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Kayser-Fleischer 7358 HVIZBE . AIETh 2 ATREMES RO TRV, MR T
Kayser-Fleischer §ifii/3 58 5105 D1 72~100% & #5 & TR Y . Kayser-Fleischer i
MIRNZ E X OAREZBET D LT TE R 5759,

(Hh HE—)

3. FEAEATH

e

C FIEATR LR, FIENBRER, BROMERE (7 27 I+ —8 EH) RREHRZ
(Kayser-Fleischer fii>F5f#) 2L L CTRRWNIE >7=, WD ([T EIRD E/ZHEL L
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FIERTIY &%, WD (ZfE D BRARSER (IFFEE & 58 © a5 J7 . MRER 22 &) 28
HBT 2RIZZE SNTZBEDOZ L TH D 5960, ECKTIL, presymptomatic H L < 1%
asymptomatic & FEEHL XL TV 5 11125960 5@ 5 13 FEENICWD & ZWr S BEREBY |
ZDORDEBENRECTRINIEDL r—AThY | BIEAMHOKT DEHDD, TSN D
=2 L LTI, BUMERER2 & WD | ﬁ?ﬁ%@<ﬁ0kmﬁﬁﬁf\b7/27:
F—¥ (AST/ALT) LR ZMERITHER I, TN EDEN G H 5, Mk
BN TIIIEF 72— A Th L0, THOBmAE R & WD ITPE D k72 < 2T 72 IRFHE
D222 T, Kayser-Fleischer & BIRICHER S, FNEZZEICZWNC R - TER b &t
60, WD /%, HEIRE CHAUTLTIRIE L THRARZEB TH 528, FRFZ, FERZK X
BIBIER TERATRERBUD R WERMBRFIE T H D, F L— MELHMANZ L DN
BB TR~ DR Z TR+ 2 2 L 3 ATRER 7260, FIERTH 2 AUREICZ2IT L. FIE
ANCTERZ AT 2 Z LIIREEETH D 6162, i & FIFIC, BREROEBHF T DOFEE
THRT DB LIRRICEAT 2R, R ZRIRE =274 7 2 EWZZ2. W
Rar ba—VORHRTY N LEGS ETEERZD, BIERTH-THL Lo 0AT
R

(7K P& S )
4. ZTOORER
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5
JR - EAR, BREA, BEER, OFAE. R, BIEIRIEERT, I4F—, &F
TR ST EERIERDPIRIEIRE LTHAONDZ E0NH D, TOR T, IR - EA
K72 EORIEIRD LIRS E S v (7 7 A1, LUV B),

D IZBWTIE, MR - BARZR EOBRERD IRE B VHE TR B D 6369, 7 I
%m%%k#ﬁm%wéo%@WMNLWD@o%S%iﬁﬁh#m%ﬁﬁf&okwkL
7o T, BRERAHOMKR, EAKRTIE WD 28T 208N 3H 5, £7-, BHIRMERE
W&V AT AORFPEIDEEA L, nephrocalcinosis <° nephrolithiasis (2725 Z &
% 69,

BB LORHEE S WD TN L AN LIERTH D, Bk WD 12T, AR
ZELeT T NWDIZEZ W01, = L) REAFEE, BEEHN~OHFREICL D EB X
HAILTWD ™, NAWMEIRE LT, BIRRIEREIRT 570, 2 ) —<fFAIC &
DARMHE 7, FLIRAE AL O A RRANA, AR 0 IR EE 18797 EANHIFEAER F 7o 1R
FICHND Z ER3d D,

OFIE & L CTLRIER, REAR, wBROBIRIE L/ &3 HE STV DH 3, WD I2FE
BT R CIER 80, 72, IANRTF— R EORENDH D 8182,

WD CTOHRFTA & LT Kayser-Fleischer 238 0 . ZWHC L EELRFTRATHL 03, 9
O EDDIER E LTIE, OFELYHERNERSH S, ZiUIL » XITEBEE LIz oI124
C5HDT8 KRIGHED WD BEEHD 2~1T%ITFH H L5 8485,

FBRIER BTl 4~1T7 OAGERE 37 il (13 BITHHLEE . 24 Hlix~<=v 7
UL HEROFHEE) ofGETFIZ, 26 B (70.83%) XSO REREER, 5 6 (3.5%) (X
FEEER S B D av, B 17 61 (45.7%) . BARVEAILIAE 4 1] (10.8%) . 7 ERRILEE 4
f (10.8%). AIEK 461 (10.8%). O E#ME 76 (18.9%) 2ENLL, ZALOFTAIX
FHBEIIZF O LN EHfE I TV 89,

(5K #H—. WEET)

W DT D OKRE
1. AfbFmE
%E
ciEEL e 7T A I AL, WD OZBICEHATH D, iEE/Le 7Z X )3, 10mg/dL
MT@mrf&T1§JT X WD 2358 < BEoir, 20mg/dL LT OB TIE WD 2854 2 %203 &
o —HIMEENAR T TAIVNIEFR TH-TH WD #HKETHI LIFTE RN (V7R
I. L~UL B),
- 24 FERHPERIZ WD OZE B HTH D WD BEEDLN LB CIEEMT REIHRETH D,
24 FERFEIL WD OFIEH (symptomatic patients) TIiZili% 100pg/24 FEEILL ETH
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%o LIL72R3 D 40~100pg/24 R OHEH WD 2K E T 5 Z LIX TR0 (F 7 A1
L~ C),
- L WD BEICB W TR T35, UL, SRS WD 7 IR E o fhu
B CIEF IR S O ~OWHIZ L0 M OKR T RALNRNT EBZWN, e
T AV EREG LTV RWIAERESE GEtre 7T 2 I G, png/dL) X,
(ng/dL) 76t m7F T2 I a8 (3.15xE/Lr 75 232 me/dl) Z5[\W =l T
RIS, M EEESRIE WD i3t L., 2kncFHTchsd (7 7 X1, L~ B),
c R=V T I VAMT A MINRIZBWT WD OB aEHTH D, JEREMED TR
m%ﬁ@1mmﬁ4ﬁﬁuF® HlE, N=U T IVART A R EITT2ONREE LU,
RABNCI T D=2 T I VAMT A NOFEBLOBKEREIZIT, FEa AT
@w(&7x1\v«wcn
- IR NSRS A EOREIX WD O X b THRRBZKNETH Y . thoREET WD Off
EZMOTERWEITIIMRAEINDREGIETH D, AN A & 250ng/g H8E &L
FiZ. WD Th 5 alREMEARD T\, ARTRHE B CHFRERE PSR & A =25 50pg/g HzE &L
THIUX WD ZZEHEETED (ZF AL, L~V B),
WD (% Kayser-Fleischer i & &0 77 2 2 v RPHFHOHIE TRECE 2400
WS, TR EER S 2, WD oA A mikREzRT (F4),

1) migktrnr7 23

a7 A I ATMF O FEEREHOEgE X XY T, 7 = a XX —E (ferroxidase)
EMAEETAZMI Y R ThAD, MBEALRFT7ZAI X1 9T 6 SO T
EOATLHARaEAR T FAIVBKRESTHLIN, TAREALRTT7AI 6T OT 0
WZHFET D, BAr 7T A R PSROEROEE ZH L, 5 AN TIm o 90%
(B = V&%*Abfb\é (K1), M7 T2 I AHITER 6 VA ETIE
K<, TOH @I ADELY EH Lz~ 272% (830~50mg/dL) #3. Z D%/

RO BN A D L~ L L 72 %, MiFE LR 7T A2 I AEIZ WD TIHMEFL TR,
ZOHEILX WD OZWICAMTH L, LinL, 7o —BEGRFECRBREES BER &
BNV LE DN & X7 RPN EE R G W RAEWGERE, B FARRE DN S B IR T
LA p TG e 77 2 I UAEITREZ R, —05, SPERIEZ & ONTIERS?
TALRFBRGEZITOD AR EHTA FrF A RE TR LR 7T A Lk
AT 570, ZhbDRRBIZH 5 WD BFIIBEEMEZ R rIREMED & 5 111230

5~15% D WD BFH TIHMiEE /L r 7T A I AT EF~DTNRIETICE EEH 2 &R
WESNTWD 887, Fio, REEF TIIMFEE L 7T 2 I EITBEREZ RS Z &0
2\ \ 87.88)_

MiFE /e 77 230 10mg/dL LN Tl £DE N & & 72O FRE 72 1T 41X WD
DORREMERE W, /L e 7T A I A 20mg/dL LL T D4 1 Kayser-Fleischer fif % £
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S TWIIE WD ORTEEMEN VY, Kayser-Fleischer iz > TR WEE S, MGt e
7T AI U MIEDS AT WD 5> THOBEZITHOVNERH D, ik, MiFtre~
FAIVERBIMTWD OR 7 U —=2 72 zhim R8T, 2867 B/ 17 B )3MEAE T,
5L WD LZWCTELDIT L FIDOHLDHRE S HY 89, FHERFRNMENZ &b ARA
v AR ) —=2 7 L LTI cidzev,

