBABETH L (VT X, LAILB).
L0 ARMOFEAIRI LCiE, £ 9IEH S EFIHEA I L AT 5 (77 X1, LANILC).

FERERT & 13, FIRABRE R WIRO MBI (AST/ALT LR 2 E) % £ S o T ICBINCE 72 8E T, WDIZE S
FERDSF ZZHE L TR WD Z & TH B, WK T, presymptomatic B L < 13 asymptomatic & FH I T\ 5

FEIERNIT T 2 IRMOH 1 I, TERREHA UL F L — PEOFHARAMAEIE S e >0 ERHHI I+
L— MEOHFITHBE L RG L, IR, WEERES, RypsPiitEz %€= Y75, BERORFRE T
FrRLOEGEE L IR, WD BEREEIRASHIBL L 72 E1, F L — PEAOZET, & L IFHSHHEAIE F L — MEOFEHIC
WOz, FL— MEOHARER CRIRIZ L IEL, HEHEA & oI ) B pm 0,

FEIE RN I E DN S5 2 L% nizd, MRS 2 Zete A3 S w2 TSR EHNE, &
DETENTHZ 02 HARTIE, WDKK 2 REANE 1R LD S REBEISIC 2 - T b, 10 A D 4F
PN S NSERE CH UL, T IHBHEADN LA T 2 2 BRI N TV,
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2. FEDE

g5

RN, RIS, SRS, BERAAE, A SRR A IR CRIE £ 73R R S .

AR ERL LT LA RS EIN I % 5 (U T X, LANIVB).

1M - SERTYE, BT, IEE L - MRERF 3 L — MREHGRAOEHELEITI) (VT XU, L
~NJLB).

CF L= METIE, MV TR, BIEHSA L, HHLRTW(IT X0, LAILB).

MORERE THA L, 7272 TIFERRTEAER SN, WD EBI S N2a1d, —RICHEER WD & LT, R
MR OFERE, T %b 5 RS 2 55— & L CREL AT 5 IXRBICKDAEE 1.REROES
B, FIERD D 255518, FREBWL, HOPIHBREMBT 5. MEGHRE LT, GRICERL TV,
CHICERL TV L zRAT 2 H T L — FE2HE5 32, FL—-FEICEB M) F ey II00H 5.
NREZVT I VORMNLEOREE - HROEIZIT WD & ENTWV LA, EELEIEHARBLR T, WEREREZ &
DOMPEEESENR L Z DL EBERLENTWDL, —F, M)y FrO®hEE - #FI2E, wDr=v 53>
AR TS 2 H6) LRSS N TV 225, BIEH»LR L, M) F v CHBEZBET 2 00%&TH 5 (VIL A
FAEEOHZH). s, MIMEN S 55, FRESHVEEE, FL— MECEHRIHOMHE? L ) BRI
R EFEERMS RV ZORAENENOEFONREMOMEZ ST 2, Wb Alks X ORER
LT 2 % EOEBILETHL, LT, 1 H2FEEHEFE 2B M) Y F 04 NIRRT 2 E LT, B
ZRIGIE (RSB, WSREAIAMR 1 AR ICHIE, MIRLEREOMIZ N YTy, BRELY EOMICHEHA, 55
A M) F o aNRT 4. F/2, Wb &ur 1 & &% 2 BB DL O ICHIRT 5. #ElgrRA e vy = v
F Y ONMRESIIIETE L CLWEETH 5.

FREREATIE R AL, TRASIHRIEA,  F 721380 AR B ICHEFRRECORAT T 2. MR LS A A F 7o L
— MBI T ) O, BEOWNROERES 2L %L 5.

3. HiREIDBE

g5

MR ORIARRE T, F L — RIS X 2 UEHEIROWIIMEDYD 2 700, WOk TIRIESHREARNGHRD? S HBT 5 2 L
PHIEEINTVDB (T TN, LANIVC). 727210, EHFEIEFT CILREEEINLZVWOT, My F 20D
oonTnws(JL—KEL)

R OMERREIIE R L — D B W IFTESREA VS (V5 X, LANILB)
CHHHBRICOWTOHL AR T YT Y AE R (I L—KE L)

BEORARITER LA S 25 2 & (WIIEL) &, SAER/L VL) ICFHTL L HEER) Th D,
PRIL AR 5.

WD D123 % ramdomized controlled trial & % 1% Cohort study D i i3 FEFEA S b #E L <, Clinical trial % £
B U TR S MR E RS, WO S S OA A4 R4 UHPELET L. Thoh T2 &, MgRBEC
T AHEEIX ERO L) ISR S N TWw 5.

MR EEZEOMMEEIZOVT, HIBEORER TS0, HHRER, BEHEEFMCEE LBIgmER 720
WG AT 5700202 NGOG OMBIBEE I LR TER, Z0I) bRV T I VIEEN 72 %4 FBWOFYE
519/, 5~52 %) CHBMIM 28 53 20 B (6~175 7 1), HLSRIGHE DS 10 & ST 0PI 4E# 20 7%, 4~36 %) TF
108 A (3~323 2 H)CTh A, BRNWICHETH D LHESINI-DIE, R=2 T I ViEH S8 4 (80.6%), HEEMGHE
94(90.0%) Th o7z, R=V T I VIHED ) BIEIROP S » 2 EAL Y A7HEFNL 12 4 (D BB 2 %), HHEECE
ILL7DIE 1 B TH o7z, WRAEIROAHEN B SNADIE, R=2V T I VEFETST%, BIRERTIEAL A
Mol TNHOFENS, WS TIE, MBEREZ 2L T2 BHICEHNAERZ I LOIT) 2 LR sns.
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HAIZBWTOHIMGEIZOWTE, BEHIESH2b008MTH Y, TOAMEFRESN TS, LaL,
FEROBE 1T WD OFIREHI S ER A TL 2 T2 25720, ZORIERIHET T 5 fEhtE s
SN TN2Y, HERTOMKRMOBREMAA T, TIMGREMTOMIRRIID R, VI ZyF U bbb
HHVIE M) LY F Y EHGROIH TIHRO TV D Z L% ns,