2) Ifn {4

WD TiE, mHsi@EsEE T LTS, L LAatEiFAres 8@ E o FilnkEE 2 R~
WD TI3fFffas & ORI X v ihdiiE EF9 2 W, ik, P Tixtre s 7
AIEREELIRIE (Bvr 7T 2 I UREH) BIORA L T RWIEER R (B o
7T AIVIEREEH) & LCTFEL, MPSIXEOWEE S DEIEE L THIE SN D,
EAr 7T A 1mg 121X 3.15pg OHIREEG LTS 7w, RS (ng/dL) (i
fidi (pg/dL) —3.15xt /L1 75 Z 3 (mg/dL) }TEHE &5 129090, WD Tldil s &L
077 A MPFOmREMET L TWDA, Al A L TRy, ZknicE A
Th D, MRS S CTldms 10~15pg/dL LLFCTH D DKL, I LTV
W WD TldiEs 20~25pg/dL LA ETH 5 117392

i, FSEERESRI LRI 3o B TR AR ESBEIRT 9 5T EH925 989, &in
7T AI VIR AMERZENCHW S EToORMBEAIL, RS mEEL e T A O
7 ORPEDIEMMEIARGFT 2 2L Th D, KUETHEANRKEOE=FY L Z7IZHbHEHTH
%, WD 1 i i lFiEsa s sug/dL LLF OBE RGO R W% BT X N oK 2k
RTHLRMENRDH Y, REROWELR ELRFTO0LERH L 1,

3) PRHER

24 FERRFEIOREIL WD OZKHICAEHTHY | FIBFEOETE=F2Y » 7IZbHWD Z
EMTE D, 24 FERRTPERIZIMF OBV T 7T A VIEEGHRZ KBS 5, BEREIR TOH
EIEEBARE < BWICEY TlE RV, BRRETICIEZ OREITHEMA TE o0, RiGHK
DOFEfENE WD BBFICERIT 5 24 FFERPEIIL, @5 100pg UL ETH 5 111219, L L7k
RORFIED WD 72 E, 16~23%D WD Tl 100pg/24 FEIATM & DL & 5 636490 fif
BN TORTERNTE T 40pg/24 BRI O 726 1D, 40pg/24 B LI EIERED 72V kT
X WD 2R 4l OME S H 5 12, 24 BRfRPSHOREDOMBE ST, EMERERE .
BIRBA~DEFD AL Z IR —2a  Thih, T4 AROEFERESREMAT DL a2 3
F—a OV A7 I b, L LRTEIIEEMED @O FRESSAMIF A 22 L
DOFEIE 100pg/24 B LL EICHINT 2 Z B3 % D 9, F7=, (RIKE T A X 0 R
N2 2 &NV, 40pg/24 BRRIA B2 5 2 L3 7y 111298)

4) X=v7 33 DX=v73IV) AT A b
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NI I VESBORFPEFOPER =T I AT A b)) 1 WD OB H
TH D, RMERBEICEEC)ONDLTN=F 32 500mg ZARA L CERZRM L, 12
RIS b =27 2 500mg % iR L C 24 B IR L CIR 8% HIE T 2 99, WD
B CIIAREBR T ORI E 1600pg/24 FEFILL L TH 0 . AFEERER 2~ WD & 1fth
ORFBE (B CREMITR, TSR HEATAEZS FUSHER LIRS 2872 &) ORI A H
Thd, LM LEaBRLEEREO WD 2213 51213 Ho Tidlnt ofE b &2 9,

ZDOT A MINRTOR EFLOBEER FIENED LN TND, RATHIZDOT A FO#H
BIEHALNDN, BEBOERGHHNSETIETHY . MEFIELERONEEAEITE
Palt= I OV /D Y = WA AN

5) NSNS A &

JHERENS S A &IZ, WD Ob o & bR LFRIZENETH VD | TN S A &5
250pg/g HzE B THAUEX WD Th D HERITMD TEV 111230 LAy L7220 b FFFARE NS5
AR 260pg/g HLEELI T O WD A b, WD ORBWHEEL | IHfkNEE A& 70~
95nglg WL E & &I T D specificity DIR FNIEH 5 6 DD sensitivity Z K E <[\ LS
D EOHEL HDH 14100, fEEH Tl 50pglg MEEZHEZ D Z LIHIFEAL LR, RIA
FTIIUIRLIE 50pglg e EA B X508, 250pg/g BeEEZHB 25 Z L3y, —hH, &
WG 720t 5 - 7#<° Indian childhood cirrhosis T% 250pg/g sz EEZH 2 5 Z L
D 1,

FER NS E BEOBBESA E LT, #T L7z WD TSRO AN A —ThoZ L Th
0. FRCHEEGICYH o7 v 2T —RNE 2 A EENARE STV D W, +oEO4
o2 H VTR AT LV ERICR D (BHERTH A2 L b 1~2em DR S DD &
BCTHDH 100, FIERDOTDDOFERITT 4 AROEEHAV, $loa ¥ I x—v a3 D7k
WEBRICWIL, BEF—7 U T S50, 3R E T ICHR L ColFRE T
BralREMRR « Mt v X —ICfR T D,

72k, IEREH OIFEZACEFERRICEE O & 5 BE CIXAERPRETH L MEANH 5,

6) JREE
JEWGEMED WD CTORBEIZEFIK F LTV, ZIUIRMEREIC L 5, JRERORIEILH
REfRMTICEMR N DAY, WD E IR,
(JEZEE T RR)

2. Kayser-Fleischer fifi

%wE

- Kayser-Fleischer #il< WD OZWHZAE RN TH L3, ZWNILEDOFT R TIERw (77 A
I. 1L B),
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- Kayser-Fleischer i3580 H1 5 D1X, ##EA WD £ THI 90%., TR - Z fthod sl
BETHE0%ESNTWD (77 AL, L~ULB),
cHEFEITENTIE DD, I EATEEZ, B TR, 1B 5 -T2
72 & T4 Kayser-Fleischer fiidi8 ooz &b s (77 A1, L~L C),

Kayser-Fleischer fiiii%, fAIKDEZ (Descemet ) 73% Y % (golden-brown). ik
# (yellow-green), H#ita (bronze) 72X LRI INDHIENERT, AV v T 7T
HMEND0, BONFTRNHIITHIRTH L5 Z LA HkS (K5), il (sulfur copper)
DEFREIZ L DB EE Z BT 5 102, Kayser-Fleischer #ild WD (28R 72T R CTH D

. BBNZEED B LD DI TIEZRV, RO 90~100%IZ38 & HiL D & DW|ENRZ VAR
103,104 f T Tl A A T Kayser-Fleischer fi2358 H L5 DX, 72%59, 73.3%57
L DHEN B %, Kayser-Fleischer i D HBUR NG L 0 B D DI, K5 BH OFHn,
WIENLZME COWIMR SIcLD2bDE&E 2 b5, Kayser-Fleischer #i3ided Hiv b
BFE DI, Kayser-Fleischer iz il WEFIZH A SIOZEREITM< . IMOBEBRZE L
IR 58, FFRUEBNIZ I TIEH 50%ICRBD DD IZT e\ 9 | F- | FIEATERFIC
BWTEHALNRZNWZ ERZNVR, BN ELH D 579 | Kayser-Fleischer fiilL
AIEDTRIFRIZ LY . AFROBREITRAD L, AT LHE B0 1439,

AT ORERE T, Ml LORFHREER O 54.5% L 57.9%IZHIFEAEIR & L TR
HHITUN D 105 Kayser-Fleischer 2358 HALAUIE, AIEDEEW TR THEVDS, WD
(ZDHFED HIDFTR TIEZRW,

FEFITH TIEH 525, WD LIS T Kayser-Fleischer ildidH Hhb 2 &R dH 5, JFH
PERRTHPERTREZS . B SR IERTR . 1B PERRYE 5 oWt E, IR R O FFEZE 72 & D TR
£8C Kayser-Fleischer i3 ¥ 55 S 41Ty 5 106:108) )

(RE ¥#T1)

B AR - ARRE S
s
- CTATH. : #k. RAIREE. WRBER, SR & DRI, MZEME 2580 5, 7272 LAY
THERENAONLRNGEERHL (77 AT, LUV B),
* MRI PR - T2 S Tiaps, R, BomER, /INMEIREL . ARRSMATES T D=L *F5
PEDOEEZRRFETHL (77 AL, LULB),

CT-MRI FrIZB L TR pRE 722 5 TN < OTRRIZRERRATIED 72 ST % 1097115,

S 512 MR spectroscopy (MRS) SCEZEFREICEAT HIRMRPERIN->OH D, B A
THTIE TRIMILEE:) & TRRER) LRSEET D,
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1) CT A

Wk (OMANCEESEMEFERME S L 2580 5 Z N D). BIEE, IRBER, 1R & AME
AR~ (K 6A), & BIZKIM~IMERIC T TIME R OILR & 0F 9 I G 2580 5, 1
B CIERIMEVE, /MMIARBIUE 2R 5 (K 6B), Wihu b thiko> MRI O J5 3§
WEERIETE D, RE UM TLERENR O WEERH D,

2) MRI ki

b EBEEICRDONLFTRE LT, # (FRCAMUIOSMIZE: L7 5)) . RBREZ,
BER, DEEIREE (- HNIRED L BURSMAR T O FRED T2 BB o EES (A
DOREFENRLS 7205 & TIHFRG TIRGE S L2 5) DEETHY (K6C), WHFHIZIZ, #
JEE, PRI - BESE, 7 ) A — T A FERIEAICLE 5 2 b & HEE S L5 109115, Z D
W, LA RFED /K BEIREZ IR ZE O8ERIFZ NI WD 23& 415 16, ) 1/4 OIERI T, KK
FE (RTEREE) (SR 2 O T2 58FGEAE BN 2380, IRREA~OG 1718 I 47 1
—X AN TV AFETE 12078 & L DORIRAE R S LTV D, SEBURFE . FLAIR Tl
FITKRM FVEIRZEDEE S 40 120 OFIEC TR ZE & st S5 122,

— 7. FFHERNEE DR T, MR AERIZ T1 MFHBOEGEENA LI (5%Hitk) . #k.
KRB CTHOZBERE D T2 MR OIRIE 5237 v 5 109110, PRERIEMEA T e & K4, /)
MRIC EREEZA LD A DD, BRE TRl LM O R ST L 523, 5055 C RIMEHEH
BOHND,

e T, AR, BREMEE., ERA2BR<PNT T2 migo&miE 134540 (4 6D),
face of the giant panda sign & FEIIVS 128, #&#E25 DR {5 513 face of miniature panda
EREZIL, AN IR A L& 51T double panda sign & DAFRD HW LD 129, A
FEITHAIZ LD 20~80% L IX D& BNKRE VY 15, FERAMNT CHAMZEMEI R S, #h
PR Z B L7 B CORMEDMRIER T 2 S WEE LV L, SPECT TO R—X
I UMRRRE AR E B LT 120, X 512 10%HI14 D B T central pontine myelinolysis

(CPM) HROAEEEBIH A 2580, FIHRZE, Wl T - 1 5 [EE & O BE MR S LT 5 120,

BREVAIEIZ L 0 PN T OB FED R S ARIER bdET 5 & FBIE T T2 i’
DIEFRFE VDB T 258085 50, KIMZEMITUGE LR, 0%, BGR 3 EHE
DIEB S 8 5, FEIERTOBE TO MRI BH OBEIT T~42% LT HOE N RE VA 19,
PEBORFG COPGHE T ITEHE LB b5 120,

3) Do mEgRA

TH-MRS T 127128 KINECE - AE., HEEEZ T, N-acetyl aspartate/creatinine (Cr)
D& F. myoinositol/Cr, 7 /V# X VEEICr O _LEH-NHE I T\5, SPECT ClXEHTELE,
IR COMBIK T2 R 55 129130 2-deoxy-2-[18F]fluoro-D-glucose (FDG) PET |2 &
D7 R URERE BRI, MR OREEE TORTAER S TWD 18D, T4, MR
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diffusion tensor imaging |2 X D af HITHIL TV 5,
(PR )

4. EEHTE . TR

i

© WD (B SRA AE EE IR AT R\, IR FREZS 7 I AL A AT Jir Ropps B
SRR B R 7T (7921 L C),

WD 1%, WIENZIFAENIT. #AT9 2 S BMEFRMRICR D | S DICH#ATT 5 &AL L e
0. Il E R TS Z b D, WD (TR E A G AT it 7 < . AT AL
BOHEAT BE PP L2 O AT RS U7 BT Lz n 9, BRIAILE 25 Bl Cike i e KB L=
FHigOFT R (=2 —CEiEE, CT T CT D), FFEZAHCIIAFEZE 1L D o2
TESC N, AR MATEE O LA Hav, 728 mm OFAERFBHIBEINLIZEbHD (K
7o LML H WD IZREAZRFTRIT AR, E 7o, SRR G OF 31 C oo JHRE s o B
FriiE. FR Y A L R e EMMOJFERIC X 2 M O B&aT AL L B 6072 2R IT R b7
W (X 8) 132 133>o

FRITIREAARZ N2 SR L0 L CT TR 2 7”3 ATREME 23 Frdl S 7= 3¢
ki 0 189 FFEA ORI N DTN ERINZ R~ T HEd 5, L Laen s CT T
BN E B2 HNHHIEHTH Y, WD OFRFSRIET R L 13V 2720, F 78l Zosmer: ¢
727z, MRI TIIERILE % & 6 2 HAL7eu 139,

(EZENE AR)
6. Ein T2k
e
« ATP7BIZ 2 SOERNFEE SAIUE, WD L2l T&5 (77 A1, LULA),
- ATP7B A BT BEFEIZ L k2 T, BIfE 500 L EOEE R HEINLTND (77 AT, b
~L A),
- BARANBE TIX, 2333G>T (R778L). 2874delC. 1708-5T>G. 2621C>T. 3809A>G
EBROBEENE (7T AT, LUV A),
- ATP7B OFIFRE A T X THIT L TH . HH%OBHE T, ZERAFE SRV, L
L. ZOHETH WD TIEZRWEHETTE R (7T AL LULA),

1993 4|2 Menkes i B LB {n 123 AIE S 7z 1861890 2 38K 12 | [AI4E WD B8 E 1-43
A€ S, ik B dkiZ Copper transporting ATPase T& 5 Z & 23H|B L 7= 139142 Menkes
EEALEIG 13 ATP7A. WD BEAL&(5 1% ATP7B EHrE&n W5, ATP7B 344k
13q14.3 ICfEE L., #/ 2 DNA 1% 80kb LA T, 4.3kb OFHFREHD 21 D27 Y b /g
D, 1,411 72 JEEEAEZ 32— KL T\ 189142, WD BE TOERITIEFFIZELE T, 500
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DLEDOERNFEEIN TS 143140 7 U7 N EFCRANTITERITEERY, HATIE
2333G>T (R778L) AR b2 < (20~25%) . 2874delC(frame shift, N958TfsX35) (£
20%). 1708-5T>G (splice, exon 5 skipping), 2621C>T (A874V), 3809A>G (N12708)72
EHLZ<HESINTND 414D, L7eNoTHARANWD BFETIE, =27 V5, 8 11, 13
WCEROEENRESWNEWR D, TE, B, BERERMET U7 OARMEBRE H HAR L Rk
DIEEFRNZ N 148149 — 5 Bk, B 7 TIET 7 V2 14 O H1069Q ARk 6 %< (60%
UL E). 3402delC (A1135QfsX13), 2336G>A (W779X), 2332C>R (778G), 1340delAAAC
(Q447LfsX50) 72 ER LB 5 150, BIR TR L KRB (BRARIER2 L) & OB & )70 B
LR B,
J i DAL FARNFE S L, REESCHAOBIEFZBNIARS Th 5,

ATP7B X, RV ENT 4 AL HIEFIZE O 148140 S\ T C, FAREEbNnD
WEEFCHIDFRD SN E1E, RY LT  RLANE ) DR T HAVLERD S,
BAE, HETIE NPO EAA—7 7 Xy ¥V ¥ /3 (email: onj@kazusa.or.jp
http://onj.jp/) DAIE DB FHENT 255 T A > T\ 5D,

(REWET)

6. JHELATH

e

- TFRERRFT RIX 2 Ch D, WD IZRFRIZRFTRIZ 2, BEIENEE U A LV APEDIFZ -
FFREZR AL L T2 IW A DAL TH D,

- SO FROYE TIX, SEEORBITFHME T E 3. WNIFIATE 20,

WD OJFEMATRIZZE Th D, TRIEME U A NV AEDOIFHR « FFEZEIZEEL L7/ A
DORAETH 2 151153, K OFFRAT R 72\ 2D, AT RO 74T, WD OJpHLE E 2K
YD LIETER 154159, [ —EFITHEAIZ LY . ERHNIC LV IRBITHRR D,
WD ORFRINZIZ, Whw2 MBMIEEIEATR] L RBLSN DB, PR O B ERIRH &
PR PANRIE)E SO AT HERE O EE D HIL Y B 0 5L, /NEEREIE DO ELAL, BEME D B g 5L 7
Ennbns (M9 . 2o OMERZEITE CmEtE, M. 7 AL ZENTRO%
THHHBEL S D, MOIEMZEME (B 2% ja 2 M ~ K ¥ © microvesicular and
macrovesicular steatosis) . EZBEIR. BREESEZR &8 H LI TIEIET L = — AAERERME
I B (NAFLD) °3E 7 /L =2 — AAEREN T (NASH) & OEERIA UIE LIEXRIRE & 70 5 156,157