FoMEERRIC L A RGBS OV, HEHHOREITF L — FMEOFR L T 2 LD R0 KAD WD
DOUEFHEFEIE T L VAR TH o2 L ) HiAH 250, T, 90 ZOMRRIEE BB O TG4 23.9 1%,
8.3~434 %) % OB L T 5. BEOL IO, S OWRHEMBHETIEIAR L, IHEFL - bE(R=V 53
PHLLE M) F )AL, FORICEMAEHICEITL T A, MERIEMAA 2 EMITTEL, 20%ke
FERICHS A ME L RO BB IV oz, A TOMERELSFULILEL CWEEAbH -7/ 75T
1, 17 BOIEBEEBEIZOVCREY 14 £ 1, BMOFEEETo7L 25, 10 HOMBEHEZD ) H 9 HIEHS »
BYEERD, 1 ZOHRTEALERD TS, BB GHEIIFEEE TIIERDOELE A5 2 035 5H%, MFEELE
HITILEE 1P L LR sz,

FL— MEEOPHMRIEAERF T TH Y, BT o T, 72, FL— MECERPHEEGTA0T, FAEOMR
HIZ#T 2 RETH 5.

1) EENEE

TG HR OB OB OEAIIIT & A EH S N,
2) FL—hE

NZV T I OMPIEFETIE, 10~50% FLEE I SEAYMRREIR 22 & DMFHER DO BALA A LN L. EDOHETIE,
N=ZYF Iy, M) UF Ly, HEHREFOWTN D WHNGHE TOMBEROELE RO, 1 FEALER=Y T IV
T, 13.8% 327 DEAL LY. oML, BHICE ) IF% SICHFR L 282588 & L Cimis s L, i
BATL, fEEELZEA ST LEE2 5N T05.

MY F %, 900~1,200 mg/H % 3 [ANZ500F, &RT 1 EEHILIET, 2o &k 2 MRS 2. IIGE#ETO
MRHEREOEALIZEECH Y, DA S, BREEWEAS v/, MO L — FEOEFUZBWTIE, MY
I F N EPERICHEIE S T 5,

4. FEHERSHEDS

g5

- RO REC H A IS CIRIEIRI D D 2 AL, BMEEOBEE T 500 EF L.
- REHIZE & LC, lithium 2SERDOBEE IR D o 72 L HE SN TV A (T X, LAILC).

WD O#) 20% 13 NEZAL, BRAMEREREE, SrEE, TEIRE, BHEESO/MEREL 232 L MG ST ™,
FEIZ ) O, FRAIBRRERE, JZLIZBEEE VY. BMEREZ &L TV 28680, WD RROIGH AT X
Thb. RZY T3V ERGOINAER & MERIOBHERE BAL S5 BZNNH L. L7z > T, WD DL
LCIEHSBEA E 223 MY 2 F U S5, HHERD S 23618, BB L TORFRR WIRO LI - kit
PR 2 BEDSA T3 % 2 e d 5. FEONIRFEE S AIRIRIE 2 2 TEICHER T 208 P H 5. 72, WDIZ
B DHREMIERIZE ) KBHBIRO M T TAUHBELLZE b H 5.

RS RTEC B ARG R IR SR S B 958018, FEMRHE OB 2 2T 5 O E L. JAREHEE L L C clo-
zapine™, quetiapine™, olanzapine™ \EXNRH D % %, FAFHEE O ] CTHAAILEEAEIR O AL ARG STV 2>, Kato
51, A= O risperidone (4 mg/H ) & lithium (400 mg/H) O P E T, AW - ITEEAL (OB, ZEEE, BEAR
5E, PIHIRN) 2523E L7z L 3k LT\ %Y. Loganathan 5 &, olanzapine #%-5- CRINKIS & L CHARIMEER DS EAL L,
lithium (300 mg/H 7> & B%A L 900 mg/H F CHIM) 122 ARG HOE IR & #E R SFBEAE IR ATE L 72 & s L T v
%% lithium (&, JEAR - 2L R ICHRIEIRASRIEIC 2 o 2 AIERFICB W THZE T, MREROUEER L Ok
B A RANOREL Dl SNTWR 520,
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5. FrREIDaE
=25
- AR, AR L FIRROERIESHER S NE (VT XN, LAXILB).

1) FFRBSAREICRET $ OR— MR

JFARE RN R A R o G EICRE T 4 T — MIFZEIZ A 20\,

4 %) T O H—[EFEH¥% B (Padova University) T O JF R 12 5 (+ JFEL 23 ) TOFIH 61 22 H O 3K — MFFIET
132, BRERE SR TR BAA S 7z 4 B 2 B CHHEIRSE O 22 O EHEAT b, X=2 T 3V CTHERB S L7 8
TIMRER O BECRERA Oz, 261, MEBEEMIZETEIN T LaL, SORFTE M) =0 F Y idivs
TV,

7T VNVTO 1971 4ED S 2010 SED T + T —7 v TS TIE (11 FIORFREILES % &84 36 Bl TOME)™, 34 fl
TRV T I VP10 FERHEG SN, 95 3PITHEEANOLE, 2 1 TIdL8 & ) BEEHEFAHShTw
5. ZORETTL M) yF VISR TV,

LY b OB (Cairo University) TOFE 33 6, FFAfeR! 3 6, #ikEH 5 Gl COFI 240 3k — Mif%E
T, FIERTO 1 B (FREEHESH O A THE) X RV IITEBI TRV T 3 ¥ L REBHES TR S iz, =
T3 VIGRRTZEIEAIEASNT, FHERIIEE LD, MEEROBEELRUELZ R LBV Ero7z. oK
HTL M) DU F VISR TV RV,

—7%, WD 338l WD DALOIFERE (7 4 VAN, BOREMNS ) 205 L7 9Pl & B L7oRECo 3k — Mif
ZETIE®, ¥ L — MEOME L IZMEBERIC, RENERTIE WD OBIERITEC, TELEE S LT (RTH
DEWI EPEREIN TS,

2) BATORKIAR SRBEDRSE

HRSIZ, [TV YRDE] O)) 215 T WD £ELEBRFHE 2 o, 2008 4 0 HEREFH] O TRIEIGASFRD &
NIZE#RD 2009 4F, 117 FITOHFRICET 2HEHEREZHME L T L. FH 2T s4flTR=v T3y, 66ITH
Ny F (1 FITHEM, 1 BITAR), MR 12 60+ sl 10 flo 22 flTid 208 TR=F 3, 261THY
IryF v, BIERMBBHTIE2SHTR=T T I, SHTM) YTy, 3BITHEHEANC L D IHESHB SN TN
72, BEITHBEEPET SN, H B3I FTR=ZY T I VDA SMOEFNOEEIITbON Tz, 5122012 FE0H
FAEG] 114 BIrh OMFHER % 2 L 72H00RC 0 22 G THEYENT 247V, 2081 TR=2F 32, 1BITHY =205 2 Bl
LBIC N T F o L FEREA OB CHEEN B S N, 22T 3 VBB 9 6 (R 50%) THEBEELEE D 7 &
N, AESKTOIHANETER28% LV EERTHo2EWMEL T2,

P E2EE 2T, BRI, ML O IR OBRIZBEWT, BEORE, MERELOFAMEE L2
NEELC L, BADASNIHETOZOREIBRWI RS, NIV F UL VEREZMGE T E&2IERLT
W3 =, PEEBLVCEEOYE, M) I Fr EHSEAOMHEREL TS,

6. ST, BMREERDEE
£5
D 12 & 2 2 MHHFAEEE T L CIE S ICFBHICIA CEM 2 BT 2 & THb. (77 X1, LANILB).
BRI BRI IR E TOB/EL E LTEZ LN TN D,
- 143345 molecular adsorbant recirculating system (MARS) % TR &AL L, WM Z 3, RENHEICE
T392%E055 (71, LANIC). LA LHATIE MARS BBUEE ZHRISEA STV 2w,

BMERFA SR (acute liver failure) WD & L < (ZBIER] WD (fulminant Wilson disease, ') (RH# A4 FF 4 ¥ TILEMER
ARG — 5 p.144 BIR) OFERIITRIZ L > THEA TH LAY, — MBI EFEREREE PT-INR>20 b LIk 1.5) 2 &
SHONEELET23009 L WD BERREL LT hzdol s, 43 LI BHEDHBEIIM b 22,
F72 WD L2 S NG & 2T T2 ARE 2 & 2> OB THIE L 72 B ICHEES A E T 2 FH/ M6 1L 5 25,
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DX LS ANFALEIOHIEICEINS. S 522 OBIIA U S AR ML I - T, BRI S
ENTWEALR LRI AR SN, FOBLIERIC &) MAENEMAA U5 LM 50,

SR LT CIIET 5 WD 1EL WD IEBID 5~7% Tdh > —F T, SUFAL T 7ZI3BEFA S (p.144 FS
I EHD 2 WD OFIAIL2~15% Td 5107447,

EUFAEME LTCHRELZWDOTFRIZEVI EXRMON, ZOLLPTFEBEE L CEHGTEL VL
@t EEEAE O WA A BN X D BT 5 o ISR AR B SNE L  b. — T, WH WD OBl L L CEE
e AR LB RERE & 0 72 O BEAT L2 < v, JRAPEAFERE X LIE LSRR & 02 IR RS 0 720 BE D Z RIERNIZ
NEELIZC, BETFREIHERLES TP » 22 2 L EAN TRV, 22 CRBAZHEE LT, M
ETNVANKRAT 74 —EAUL)/IE Y IV E ¥ (mg/dL) <4, 8L AST/ALT [ >2.2 %72 3 A WA SRS L WD
WEEL FEONLEZEPHMOENTVE™, INLORERIMP LT 7T A3 VEfH, Kyser-Fleischer ##, Coombs F& 14
MR 7 & & B CREUC WD 22T L, B O & HL 020k 5 2 LS EETH L7,

— TR T A T TOM, SWHFAEMO WD IZH LT, ML ) i it SN2 a5 BH
T, FRABNRHHEIMTON TR, INETEHOIMETRZY T Iy, MUy Fralod L — MEHPH

SIHI L LD ICHWLNTEZ, L L2y 7 3 v OZMFAREE WD LT 2 RIERHITH O™, FHNIH
THBBELRRICFIESRITIENMONTVWE2D, "2V T I v 2AUFA2EO WD ORERGRICH VS 2

EAFHERE S N — O TSRS 77 R R AT & R8O & B RIMEBR SR BRI X D SR
ERELNHE, SHREBLLESELIHMEDPEFCES. &GE, MFP2LWEEOT VT I VEEHR L ERIICEHRSE
THIDIITNT I Y EAENE L SHERILEEN R L W7 Vv 7 I V@RS S, N EE L7z Molecular
adsorbent recirculating system (MARS)>™*?”~*V %> Prometheus fractionated plasma separation and adsorption (FPSA ) A [iff i &
HENTWED, HRATEZNSIZEAINTEL Y, BRTHEBTE 2. IS ORFENIGE CatF A2 dEE
L, BICHFBHEEZITDO R WTRENERICBITCELHELH 2. Lz o CLEORFEREZITVDD, T
BAOEM 21TV, DA ZOMITE L HEEIZFHE L, SUEFAS = FRRRIG & 9712, #REIFR R O#
6 Z W5 DAEF L,

Z DA FFP DI, VA T — A4 ¥ A0 ek, FEIMISH LTI M 7a e v E59RHE SN Tw 5
B, IR TH 572,

7. ZODRELDEE

g5

S ED LD RO WD THIBEIIHERIES, M) T F U EERE Y5 32 TO WD DEBEEICHE U T (VIIL
BER - AEE0H, ).