(X 10) . FFFEEE L & ITHHELE 2 0 SR ITIIZE 22 5 159, FEIMFEIEZ 1 9
APEFFAR SR BIERF A4 fluminant hepatic failure) D% < IZAFEE 2 52, FRIF L
7= FERFIE OBAZE 72 L - 8858, 7R h—3 A ballooning, VU >/ ERIRHE. 7 v/ S—l
JAORER, EBENRALND (K 11) , FIHOSGEIE, RIESEE TIZIFERF IV
minimal change 7BREEBVEFR AR 159163, ZDLATH, MR L microvesicular
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steatosis |3V E A O D,

W OB FI AT, SPHR S E A 2T o3 als (X =2 T UFE, Timm
Yett,, ANBA YY) DTRENTHDR, BTV L (E4E) HEE
L& T A —NFEN LIALRIS 2RI 35 O Tl e e RFFRMEIT 2 160, m =2
AN A TR & e DIEFNT AR Z 2 A\ 169, I CERE (A X aF A1 A L L)

EREA LIRS, #ITLTY Y Y —AIZRET S a0 TIERRICEE L 725
(X 12) 166, =< fgafr, Hedt Xz 7o hiied T CRims I e R FF R A 70kt
A A=V U T OBSERFAT I TN S 167, ik CHDO NI & EREEZITO 2 LA
HEE 720 | RN RERBINTHIET 72 E~DICHAR IS5,

BBMEE T, A R OB AN FET DRI OEFIORFEIZII h= > R T O
AL TCRAIARFEZR L, v MY v 7 ZOEFEEOEN, NEZEIa08 & HEE S DR
WUNERLZ2 EOFABB R ON D, FbFRBERENIT. 7 U X ZDOEmOILREAES 7
U AL BAR—=ZDWEINZ X HFRVEELTH D & ST 5D 168, HBHIZIZY VY — A
DBETEEOREmOIEENHMATHD (K12) 169, Z 15 OEbiF O HER BRI

D OMWFCHBELLT 5720, W RIFMiBhiR b0 TH 5,

(AT SRTE, #FDHE)

V. BT oY T FRA I )V —=2 7

B WD SN EBEFEO—BEOBNEIEI WD ORAY U —=0 TREE5 T 2 03N
A, 772 I, L~ULA

WD |3 H YRR TEIET 5, (6> T WD &2 Sz BF Ol IalE 25% O
THEEA . 50% DRER CTHEIEGRMEANT n A RAE GERERE) | 26% DR TERLF
TERWIEREE ThH D, ERBmEONE - FiHIb e L b~T rEERHERETHY |
AARTORKEZ 1/100~120 LHEET D & 3839 1/200~240 OfER CTHREZ THLHZ &
K@éoWDmﬁ%%ﬁb@mkﬁ%%\%L<ﬁ%%ﬁ%@Aﬁr’;D%£’ IZE
% 75T BIERIERL LIS O B CIXWN BRI L 0l O LM TR 2 HIFF T X 5 1210,
> TC WD Dzl S5 E X B 2 W, %%%#%ﬁok WCEBENA I ) —= T %
TORETHD,

RuE OBIGFERNH S ThiuE, ATP7B OZEFRMFRIC X v FlICx LsWr &+
DT ENRBMEERFETHD 19, BInFERDBEOMHLRV, LT L oLMﬁﬁT“
E720N WD Th D Z EMREE L TODIEFDOFRIZIBW T, BT 21T 5 FiC
FIERD B 3~T v A IRRE DIERBENRET 5 2 kﬂm%éwkﬁﬁkmﬁ(o
LA &b — NDOWREEZETe) OBIKPESNT 2 i+ 2 DICKBETH D,

D O BBFEIIRT & ST X AoV BRI, RS & R E - IFARRE R O
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JEE, 1R RO E, Kayser-Fleischer g DA M, (Mg - JREEAE, FFAERICEZ D 282179,
ESE e CHREE AR B L 2 3/ NRIZ IR W T, 24 RFREISRARIE S O FfE A 40pg UL E72 -5
728t . WD OBWIREIL 78.9%., FrREIX 87.9% CTh 7= L OWENRH 5 170, ~FT
AREE S, KiLEELr 77 230, IEE LROREPEIE, ~=27 I CTORHE
HH%, G A REORE M (100~250ng/g iz ERE) REE2E2THERHDLDOT, ~
T OEASRIKE ERIERTOBEE 2 26 OALFHIRA 2 AT O OATRE$T 5 2 &
FUIRLIEREECH D, MEMENEFMEZ R LIZGEEB AT )V —=0 THRET 2~5 42
LITATH 1,

FIENAZ UV —=2 7 ZBthT 24FEmMICE L Care 2 3Bm 6 n Ty, WDDZ
VL5 B35k £ TIZHIET D03, HUTITAER 137 H THHSRERF 2 5 L T 7o fi]=017),
S IHC P S TR L S 72140, Bk CHIERWD A RIE Lo @E © b 5172, RHIRHIC
K DIERBAMP L END D, BFHAELOMIGHIB L 77 2 I EITIRETSH Y |
A6 HORNHR 2 ICIREN B L2~3iE E TICE— 7 ITZE LD bR 2 ITEF A D

YR T2 Z &5, BHOECZNGEE AW A7 UV —=2 7 OFHfi %
WEEZ LT D, BEEOFIKROAYZ V—= 7 X1~3EN BTV, BEH 2B SN
IR EBGT A5 Z LY EEZ DNHILIT, S LICWDAERE L2 R AR omiglici
W, WIBHEIRICER T 5 HAERTZH G B OBG T ERSHE L TV HEERLZDFRIC
P THEHMHNT AT L T DBRICITFTRETH 5 25, WDILRIVAIRIZ L 0 BT 05 RS
TE 50T, fRPHEEZ B L Lo HARTRAEICOW TR, LEMRIEZ LnEEbh b,

(Al — )

VI. ERIZK
1. FFREEOH#R]

s
- RV 722 B ORI R O AERE S L ITHRERR AT v A FIGRICEOE LRV R
BIIAIEZER T & TH D,

s FET A=A MEENIT (NASH) ek % 29 % 885> NASH 0BG 2 29 5 &

HIEIAELEN T RETHD

- Coombs [2HEMLE WAL, MVE F T A7 IS —BOPEFEE EF, KT AN 7+ AT 7
Z—VME, ALPASE U VB i< 2 ) QUERT A 22 B 5 BB IAE 284 ~& T
B 5D,

- ZOML, FEMVERTREE . TV — UIERTREE . BN A L AVERTR . SRR AT A
2. R EIEIRE R, ~F/ n~v b= 2EAME (HFE) 8ottt/ n~ b—v
A, al7F R TV URBIEE BB SN D BEITBWT S, ANEDCERIZE 21T 5,
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1) BOEMNITR & O

WD OB R R IL RIS W T H S T & XBIA D X (2 V1241040
— LA ORI RIC A 2 52/, B ORI REWEICAT a A RIBFRIZKIED
Z LW N, HEERS WD 2854 XxTh o, WD & H B ROEDF S ER
AT VAR H D,

2) T a— MR R (NASH) & O
WD OJE#%1E NASH 0212 L < T 0 . NASH OBWECIL, Bz WD (3
SINDHREERTHD, £7-. NASH & WD OHFOR[REMNEL H 5,

3) AMENFAERFZI T 28R

BT, BRx iR CRIET D (R 5), BMEFRERER TIL, 3T WD Z#5
BRI 2R B, BEFFR L WD OG0 b s ST, IR A LA
DS TEH, WD RO 72D DMENLETH D, ARSI O WD OFFEIL, T
RIER O] OF IR LTV 5,

4) ZOMFEE & O8]

ZOM, BETHXNEFHERT L ECTHEEE L OUFEROAFEICZ» D HT, BUF
Db DOIERFTRETHDHY , R5IRT LI IC, KRS, 71— EAFREE,
PP AV ZMERT R RIS PERRT TR . R LR R, ~E v~ P—V AR
HEE (HFE) ot~/ o~ b= 2 al7 0 F b FUURBIERERH T N5,

(ITHEZ )

2. PRIER ORI

HE

-6 LR D B ) 2, FHEEMD O FEHNI T TEITYEOFR M - TEN R, HBE
P MO NRER) (BREEE 72 3B R) . BERRK (A F=—), TWAlAZETD
PREBIT A TER OXIGIT /2 5,

PRI IRFE 2 B 2 W £ TOHIM AU LR TRV, Merle Hi%, WD B3 137
Bl O WD B35 55 51| OFIE D B2 £ COMM DO FE)1% 44.4 7> A (FHL 14.4 1)
T, 1L S0 5 WD 13X 50%8L FC, T4 BTz TR Sz BE
leHELTWD, ZWE CICRRARE IO - SRR LEZINTEY, M
AL OERIZWNIIER ICEHE TH 5 14,

6 % LARE D & 5 P B AR TRIE , R EFW D D FEIN T TEITHEORR I - 178 2%
MEREE, WO RREEED (PR E 72 BB . B8R (X h=—), K¥LZET
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DIRBPETERNORNRE 725,

NF U N URITEEEERE TH D720, BHEOFEEOMED LIRS ITERITX 5,
SHEER & L TR A h=— BEEETEC A b=— (E)IE) . AllRERZ 05
B GM1-H o 7 VA F—v R, EE 75 2 3 UifdE, Niemann-Pick %75 C A
R EEETH LN, FRCEE Ve T R I U MERSR R E OB S0 6 bR
WD OERIN—FMEL 725, Lo 7T A I U MIEIXPELIE, B - UK O RREEE
B, AR T, Af, BRFEREEZE L, KNSR S NN EZ L e T 5488
B (BN EAE T D IRA T 5 1641650 AJEBF ITMIFEH OB/ 77T 2 I AEME T Tl
<, M (ErfE) ThY, ELEEEEZ RS AT WD LEERTES, BArT TR
LU OEBBRRIIE D T ORI TH Y . KBRTOERIZLVEALRT T A I UNME
LRI LT, a7 TR U ERE CIE MR HaN ~ERET 5.