CHERRIE, FRFNOMEROUE TG 5.

CEEA, BRI EOREIRDFRVEAL, FRNFNOBEETOEBEEINT S,

8. EERDAE

g5

- HEARAC S WD ORISR T 5 (75 X1, LANIVB).

- HESRIF THE AT o TV AGAIE, HIRAT & HE 7213 75 mg/HIZH=T 4 (7 F X1, LXIVB)

X L= MRICKBIHEEET R > TR B AL, HIRBINCIEE S B2 IR O 50~75% ICRET 2 EPEF L
(73 X1, LNILB)

N2V T IV EBIHEDOMIBLENE, WD BETOREIH TH o7z, BAKSLBRRENS C, S HITHRREIR

RAFARERZ B L 72 BB TIIRE S MR b b o7 LaLl, R=V I IV OMEHMAE ) WD B b HIRL,
HWETDIENTEDLL )T/, R FI VMR LTI Ny F WO X L — MEB L OFRERTE

7 & SRR AN OFEMIIZIZWIZ SN T LMY, ROFHOME S H 205, TORERLBEEDOTRELDS %
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W IR SRR ORI TH ), HEROPMIIHAROEK & %5 2 E3H 5™,

TSR R P b EURRT & M0 F FHHEL TD 75 mg/HISHE L Th By, 0 %213 24 1 R H i Bki=
20125 mg/ HUTF AL W ERESNTVEY, R2VFIVR M) I VFroL) s L — MRIIHEZIERE
WK ZIS T B 72012, 300~600 mg/H F 72 13T URHT DFY 50~75% (2= T 5 2 Lo s s,

HESOBEICEL T2 53y, M) F 240 CICHEMES & D REMPHIIZ L T wnzolEsh
TWRWED L hL, RV T3 vARBARICELL CEAE MG H 5™, FHEEESH o WD BEOF
FLUF O EEE L LD ) R CEBEP THRAPIIRZY FI VR M) Ly F U IRE EN e o L OWED D
5% UL, AL QI E 2 L FHEIG o TR,

X. BEOF LD

WD OIEFIZRNC & 0 G & MEEGR I S s, MIIIGRITENICER L T 28 2 fEmn 2 gl <
LEHIOWBETH 5. il H B RAGED> A TH 2 0°, MEFGRICEE T 2RO HZI33EHN L > TH E2 2 (VI
BEE - AEEOHZR). 7o, WINAREIIHEIZL o TORA 2 IXRBICKZAEFEEOHSR) . WL 2
FETRI10IRY. BREFEELETSH L. MEITERIR SN2 WA LT LITRENSHEIZ 2 5 0 TEEN
PETHAS.

BWRELLCFL-ME(M) Ty Ty, RT3 0) EHHHEFDSH Y, BANIZ & D IHEREEIRL 2 IXTREICK

BESEOHZM) . i+ OEREOKRGEOHLZB LUMRHAEELZR1TIIRT. FL— MERIZRERICHRL %
FAUSEY R 2 . TSR S FHI 2R IC IR 5 L EH D 5.

Xl. F&

1. FFEY

£5

WD ZIER SN R IUSETETH D, £ IS T 2L O A FFHE TS 5 (—EBIZ MR E TS 5)
(77 X1, LXNILB)

- F L — MARSLTESREA OFEWHESEIIHAETE, WEI X TIA T VAD L WHITEFHRIIRFTHL (V5
Z1, LANJLB)

R CH F L — MERLHSEA 2 EORMBESE TH L. BENA LR ERE, FREETFELETLF L - b
TG & SR 0 B E 7213 BRI CIRUERT A S OB IR T E A2 (V5 XN, LAILC)

- WD TIEIFHERE 38 & Bb N CEANERERGEFAIH 2 TB Y, EMNLRFMEEOR 2 ) —= 0 FHPLETH
%.

WD ZEHR SN2 T USETETH ), BREMTH L. ZFPRET, —HITMERETRET 5. FETIE, B
BEFEIRD 70 VR IR R F ORI H N T LT WD LB SN L6705 T, MRAERAT I L
TrbZBT 5 I EVL VIR TR S e 3 CHRERGREAR W, FERSLVEEICSH S,
L2 LD OMEScEnE FHERNAHOIEE L L CRIBBIZ SN, WD OIHERGEISENRLHIS LW

FL— ME A OMNIER L S CICIFERIC L D IFEO WD OFRBRIEHERL D RE(HFE SN TR F
L— M, WRSREH & D ICHIICHAEDS B S WD T > 754 7 Y ANRIFTHIUE, WTNOERIZBWTLIE
WRE, FHRIIEGFTHAS. Stemmel 5I1ER=V T IV THESN TV RHORMFHEMEFT L, FAEROT S o
—VHE L AT IIRIE WD BE TR RN b 00 15 FHROEFRIIGED VI E 2 #iE L T 5*. Brewer b1
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B - SRR MHAR XL - FE(NUICFL, RZIVFIV)BEMIEE %L — MEE
FIROHABETHAT 2. XZ2 73 VERIERIEVY, BHEROEEN SV, RIS

FLOHY, BRI DL RLTHB.

MEFEHR  ESRERE XL FMETHEEEZRTZ(OFXN, LXILB).

- REFTEE,
BHENE.