Niemann-Pick 7% C BUTHIAN 2 L AT 0 — )VEgkIZR D T4 VY — A Ry
NPC1 £72137 A VY — L5534 737 NPC2 OB 2 TH D, HLLBHNRIET S
BATHHDHN, FERERTIL 6~15 MITAFBIT, FERE, WA, & EVEEE
PEARBRGEBIEE | IR CHIE L. 16 mLAREORARIER ClE, FRRITMA TV A F=7,
FErh B TRIET 5, AE TIHIMERB L L e 7 I 2 I U NMREZ R THANH 0 .
Wilson J§ & #472 SNIAJERE DN HE STV 5, BRI, 2 IRERGES) R, 5
FRMESEAIR D 7 ¢ U B Y05 o OVa I O TR S YaiRino 7 ¢ U B g a T
B, BB TR CREEZ W AT O 170,

(ALFEE—)

3. FEMIER ORI
25

© 9 OWE, NEARRE, PURPEREE, EARMEREE . A KIE. B 2TV —0fERE RS
DIRBITETERN T L& TH D,

PRI WD T, FEFER D PIFIEIR & L THN D BE 2V, IR DPIRIER DA
JELE TIX, RIEZME CORESL L LT, HARME. 2D, NELMIRRIE, DU
% (bipolar disorder) . Z=AEVEREE (paranoid disorder), & AT U —72 LBk T
7o 3456177178 filt T 22 mRFICHEMEIR THIE L. MG RIE & 2 S 4, 10 4F1&1C
WD & 2 SHTIEFISHE STV D 179, JHERER 2R SZRWER S 2V, L7zhi -
T, LRLomEZEE D SEGNZ ISV TIIENIZINIC WD 22505 T, g - trn 77 23
> PRPEADORIE R X O Kayser-Fleischer i O BA XM TH 5,

(REHEF. PAHET)
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4. ZFOMMOITER OEF

2L
« Kayser-Fleischer fi23a8 HAVZGAE, MEIFPERFEE 08 A VLR © » i 72 & O fEH-
9 S WFEITFR B Z T 5 LEN S D,
- MR - AR CTIECRERIRR 25, BIEEIR Cldf~ ORIEBEE X 2854 5, mifkro
7T A8, R ERPEOMIE . Kayser-Fleischer i DA A ER 2N AR TH 5,

Kayser-Fleischer ##l3 WD ICFHBHIFT R ClXH N MIER TLROLND Z 03D 5,
AETPERFREZE 05 L R NRTT © o7 & OREV 5 S TR EDNERIC HIT 6% 636D, L
L. 286 OB BITEARERLCMIER, Mt e 7T 2 I AEORIEIC XV iR E
GZHERITTRE T D, MR IC W TIE, ML e 75 2 I AEDOFER R TIX
T BIVIRUN 65),

BRAETIE, MR - BARZEZTEE, $Tobb, BiA, MmO TLARBID
nephrocalcinosis, nephrolitiasis Z %& 9 B Tld, AIEAERIZENICEE T, Mg - &
na 7o A v LR PHIER, Kayser-Fleischer fi & 1<% <X Th 5 6569,

TR RER A2 BT 5 BE CHOAEOEBNINETH D, AE TIXHEIELR & B OR
PERBIZFAOANRONDGE b H Y . BIERAR LRZ I TV EAERE bl
XN T B 70-73)

JRRARBAORERME DT E, NEARS ARE 28R 2 0E D 5, wEfkOERE 7R &
DHE SN TND2, WD IZRRRZRET R TIEeWn 80, I A "F— R LEOHRELH
7 81,82)

(REWEF)
VIL. ¥ DRa7RBEI N7 e —F ¥ — |

7 6 IZHRRIER - TR CO A a7 H£ERT, Ferenci LAMER L= AT RELE LD
DTHD, EREEMIT. MiFGELa 7T 23 Ml RPGPEERE, <=7 I AR
K DR PSR & BRI A R L2 L R A M2 L ThH D, BROBY
TEVHEHALLT S ol Bbins,

Fo, K13 ICZW D=0 7 n—F ¥ — N & d, IR fREmER, 2o
AE % 5t 5 BB TlE, Kayser-Fleischer fg DA M & L iEH, 07T 2 I kB0 24 I
M&ROFHM AT ~D, ZMPARERSGES, NETIEIN=2T I ARRBREZTT 9,
ZNTH W RNEER G S X, ATP7B OB AT £ 7213 AERIC X 2 FFR B E 217
Ve FNENIIRFTEETNHY . EHHE2ELT 20, BEORETHMT 5, B
FHENTIE 2 DOEENFEE ST S > & BEBE T OMEZHIETH L, L, BIK
HICANE & 2 C&E 2 BE THHWIZERNFEE IR, LR TERNFEE S
72 TH, BRIDIIRNELGETE R, BfE, KEOBEFHITIZ NPOEAL—T 7~
F R RUDNFETA- TR, KETIUTNT LT 02, RS HT 5 £ T
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K20 AEES D, —J7, FAEBRIC K DIFHRERE R, R CRRHT 5, &
SIT, HFREDREZFHETE 5, LarL, RENTR, SIRCRERERR O EE TIE,
WSR2, Fo, SYEIFAR2RCEE OFEA OATE R TIE, AFHmREN G < 2WigGE
W B, FHEMROGEIL, BIEENIEFITDRNO T, FTRNFEEZ KL TWD &
WrCcERWEELH D,

(£8)

VIIL. 193K - 1RREE

1. #gh

e

- Eh OO EEIX, BE COFOWINERET S, 70, FMla T A aF4rA
L, e cofmEtrimIses (7 7X1, L~LB),

< fligh e LCOME - AL, 16 LA E - 18 50mg 2 1 A 318, 6~155% : 17 25mg
Z1H 3, 1~55% : 1181 25mg % 1 H 2 B, ZA&RT 1 FFHLLE2 > R% 2 FERLL Ed 1T
TROKEGT2 (Z7A1 L~V B),

- figh O G-I, FRERE. YRS, ARifERE - A EREE O MR, Mgk, Mgk
fE, IR E EHCE=4Y 735 (Z7F X1, L~ (0),

< B BEED ORI RAEEIL, 1 ARPEPEIETH Y . 40~100ng/24 R A B IR &
T 5, 10 AT £ 72 1R E D 30kg ARl Tl 1~3nglkg/24 Bl 2 B2 L+ 5, BRI N
72/NRTIE, 0.075ng/mg 7 VT F=U RN A BIEE TS (7T AL LUV C),

- AN G FI OFHM L, RIPERPE S 20pg/24 RFREILL T 256 i 1E, @REx G- & 2 T,
WEEZETD (F7AL L~ULC),

TERSF: - Higna WD 123t LA TR L7=DIi%, 1960 D4 Z > % @ Schouwink T
5180, HEOIERAKFIL, X=vT7 IR )= Fr ol dL— RELITA R
2%, WHERET S &, IBEHRICABS L — NEATHD A X 0 F A RA VNFHES
b, AZaFARA NIEROFTHEHEARIEET D20, WEFEITRHOKY &
LTCA-TELHNT, BEMEOAZaTF A3 U EfAELNT yFEND, AXuTFA
A v EAREE LISiE, BEMROlE (BFIX 6 HAlk) & & bicEh~detIn s,

SF VY HEENIBE D SEOWIN EZFLET S Z LI & IR R A R 181183 BN RIER
Wl CH A X aF AR A U 2FHE L, O FEA BRI S 2R 03 H 5720,
S HE O BB LIS B D DR DAL 5 184186)