BMFEFL, SEOMEE | RSN, MFEREL EOMBHBEENDEICE
MEEN, FL— FEETHRI+HTEVEER, FREIETICE 3. T

HEDFEISICRAL Tk, BMERR King's score T11 S EEZThTWVWS., P11 AU ETHMER
S EEEERRARTEERET 255453 (U5, UANILB).

- PR BINEASHE SN B (OSSR,

BINBBRISHRERV LEEANELD T,
CHEEHR  BERRFIE R L MEERAVWS (USRI, UNILB)

© ZTOMMOER | FFAR

- RS IR S AEAR E MK T 3.
WAL, HIRPIIEIRAIERE £ /213 75 mg/BISHET 2 (TR 1, LANILB).
F L — MEISEIREHEDC (FEIRAT DI 5 B DH 50~75%, * 7= (& 300~600 mg/BICHET B
(OZZ1, UNILB).
- RIERT  BREEHIE 2 E XL - NEOBERITITS (USRI, UNILB)

10 MABDE

P

LRIV C).
FIISF L EDHABHEINTVS (JL—RIEL)

BEICELTITY (JL—REL)

IS ERRIBI ARSI N B (USRI, LUXILC)

Wilson RBBEROVIEROREE, MRHE

”
1
E
>
X
2
bl
&t
ES
X

WHAE HEE HRHE &g
BEHELT BEHELT - [RPSABEME @ A 50~125 | - [RP$R 125 pg/24 REREILILE T,
c16 LI E 150 mg/ | - 16 L E : 75~150 ug/24 B8 TREEATHER
H, %3 mg/H, 73 <10 E /- ERE 30 kg L | - M0 iE B A 25 ug/dL L E T,
#H | - 6~15% : 75mg/ | /IR 1 50~75 mg/ T 1 1~3 uglkg/24 b5 [ % 7= TREEATHER
A, %3 B, #2%/1i3 13 0.075 ug/mg 7 L7F=> | - R$$A 20 pg/24 BB LT T,
+1~57% : 50 mg/H, - MiELEEESRA 10 pg/dL Kim BREE EEZTRE
H2
- B A 11,500~2,500 | +BXA 750 ~ 1,500 | - FRAFEAHEM : 50~150 pg/24 | - FREPEA 150 pg/24 BEELILE, %
N mg/H, #3 mg/H, R 7= |3 I 575 8% B §R 25 pg/dL KL E
Y < /N\IB 1 30~50 mg/ | -/NB :15~30 mg/ | - MiEDEEER © 25 pg/dL LITF T, REEEATHEE
kg/H, 73 ko/H, #3%klE2 - IR $AHD 50 ng/24 BEELLT T,
BRIEEATRE
- B A 11,000~1,500 | * B 750 ~ 1,000 | - FREREBEM 1 250~500 pg/24 | - FRAPER 500 pg/24 BEELIE, M
mg/H, #3 mg/H R EWEBESA 15 ng/dL LI E TRE
NZY | c/NRB 120~30 mg/ | /MR D 15~20 mg/ | - MiEERER : 5~15 ug/dL EEZTHEE
I3 kg/H, #3 £k kg/BH B2 %k - [Rep$f 250 ng/24 BXRELLT, 1M
n2 53 EBEEESR 5 ng/dL LUT Tl E &
EZTRE
E1CEIR, O MIICFL, RZVFIDVTAOERS, BT 1 BB LRI DER 2 BELIRICIRET 3.
EF2:OMIICFL, RZUTIVIERABEE 50kg & L THE.
@OR=ZVFI L RVENSENERISEE L TH~ ICHEE.

TSR TR L72/NEBIT 195 E CROBBIZE L, I 7947 v AORIF2BIE, FFkeE b Sosea CHRER O
BED 20 EHE LTw ™, PRI LG R 12 £ TRBTOBEETIEFILT 57,

JFREZEBNZ BT F L — PEPHBRFNOWRIIERTH Y, @YU REEIHT S5 NAUT R 2 &R TS
B, F7z, BUE, UK, FFERE, K7 V73 Y IE % ERREM O EIZEER 2R T WD IZB W T, il 4 DR
209 B IFISI A T L — MEERTMBH OB~ PEGR 21T 2 & T, REIFAE6 % b & IFREIIRED S5
L CRIZTPHRPH LN LW REIEA . Santos Silva 513, FFRALEIGHEEICE TN L HEZ M 5 GO IAEITF
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B CTH L— MR F 72 SR A L OGP ER) L OFBAZ BT /-2 L2 ME LT 5™, Askari 5 IEIEE
TEIIIFREZS 120k L CONEBHEZIE F L — PEEETERA OB 2 22 LT\ 2. JEMUE TR Z 1 IR Al 0 #5
BCTH B, WD OBFEIIARNERCUE L CBIEEY M TS 2 WM S Y, RIIFAS DS CIERRHY IR O #
P2 BERE L TERT S, MIRETCEERISERIZR) LG T 5 2 &% w2, Al EEIE A<
BRI AT D BRI R O H 5. B IR £ 2 LIS MM WD OFEEAIERO 1 2 TH Y,
BRI A B0 CLL B I 7 FB SR & B IE L7 IR DL ETH 5.

WD TIIFHIIE DG HHIM & SN TS, BESBROMEDNALN, HREZ LN TV L) b ZOHEIRE
LB g esy - iR A GBI 0% IR E 72 IR RIOFEAGI T, /- WD OB IR ENICREE L
ZBITH LY. FEMEEICL ) WD ORBITFHENFUGEL T D720, FHZEICHEREL T ORMAEFFAIEML T
WA ZE DRI S L TV A Z EAHER I NS, WD 2B 2 IR O S4B 2 A X BFFE O
BEERVH, S TOFDPASHEDBER 25 FIOEFTIZ, MHRITIEEME  Zldt4 1 EHMICE <, R ASIE
FIGERII IR T 394+ 14.6 7%, LHET483+193 M TH 72>, MEDIMBIEREBIOZMEE 2 2 L, WD, I
VIFREZEICHERE L 7260 Cld, IR OB A 7 ) —= 0 FHRLEEEZ S,

HARLIIHAN WD BEOERGE LR L, FEFERITN 80% 2515 % E TT, BHEMZ T X2 L LB THIFMZE
NOMERDPAHRLND LRRTWDP Fiz, HARNGHEG 514 G0 FABIERE I B 5 AR LB CEE BE L
L BOHETG 42.1%, BEOETGITIEOHIE 23.7%, HEAGOHFEELL EOGIE 23.7%, 8B jis ~ AT 5.0%, 5t
T54% EMELTWAE. T2, BENEEFHORENGEIFIEITREOLIITREN TV,

1) FEMEORATFE

RIEPA % & CTHRIERIC WD 2 BT S NPT 2 Mkt L T APl TIIIEBETRBE L Twa, LaL, B¥
BITIZIFRZENOERLHRAERO B A SR, FBEHILH 5.

2) FEIDRIF%

vy

o

JFREZEG)Cdp o T H IR & D BH 4GS TE TV ANEE . L LIGERIC 20 & 3 A EE IR -3 5
SENTLIETLIEALN, HAEIZERT LB OMICHALND.

WD O FRISHBRFIGH O FEE ORE, HMEREORELMIET > TIA4 T AHESNL EEZ OIS
2, % &, BiMERETOREEROT—F13F 25w, F2, REDOI VT I4 7 v AHECEEC#Y) 72 k3R
BEH2NESF S NTW R WwIGaid, IHRERET L, FEE~OERPL SISO SMNEL 27236050, B
FEEF IR 2 IR HEE A HE TH 5.

2. fHEEY

B

R & Y 2 LIRS B RUBTHIRE v, D, VA P ST R BT 2R A BT MRS R
%, ARG ZAIAHE RIS, R A I & L2 e R RN B . AR kTR OIS IZ AT L DA
BIMEZ RS N dro 7z (FL— K& L)

BER, MR WD BETIX, ZHOENR, $5WVIEHF L — MERIC X S HRIEROMIEED, RN % T %
RELTDEVIREP SN TV,

CHIUSK L, #ERALD WD BH 137 BB =2 T I VIRRET, HRBUSHEATE W 35 6l & N LIt o &
BB L2, BEPOZHE TOMN, ALFMEMEICEIAS NP o/l ) WGP H 2. 72721,
FHEBRO DA b =T EREHREED S 5 W6 LER U EE BT 2 H D, REOY A3 &) ST 2 @m0
RO BT,

WD B 140 £ 20V CHERIR & B b2 DB A L 72 8o migETid, X 29 61C, 2h 4o 111 61
CHBL-E 2 A, REMOREER, ZWER, Mo 75230, R IS EOELFERE L EICE
I po o LSNP, EETIIAGRE 1961, IFRL7 6, EaREE 26, MERE 16TH Y, MEERED
H 2 EEFEAL LR T WEAIATR SN2, MEHERE T, BEREES 296, YA M=T82FLEETH SO
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LT, wikiE 16 1 CTH o7z FFRIERERCldeiE 8 B, JEEIH 4 Bl2sH o7z, T35 7.8 - B BRAA AR C HE 29
BlDH b, MEATHEOES 14 1T, HHREBRBICSKGLZ 1561L EL T, AL SBWE TOMM, RIEE,
H B IIACFREE TS 2R ETBO SN o7, ME— ETHEOEL L B L 720 EHE MRI TO B O R
WEGT, REALAIEEL LY

AT, B2 T I FHEY 7T DDV M) 0T 12, HEEHREF 2 HAE D2 HE 86 ZOM
FEE WD BEICAT, 3347 20 FBER L 2RI S TF9E 5. Z OBFSETId 86 % 59 412 5 7 2 G R AR
DoN7z F o, MERGEREDSRE, BEREEOHSINTRLERIC L VIERITSEE L. SHUSHLT, YA =T,
I ORIEREDOLEEIEALT 2 @A A SN, FHRPOADLE VAN T IR EREIETH - 72, Zhud,
DA =T OIEGITIE B LTGRO R LIREN S {, THATHEIEIIE L R L Twa 2B TR L™

BIED A Y OFFETIEL, WD EH 210 40 ) HHFHEIR% 106 4 (50.5%) 73F> TH Y, MEERICOWT33 4
(31.1%) SFHERE 2T Tz, YA P TICRT 20030 YHIE RV Y X AEF, RIS S 7Y 3 F BRSNS
B TH o7, F72, 16340 WD BEIZOWTFY 16.7 £ OBHRAEZTo72L 2 A, FRREIIITRL & ik L
T E COMMMPEL W44 7R 11442 0), ZEOFIGERARE (202 75% 1 15.57%) 720, DERGEICIZHRNE
CEIET 2500, EMORETIEEEOMEITEAITEIR L Y b MERICRCEIA S o 72, F72, HREROE
1L EFFER DO BALIIEH B MBI A S N o 72,

HARD [ERRMEEEOZRI A Y b7 — 27 2 L-RNFHER Y AT A0S W5, BLO [V A4V Y UK
D& BB LR 300 EHOT ¥ — MR TRE O S N7z 114 B1(2009 45K F C) DT CId, FSMERENL, AT
64.6%, BFHIFER] 14.2%, FSFERIT 11.5%, MM 8.8% Th o7z, 0 HLIFRFEAEEIC R MG L, TR % i
E LA, IPAERRIAT 21.22, WHRRIAT23.13 TH o7z, Tz, WEAEIRE ML) B L bbb R WEICB W T, MRE
WREEDZWEEZ I L2812, £E) BETOMERIEIL 16.08 & A EEIFRD 5 72

BN ) DEAIOARIERE TEVE OGS DH 5. WD BE 142 §1 (54 FIAHHREL 49 FIASHTEL 33 5 Tk
B, 6 BIAAH) D 11.1+8.8 EDFLBIAZE T, 30 BV EL7. Z0) B ABNIEKRT, BRFIFAERONTED 1.7
BETHY, Z0)L2FNIEED ) DHEBRISNTEY, HOEMOBEETHIFEILETH .