BB 55 - HEN AN, BRERAESN, WEREHRSR. Lo UERHENA B DAY, AHITIX 2008
R & WERE AR AL 2 WD ICIRBRIE IS & 72> T 5, HighEIAI o A& - ko B2IE. 16
Ll b #ligh e LT 1M 50mg & 1 H 3\, 6~157% : 181 25mg % 1 H 3 [\, 1~5 % :
1B 25mg # 1 A 2 B CRAFKET 5, Fii - RIS U CHEEHET 223, ZR&EGET
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1 H 250mg (17 50mg # 1 H 5[E[#E) 9%, 6Ll HIX1 B&%Z 3 ENHT TS
THONFEATHLMN, REa T T4 T U ARBEWRECIE, 1 HES 2 BT TR
DHEL®H L, EETARENEL, WTNoLE S, BT 1 RHELL B> R% 2 RFFDL EH
FCEET 52 L TH D, A OB LR e SRR IIFRAE L S TR, A
6 O THHMH R U TRAFRKT R AT TS 59186), 72721 /SR E ENT
WA EYOBEUTIIEZ 2 X & T URFICTRELE VFEITEZ 2 2 EA R ST 5 1112,
EEARIFI O JFiE L Uik, HiSRHEAI X IIF L— hEEOPFHD 20 5, EH 5
ZIRIRT D 00%, PRI K 0 T 2 RS 5 (AL X D1REE) 2R), %
FOPEFEPCEINERIL, HEHHAINF L— NEE OO TR D720, RETIX
FREN HANEWE B DT DRLL ISR~ 5
ZHEHIE - WRHIEREE LT, WREROEEL L HAADZ & ik b
(AST/ALT. v -GTP, T/D-Bil, PT 72 &), miGiFaEse (Mg —3.15 X Mgz 77
AIV) E RRAETRYPEZNET 5, IFHRE. RFZ AST/ALT OUGEITX R < | 16
2 EMENHFED, 4~12 A THREME S L I EEEOHERHMEIZET 2 59180, IFRED A
R BEEE AR L2 b OIS, #5513 AST/ALT 8 50IU/L Kz HiEZ L L, £h
PLEDEL X 9 ThHIUE, HERRAIOHESCS L— NROJFAZEE L T 5, miFibeE
#l 10pg/dL K% BAZ L L, 25pg/dL #2720 K D 12§ 5 59187, Mgk % i3 %
PR B 70 B YE 1T 2 A8, HEENE A Y 901 2~4 HHFEIFE CI TV, 2Rt 4~12
MIfE & U, HERFIC 2 UITARIZ 2~4 BT 5 Z E R FE LV 59186) JRgdkit &t 25
OSNEREEEZ ML, REMERRVRETH D720, WEHANTGR T OMREE L LTk
LEECTH D, IEMERRTPEZRET 5I120E 24 FEREIR T2 2 E R E Ly, RSk
B4 100pg/24 FEEIRIN (A SLYEMIL 20~50pg/24 BRfE) ICHERF T2 2 L2 HIEL 45
1259180 10 AT E 30kg R OFED N TIX, R PP &2 K ERE L7 m3 g
SN TEY ., 1~3pugkg/24 FEf % BIE L 35 180, RARFRFSNZIRT 7 LT F = THIIEL
7oAl (BERER T 8ilpg/dL)/BER R T 27 L7 F =2 [mg/dL]) 2R HEICHWLITED,
0.075pg/mg 7 L7 F = Kl & AL & 95 187, [ERF SR 8 CRMM 3 2 RFIC R T2 Ml
OFR FERPEINCIZ B NEE N 5 5 7= %%ﬁm%ﬁw\®mw\%_¢wﬁimA_w«
HEHIE < 20090, O 2 m3 T b b, IBFEOHBECHEL BT SR, &
JR U 24 BRI R PP EAZRIET D 2 LA E L, BRI, END 14EIC
PR U 24 BRI R PP & 2 I, ZLISMIS R 2R RERE IR TR 2 JIE T 5 2 &8
PE LW, W, RTEREZRET DRI, FL— FRICKDIBET LR HNHEAITH
FULIRZ BT 5 2B 3700 59,
BEHEG @O EFRLE L CE R FH7Z & OE IR MRS (7 amylase,
lipase) b5 MEKED 72 E3ZETF SN DB NTN BB Z A% IREPIRICRS Z
ElRIF & A E U 12591861900 REEBHAG Y FIITMRE Z D T EMNZ VD, FDIFE AL
R FE 2 fikfge 9~ D IZIEV B ARITIE R T 5, RATZEIERF O IRE THARNE Z 0 Rod Wicd, JiE
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ROVROEHI R 2 FFRIICAE 2 LWE RO L 2N b5, MEHEMEO L7IE, &
REHR - AR PR O BB 2 b7 E2ED 2 SIFH T, Wb A RMERR TIXR L, FRIC
FERB 2T EZ O F 2 A TR, K OIEESLELRAENEMIL, #Eh O RNET
ETHRZZRHZTZETHD, N RZTDE, TTHOITMIEERDOET & SR Z ML
A Z 572, MiFek s Ho OEICERET 5, il TiE, $RZIC L DMRIEDORE S &b
% 189, E 7o, JRPERGEIEDS 20 1 g/24 W] (A VLIE 1 1 glkg/24 i) RiDHE< e
(X, HERRAOWE A ZE T 2 59180, LI EX V| RO EHEE B USMIRIER OE =
Y7l LT, iR, migek, Mgk O EHR L MIRRESLETH D 59, HEni
FlEF L— FERIZEESBER R D 72 < ZRMERE OO R ERRKOF|RTH 5, w7 -
FREZHENEIRNCBIMER OMER 21T 213, RENZD 20 IREEHKGES WTREZRHEAI TH 5 &
E 2 BT A 12,59,187,188)

(K )

2. U = F  (trientine, triethylene tetramine dihydrochloride, ~ U = > 7 > HEFRIE)

%E

- FL— MET, HFHELEAENEE RS LT RICEEESE2E RS 5, (77 X1, L

~LB)

- FIIERE & L CTRAIEL,500~2,500mg/ H . /NIE40~50mg/kg/ H %433 TG %, #E

FrI3ak AN750~1,500mg/ H . /INE1320~25mg/kg/ H % 45372 L4y2 CLEMERFIC &R 595
(7 7 A1, L~ULB) |

- AEFERGID R FUCEm, /MR ERHRE I TN D,

TERRER: . hY = F i3, FU =Y (trien) & HHEi, RESZHE LI, =v T3
RIHEWD NS TH D, FIDTOFEMITN= T I S THEEEL R L-BE T, ~
=V T IV TIREREE ChH - T2 BEDIEFR S BIF Th 2191192, Z D720 HEIL, £ D
BITEH OV SH ORI S5 2 L b H 519319, N U = F U 3diA A L 1x1
TEMRZ TR T 5, IHE TOWILE6~18% T, WIN S/ b U = F Uit Mg BRT
TEFNRIZF LR ENOH LG L TRPICHRE SN D, RP RO ©— 2
AR %2~ 4EEC, 6IF[E £ CIC R PRt S D, DETH DA, Hifhis JUDIR
PRI BN 5190, T4, HENHMEIEMT/Rebh D Z L b b DM, FEEMEOEFIZIX
AHRN= T I DX I RF L — NERMETH 5197,

MUz F12g 85 L_=F X 0.5g &G TOREZIRIZET 5 e Tl FIHITEHR
ELTE RN FUrORFNEDBRENEDE -T2, LL, X=V T IV BEEIFEZD
HTIER=V T IO N ) F R TREIEMER TGS T D

198)
]
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Be55k  —RrN FIETEE1,500~2,500mg/ H | #ERF £ 750~1500 mg/ H % 432~47TC,
ZefEE (RRTIRERICART, 2> DR t%2BEHCARE) ICNIRT 5. /NIRITHIIERR & L C40~
50mg/kg/ H | #EFFIRE & L C20~25mg/kg/ H ICHART %, FBE OIRREIC L 0 FAHIT3 5 11.199),
EIEIR 2 AT HWDHEE Z =T 2 ISk 0 IBHET D & RIER OB DB 3 I+
WZEDIL14199) 0 [ U = T CH RS O — R RITE 2 5 Z &3 H D23, BRI,
Z DT OIFRER A FAR D BFE CTIIAF E XN E R E L THER S LT S
196200 fF ] RO & LT, FRICK 2 BERFROATREMED & 5 D TL O DK THIRHT
HZE, INRTHTEARKD I NGEFZAT T7— B —ICB8ARATHZ & en
FFHN TS, KICEN L TIRHAT 2 &R Z X o380 b 5,
BHERHIE - MEFFN, R P ERPEIE 2350~ 150pg/24FF T v b — L BAF & HIlrd 5, 1L
T SR 2325 ng/dLLA T CHEREFT 5 2 & B ANRHIE D H 21722 D, HEBESRA325 1 g/dLLA S0
PRERPEES 150pg/dLLL E T, BEENPAFRELTWNDH LB OND, BENRNI %
MR LT, WET 5, —FH, AmLHmERED . Mg ~DOBRILEIC L D NFHERRRE . R
FPEME AN 50pg/dLLL T3 < G iE. BRI GO FREMEN BV | PR ET 2 12:201.202)
AEFEG XU T IVICHKRLC, AEFEROBEIIH LN, FICEMI, M
ABEZD . AR, B, ARG, BOE R e EANHRE STV £ 1112198),

(JRL I R)

3. =37 3 (D-penicillamine)

25

- BRI RNV L — FETH B,

s B BT, RATHAE (250~500 mg/H) 22LEAMA L, 4~7 AfEICHEEL, YIHE
% 1,000~1,500mg/ H FLFE 2T 5, HMERFEIT 750~1,000mg/ H T, M9 ZEfFRE (AR 1
LR, 2>tk 2 RELARE) 12 L vt 7e 6720, /NE CIrIgii &% 20mg/kg/ H |
Merrf% 156mg/kg/H &%, 33 £72idm 2 TR ET%5 (ZF 7 A1, L~V B) .