3. 2MFIrL2E, BMmFEFR

g5

CAMEFAER O WD I26F L Tid, BETHR King’s score 78 11 UL L0354, WRBAEDSHIGIC 2 5. SRR o4
BREREBAFERIL, 14-H 100%, 104FH 88.5% T, MIALHBM L MEFEORK 2 TFHREI/SHONTVE (I T X, LN
JLB).

- CEM King’s score 75 11 LEARTHITL, AAMERITFRBIIEE T L 2 2005 E S Tw b (75 X1, L
~NILC).

- CLETHR King’s score 7% 11 £ OFI T, WEHIHE CRM L X2 (7F X1, LANIB). UL, RFHICELT
EAHTH 5.

SMFAREE LTRIELZ WD OFRIZEVZ EXFHISN, Z0O% DB L TI3ffirTE zwnmmasa L h
LABIFARET O WD IIEINIE %2R S 2 VIEBI D FFAE L, & B IZIEAEOMRIME SR ZAT B FR i O 32 120 - TR
RO BRI DIE DS 5 T B 720" BUEFFAET WD IZX L TR O @I % e 3 % OISR 7 .

King’s College J& Bt Dhawan 5 13 WD BEH 2B 2 MO BIE % 2T 572012, 74 Flo/RNE WD B (D b2
PERFASETL 27 1) % 7B L 722, 2 OFE5 74 Bl 10 B =5 <8 ) [FhIuiE 3.5 H (0~20 H) ),
EHE LEMHARERMTH o7z, T 150D BIEZZT 5 2 LT L2, A NFARERTh -7z, Bl
BIOFERITEAE (8 B1), HALE I (4 61), MiHImIC X 2P ARL 2 61), MEMEERZQF)THY, ABEr ST
FTOHHEDOFHRAEIZ 10 H(0~50 H) T - 72. Dhawan 53KIZ, SHSDBEFEOMFHEL VLY Y, INR, AST, 7
VT Iy, AMEREE AW FHRFUMAIT Y 72 A7 A (LET King’s score s |7) 2 BFE L, 20 &+ 11 Pk
T, BEDOETDS L INFRBMOLEN % RIE 93%, FFERE 8% TTFHUTEL, £2ITIDORIATI YTV AT LD
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Wilson fRIC3d S DA BB OEFR

ik PO FrREE FFr— | 15F(%) | 5F(%) |[10F(%) | 15F (%) |20 F (%) | AB=E
ALF X3E 90 87.5
UNOS, /Mg - &L
CLD PR 3E 100 100
Arnon* -
\ ALF PR 3E 90.3 89.7
UNOS, RA - &L
CLD FR3E 94.7 90.1
BE £ 90.6 83.7 79.9
Yoshitoshi***’ AR A ALF ST 100 94.4 88.5 ALF>CLD
CLD HEx 727 63.6 63.6
Eghtesad™® KEA "E R3E 73.3 73.3 68.9 L
Guillaud®” AP YN BE X3E 81 80 79 73 70 &L
Weiss*® K1Y A RE BX3E 78 65 KL
Narumi*®’ ZF: N RE S0 90.8 87.6 L
B AR #ZtEm R ZF: N BE 2273 90.8 87.8 86.6 70 —

UNOS : United Network for Organ Sharing (£KE2RE 2% v 7 —7), ALF: 2R LE, CLD : 184X - FFEEE

Z4ME 14 GO O/NIEEE VTR RIS L2825, AU EEZRLZZ46I09 6 3608 %2 02 L
L, 11 mEia R LSFASNEHEECRE L. CoRa7) v 7Y AT A0 RMIEZ 0BT L HGHEES L
TH DY, MELD(Model for End-Stage Liver Disease) A I 7 % W72 FHl L D BERTW 5 L ShTw ™, —J;
Z Dk, BETH King® score 11 Ml E2/R§HEE TH B TS TICEFET 2EHNNPD 5 2 & b S, WATH
King’s score % M TR AL WD OF B FINIH 5 2 & ORFEIEH SN T 5", 2ETIK King’s score T 11
HERL72b QDAL E fAT8 3 12AAF L 72 BF TIEFEM AR b, BETR King's score & 2 O A it % 4
AEDLELIEIZLD, LV ERICFBHOLEN Y PHTE D I EAVRESI N TV BT,

O & 72O % JiAT L 722 3 2 EFA 2R WD 0Tk, 777 FFRIEEDICEFT, BUEFE - s
WD L HARTHEEDS L ZEND LoFHSHIFTE 5 (R12). &XKE#HLS + v b7 — 2 (United Network for Organ
Sharing) D 7" — & R — 2 DFFHNTCTII/NRIZ BT 2 SHEIFA LR WD OFF A | FAFERIE 90%, S FEFE-87.S% T
HY, FLEANTIE VEEFE03%, 5FEFE-T% CTholz. ZORTFIMBMIFE - AR WD OEFHRICH
NTERNEFD S 7eAs, HEEZRD o7, —F THAKF D Yoshitoshi 5 O TIXAMEFALE WD
PR EIE 1 45 H 100%, 54 H 94.4%, 10 4:H 88.5% L @EIF45 - FFREAZNCH L THBICRIHFTH o 727,
Z OO T O BT LR O F RGO ATEFRILIB M2 - FFREZERNIZ I L TIRWE 2SS 2 25H B % Ao 74
AN VR VAT AR