- K B0%ICHEELN BT H, FHNITREA, BB, KD, BERARBH Y, %I
X, BREE, 2L —T 22 T~ b—T ZRIER, BEEREND D, FBIVER LR
X, MY = F ol AICETE TS (F AT LUV B)

« AR CIE, TRIEBHAA RIS — B PEARIE IR OB A BT B 3 E,

ERBET « _=v T I U3R=0 ) IR 2 Z LI K VG5 EREEHHE T
BDH, ANAT NERZET DI, K, HEACERR EOEERE & MR L — MER
AR L TENLDRP~OPMZIRET, FLX= T I NIA e T AR VOFEA R
L, RO B DA R T 51V, R=U T X U IWDITRE D R0 R 0 38
& LT, 19564 2B X 4172203, %41 E TldBritish anti-Lewisite (BAL)IZ & % il A 1E 5
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TORFTRIRIGRDOHBTH Tz, FL— FMIRITRLS | FEREAT 5 BEITITBAETH MR
oW B33 & STV %,

N= T I UBIR2~6 AR DIIRDB RO D T ENZND, R=2 T I U OIRER)
RIEIADFEHEIN TR Y, EERIEENS bEETH 2 L8501, BHIZZE L
N=v T I UK BIREE MR L CEREATRE T HAUT PRI TR TH 5, 1RO
BUIMETH Y IBFROTWHIIARERRITZ & 547200, fRRFCH L9 IR & ki3 5 &4
ERH Y, REOFWIIHAREZHR I L b 5209,

Bk D ENGRMEN L AT, AT H250~500mg/ HAREHLEHAA L T4~7TH Z &
WZHE L, W1 E A 1000~1500mg/ H B2 & 5~ 510, HEFF &3 750~1000mg/ H F2EE & 72 5
ZERZONEANERN DD, NRTIE, FIHE20mg/kg/ B, MR EIX15mg/kg/H & T 5,
BYHOERE EEET D RIS NN DT ZEMERICNRT 5, BRTTRERFEI LR >R
% 2] LABE £ 72 1 XIR AT 2 70 Th D, =07 I VBB ISP r 7T X 2
VIREIXK T 5,

NV T IUNTERE ) RRUUERRH L0 X I UBex T 5,

AEFEG R=v T I UNIIERITHEDRIAITH 5 B3IS0% I RIER A BB 5, R OF|
TERNZIEEN, 392, MERBOSCERARDH S, RIERMBIRFCA T 2 A4 REPFH L2 Y
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7 MERABE SN D CERIRENR/NRICE EF D 2 L ERHIAR D & BHEOS
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FESEF ARG L CIL, 15 mE~69 O FRE R EIX, 1.06~1.23mg/H TH 5 236, L7=3
ST, BEIZHIHIRE 21T O BT <. DL VEMLCHEIK 2 BHENEIR L 2nZ &
WCHEBETIUT I W E B 5, 1B TEET 5 BL& THE A &N LV Z R IR 287,
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AT, 90 4 oM LEE (R 4R R 23.9 k. 8.3~43.4 %) % 9 HERIBHIL T
W5, BEOZ AT D OHESHEMIERE TiXe <, PIiEF L — K (R=v 7 v
HLIE MY = Fy) R L, £ORICTHESERICEIT L TV D28, ki 2
FERITIEGE L, Z20% 6 FHICH OB EZRO T BE IV oz, R THIEERE
FILBEULEFEL CWDIEF L H o7, 4T X TR, 17 4 OEGMEBEIZ OV TR
14 4R, BEIRMOHINAEREIToT2 8 2 A, 10 4 OMRAIBE D 95 9 L413H b ek #E s
R, 1 ADOHEAEED TN D, FIROHFHERTERITIFREE CIHEROELE A D Z LM
BHDN, MRRILUBEILE BRIV L U CHER S 417z 187,

X L— MEEOFHMRITBERGFFT THY . EE > TV, 7272, ¥ L— MEICH
MHREETH DT, FIRFORAITRET 5 & TH D,

1) dgpis
G DEROMEBE DO EALILIT & A EH D IR 188,249
2) ¥L—hH

NR=V T 2 U OIMIER TIE. 10~50 %2 E I $EARABEE IR 72 & OFRIEIR 0 AL 73 7
bND, TOMRETIE, R=vF I, M=o F o, A OWT L PIHTEET
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DFRIEGEDO B ZZBOT-08, 1FEALITR=2 T I T, 13.8%I1I0 72 D BAL LT 19,
ZOHMBIL, BRI K0 e SR LA s & U Tl s L., ko e
L., fEELE LS EEZ LR TWD,

MU F i, 900~1200mg/ H % 3 [FIZ4r1F, &A1 RELIRT, 222 1% 2 REHEILIRE
NIRRT D, FIEIEHE COMBYEEOE(LITERE TH Y . ARMENE L, BEXREERD
RNz RO X L— FEORIUTIN T, MU = F UME TRRERICHERE S
TN 5 204,250

(e IRF# )
4. FEFREIR B OHEDTEFE
e
- RERPEORIRE C B W AR IRIEIRIUC RSN H DA 1T, BHRIEORIEEZ T 5 DONE
E LW,

s AFEARER & L CL lithium DMEROUGEIZIRENH -T2t HESIN TS (Z 7 A 11,
~L Q) .

WD D#) 20%IT AFEZAb, FBIBERERE S, Kor P, 1TENRN ., 1HHEMEE S ORAER
T D LWMEIN TV D 25D, KR 5 DR m | GRASREFE | AR ZAMITBEE DS &L 59,
FEHEIREZ S L TV DAL, WD ARDIBEN R R TH DL, =T 2 03K 54
HNZARRIER & [FIER IR IR 2 B b S 2 BENR B D, LIei->T, WD DlgfEs L
TITHSHHAE T N = FURHER I NS, BHIER2 25513, FEIZH L To
RSN IR D LB - RGPS R D BB+ 272 2 LD D, FEONARFEHELHARIR
ReZ EHMIC TEICHR T O MERNH S, £7o, WD ITBIT D RAERIZ L 0 ARIBRO
NZTNBELDZEELHD,

FAFAIRRE C B 8 ATESCIRIEIR DU SE D & 256 1E, MMRHEDOZR 21T 5 DONE
F LU, MRS L LT clozapine?5?), quetiapine?5?, planzapine2sd I3 3% 5 A3, #HF
HROfE TR BIE R OB A A ST 5 259, Kato 1%, A& risperidone (4mg/
H) & lithium (400mg/H) OOF AL T, A K - 1TEIV L (B, 5B TE, R ZE,
PR An) NdE Lz LS LT b 255, Loganathan & %, olanzapine 5 THIMG &
LU CHEAA IR VAL L, lithium (300mg/ H 7> 5 BA%E L 900mg/ H £ THIMN) IZEH %
(HEFEIR & SERAMESEIR 23 a8 LT SE B 2 3RS LT D 2%6), lithium (&, 4R - 3L
AR IR D RIS 72 » T AFERF BN T H LR T, MRER O ER L ORI -
FAERAS~OEEL DL STV D 2657259,

(REHEF. PrHET)

5. FFARER DR R
s
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< FOREITIE, PRI L FIRRDTERIENHEE S D (7 7 X 10, L~ B)

1) FFRBENAHRICBET 2 2R — M

AR S 2 L T2 IR RIS B 5 2k — RFZEIZ A 7,

A% V7T OHE—EFEHKB] (Padova University) TO AR 12 451 (+AF5 23 #1]) CTHO
¥) 61 22 H D =7k — MIFFETIL 240, iR CIaBIE S 47z 4 fild 2 B CIFER I E D
T2 DB RTITOIL, X=X TIREBS S L7z 8 Bl CITARRAER OB ESSFEIEM O
=0, &, MBRHENICAE STV, LrL, ZORFTE N o F A v bR
TR,

7T TO 1971 D 2010 ED 7 4 1 — 7 v FHIZE Tl (11 Bl O A B 2 &
ted 36 BITOME) 269, 34 HITR=2F I U3 10 K G- Sh, 9 b 3 5 CTHgh
HAOEFE, 2HTIELH LV HRENH LN TS, ZORFTH MU= F 3w
STV,

TV b OB —EREKE (Cairo University) TOFFE 33 i, FFAfEEL 3 1, #higAl 5
BITONE) 2 D 2R — MFFETIL 260, FIERTO 1 6] (BRELHEH DA TIRH) Z RV 721X
ERFITR=v T v LBl IR ST, X=v T I UCRERT HRIERIE
FH BT, THERITUEE L2, MREROBE RWE L R LIZBE TV Rr o7, 20
BHTh U o F Ui ST,