F 70 WD I ZH BB ASEREERNZ R T 720, FINNEEE T LA AT 2725 TX ATP7B DT
OERRELETHL I EDPHEEINI WP E FF -2 352 L OZLEIREIND. Lo LERBRHEGRAFFRITNE
itk OAfFREHE R O REOEERLF L — ML EOEWREOHHOLEE D ME SN TRV, AT
OZESAREE DS OBMIFIIE T 0 2 APEtRED S 5 L Z 2 b p2e2

PO TULBHIFA B CHAE LINIE 2 29 %5 WD EEOIEBMBILERIL 100% & ShTwiz??. ZDRUFTIR
King’s score DB & ) BEFA 2R CHE L CH NRHEHR TRy L 9 2 1 (SGETIR King’s score 11 54 {) % 1
FCFWTELZFEIREINY, EHITEFETIEEICRYBWATIREI 7 o 72 L [REEIZC ), RYME TR BT # Bh R 0%
FEL, BUNALRITRIAE L 72 WD THIERE ISR King’s score 7% 11 SN R A2 /RFTIEF OHIZ, B EZITHIIZ
Ry LIR7HEBI S ST a2 UL, REINPRICHL U HaiEsnhcnizvy. 4%Ihso
GHE L RO BISEAED L) IR SN D 2 LIRS ™,
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Xll. SEADMIG

1. SFEORRE

Z5

CRBIICLY, BUTFAECEMEET, SIS R2LEA0H 5. £, MERPELT 256052 (77X,
L~NJLC)

CBEOELERZ, WLEHERO LB, WROEEE - 9 o2 ) 5, AHAZLZAGEEE, BREOAHLETH 5.
BICH S OPTHEDAFRFEOZALS BEOERI A 5.

WD &, B LRI USRERIE CRICELZRETH 575, WICREL BT, FFBHICEZ 6% Ry,
AR REZEE D BRI D72 TEBFHREEZ SN TV, FHRIEIIEED 2 WiEE, F 2RI
BEDIZEALIIBVT I 2EDORBETIERILL, BEDT FL T 52 A& o THFRBOMEST 2 L TXE L 72#H
Eh., LoT, —EICE, AETFRIITEELMRKEOEEE LHEO IV TIAT Y AL ENTn5?,
—7, WD BEORIIZOWT, HICHELOE, HEYHCHIELOLICEBIAEE BEL, BEICL > T
WKELFAPRONLZETHD. HREMNICBWTOPES I, IR BT PIL®E, 8 »H BICAMIA L% 5 L
A, EALLERIEITLTHICE s I6RZFEHREL T, T L)1, BEERFZ2WAD, EFELHE
CHEBCHIELTLEv, HEMMOESICEDL ST, B 1 FUNICEWIAS, S &I % 585E$ 2 F27E
HTHIl%E, THICHHLTBLENH 5.

FRHET N7 9 v APMET T 2 BRIV THIET S, T3, EHMOERE LT, FIROMETH 7L % ki
CENEF R PFINETH LY, WAL BETHL. IV BB 72V L TREL L2 HEDH D, FEH
WASCEICEREN TV EOTEEICT 5. WEAUERPEIEACH 2560 d Y, GiH L OHAOFRTH 5. KIZ,
BFENRERE LT, METIE, DNEEBEEERBRER BN D 575, A% 2 LAERZIHE 2 ) BREAIHIS %
A5, FREACAMARNT 272012, WEICHT W CIRET 2 BEBEVHELET 5. REIC, ROBEEORWEL
LT, BEAAD [HELCEW] [Ion YV ENL] Lo R 2R/ E MR TE2VHELSH L. BEH T, IREE
HABP ORI, ASTHFICREL L) T2 TH 27, 2 Bilke & Tl Lo THILE N CAR
THEREALHGTHEOETOD & TRAICHLERIER 54 L 2D, BELLTWIRLTH S, BFPIIC L 2EmkE
ARSI L CTBLLER D L.

7L, WEERREALETIE, RAAEMBETA20BRTSTHL. NOEETH L, HHIE, NEREE
BREEADT V= MERET FeT7 5V 20RBIZBWT, FHICKL THBEOEWETTY Fe 7 I ¥ A0k
BHTHo 2 EMEL TR, —J, EEFEOBANLIIRET Fe7 5 v A0 FRIZORE 2 EEH ST
5. HIVIEHEEEICHET AT, HEEGOPFTHENES L Z 2L TWwa A, 29 TRWAILHRTHERI
WA NWAEOMIET Fe T 5 ADNEP-EHEINTB Y, $2, WENRICET2METL, 3> bu—)y
DIENT — ZADOPUT BT r — ADOF & WA THEIZE T 2 Mk o 7288, HEEFAGFEO R IR AnT
WRBHENEA o 2 L REEINTWE™, Dol &ps, HAELWAREZ L, REEZWHICHEAEFICHARAT
B TEL2D, REOHME L LIZEETH S,

F7z, MEBFOEREFHE RO ZEREL DBV, ) ORCHMEErHO 2L b H 575, HROKRRE
PARHOBEDL %S, WDIZREL TW5 I LIZHT IR 2 RERAIEIC D72 5 RO VLEEANOEBAH K
OB ELONS. Elll, aAF 1 W)V, BERLRESTHED S ORGRN LR LEILETH S,

2. BEDOFH - RE7 ReE7SUAALEZEHEIULT

CIRET Fe T 7 RELEIE, BE - REO [R55] 2RIy IR, RERE - ETE~OHILE &GO 2AMk
DLK, EMi - a X714 H V- BEXFOLHMP» O OIENEELTH L
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W, [REa Y T7I7A4AT7 AL LV EHRIRbo T TIRET FeT7 Iy 2] LwIFEZFPERICE > TRTW
. [ar7s47 AL i, [IRSEEST] THY, ROONZMYICEEPELLRATAZETHY, —H, [T
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