—J5. WD 33 il & WD LISADFFRE (7 ¢V AME, HORENR L) 20 Lz 9 fil%
bl U7 K E T Rk — MFZETIE 26D, 3 L— MROFEME & (T EEMRIC, PR EROFEREI T
X WD OB KrERAE < . FEEZA0 LT KB ER LRV EBRERSL TS,

2) HARTORRKIFTE & IBEIEDIRSE

THEARDIL2, [T ALY R DE] O Z215T WD 2EBHGHE 2D, 2008 40
HEERFE D PRIFIH G 2558 6D B AVTZ B D 2009 4, 117 Bl COIRBIZEE T 2 Madfi Ra ®E L
TWo, 62 FITIE 4Bl TR=F I, 6BITRY = F o (1HITHZHME, 16T
ANER) . AR 12 B+ AR 10 il 22 I TIX 20 fl TR=>F I 2B TRY = F
v BIERTR 33 B TIX 25 Bl TR=F I BT R Y = F o, 3HITHEHRANZLY
IBHRDBAA ST e, 33 B CIRIEEEN AT S, 5 H 31 HITR=T I Ui bAoA
SOEEMTOI TV, I 612 2012 FOFHERER] 114 FilF OMERSER %2 2 L7ZRiE O
22 B CIBHMENT 21T\ 263 20 I CR=v T I 1B TR = F U BM, 1 TRY =
VI EHERERO O CIREBBE S LY, =T 2 UBIRABIT 9 B (K 50%) TR
PRI N 2 I, AR CTORANEETL 28% LV @mETH oo LB L TWD,

Pl bzl E 2T, KRBT 260 A 7 & NS RREL O IZIB W T, BIED S A,
MRRIER B L OFAEBE T ZNRE L 2L, BARHAONTEHATHZORE RN &
NH, N ZUF S KV IBRERET D AR L TS, —J, FEER L O HE
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DA, M=o F o EHMEOMHAZEEL TV 5,

6. TENTFASI EFIER DR
%E
- WD (T £ 2 AR BF TR U CRE BICHFBRE IS THEE 2 BRGET 2 & Th 5,
(7721, L~y B),
R E TOBEL L LTEXLLN TV D,
- M AE A2 #4<° molecular adsorbant recirculating system (MARS)%: CHEIEM AR 223k L,
LT, REFRIRIEICBITT 25605 (7 7 A1, LLC), LM LEBET
X MARS I EBIE £ ZERRICEA Z TR0,

AR (acute liver failure) WD 4 L < (3EIER! WD (fulminant Wilson disease,
1L12)) DEFRITCERIC L > THRrA TH D2, —REICEEERERRESE (PTINR >2.0 & L <
1.5) 2B LEMEOEELET 20005 L WD BEMEE L LTZicancbo L S,
VT LS IE O A T 70y 210282 72 WD &2l Sk G- & T TV e SRR E &
il & DB THIE L RICHEDN SIS 2 HNMON 508 40, Z ORI Tk
PR OFEFICE END, S HICTOBRICAE L 52 IFiagEseic k- < fFian
WEB SN TWEAZ B TIciE S, TOBERIC I ENELAEL D Z
I B D 11.40,232,265)

BMEFARSRCHRIET 2 WD 134 WD JER] D 5~T% T V) 265260 — 5T BPEFAR4
BARIZEHD D WD OEIEIL 2~15% Th 5, 10124546
SRR E UCHRIE L7 WD O FRITEW ERMmbI, 0% BB L TR
TE RN 1112265268 IFREAH D Wi 2 R L 0 BAAE T 2 7o OISR R 2 L 72 D, —
5C, @E WD OZWE & U CHEERMARITEFERERE T O OMEIT LIZ W, RSP &
I LI LIRS H AL 5 JRME FEE O 72 D BE DR Z KRNI H 0 E & UIZ < WV B IS TR TR R
1G5 £ TITREN D272 8 L ERB TR 268, 2 Z TREZZIEE LT
ME7NAI IR 75— (IW/LD/EYINEY (mg/dl) Lt <4

B LV AST/ALT bt >2.2 Zfi/- 2P A 2EFIEL WD 2358 < Bgbivd Z &1 F b
TV 269, Z N 5OEERCIYELrr 7T A AEfE, Kyser-Fleischer #, 7 — A A&
PEFR LR ML 72 & & PR TR WD 2227 U, TR O #2202 ih 5 2 L VE
BCH A 11,12

— i CIFBAEM TN 5 £ TOM, ST~ WD (25 LT, FFH#la L v ik
Mz RET 5T, SESERNBHNERPITOIL TS 1112, T ETEL
DHETR=v T Iy, MU FUigloFx L — MERHEHRHAIL & bICHVbhTE
70270270 Lin L= T 2 ORISR WD 2R 220 R IR TH Y 87 A
X OMBUEZ @RISR T ZENMOEN TN DD, =T I v eatifrai
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D WD OFIHERIZHND Z & IFHEE S ey 219, —J5 TIAEAS#a 282270273275 |y 5 )i
WA 282273279 2 4] 6D & F D RAMEBR AT BNRIEIC L 0 RE TR E 2B E . kg4
RESEDLNRPIFTE D, IF, M2 6HE2 T VT I UG ER 2 BRI
EFTDDITTNVT I U ERBITR E @RS IEZ W2 T V7 I B B &
. £z E L7z molecular adsorbent recirculating system (MARS®) 271,276:278)X>
Prometheus® fractionated plasma separation and adsorption (FPSA) 2793 iR &
ALTVEN, A TIEENGITEASINTE LT, KR THEHATE 2V, ZhbORAFR
R TR A ENEGE L, R 21T DR W CREBRICBITTE 25605 5
214,215,228 L7 3 o C_EELORIFIER A ITV 20D, B O Z 1TV, ST R 20ET
FEAEEICHHE L, SPEF A= TR IS & e 3712, fERFR IS T RAE O 3@ % ] W7
THDONEELY,
Z Ofth FFP Offfiffi 282280 7))L T —A L AU UL EREMICR L TAT TR
B UG BN STV DD, IRIIARB T 5 11,269,280.281)
Gl —2)

7. EOMOIFEHR DOIEH

25

c EO LD RO WD THIgEIIHERR M, N = F o EEI =TT I TORIE
DIRFEICHE L TIT S (RO, ),

TRERRIT. ENENOIEIROSE T S,

- B BHEIR 7 EORERDBIEWIG AL, ENENOEBTOREELZ AT 5,

8. UEPEM DTG

25

IR TS WD oiai ik 5 (7 72 1, LL B),

- X L— MERICK DIBRET 72> TV DLGAIT, REINICITE G & E2 TR O 50~75%
WCHETAZENRLEE LW (75 % 11, L~UL B)

N=v T IR DEROBIGELATL, WD BFE COHEIMm TH o7, BARSHER
MEENZ <, S BITHRIERSCRMIER 2 2 U728 TITRIE S RE R b & o 7z 282,
LinL, _=v 7 I o finthEv WD B bIEIR L, HET D 2 LRHRL KOk
D7 282289 N= T X 2822890 NI b U m L 21928000 3 Lo— RS KONEERR HELEN
289 & HIEIG~OZEMETIZITHL SN TV D 112, BOFHORE S H DM, T OFAR
b O L LD By 289, IR HIBROMGE S LETH Y | RO T WHIFAED
JRIK & 72 2 Lvd % 209,

PR AN IR B ARIRAT L R EZ kG L CTH5 2 5, "= T IR M2 Frok
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9 72% L — MRITIIRB NI R HR Z 127 6720 72912, 300~600mg/ H & 7= 134T
BRATOR) 5O~T5%I\TIET 2 Z & 13w b b 1112,

HEZORIICE L TEIR=v 7 Iy, M=o F o2 o NCHEE SN & b D
MIZ L TWARWZOHEIRES Ty 12, LsL, N=v 7 I v aAFIcEisl L TR
EBHCTEHRELH D 289, T IREEE G50 WD BE OREFLH OSFRE I3 & & £D b
RIBETTHRAFTICRN=v T IR N = FUidmtisnenolz b oWE L b 5
286) LU, #FLICBA LU UL ETRESL LT FE T 0> TRy,

(R R)

X. IBEDE LD

WD DOIRFITRENC & 0 HIHNEHR & MR NSRS T b s, WIHNERITAENICERE L
T D80 2 FEMR AR S & 2RI OIRIE CTH 5, EHEILIREHEE AR Th 528, He
FRHRBICAT T AR O HLRITFHANC L - CTH R D (FEANOES), £io, PIHIEHE
FEIRRIC L > TH R D (RAUC X 2IREIEOESR), WAL X 2iEEEE 10 1R
T, BIITAEELETH D, MR TERD RO WIEAIC LIE LIZEIRAMEIC 2 5
DTHEEPMLETHD,

BEERE L THFL— R (R Fr, R=vT3Iy) EHMMEANRSY | FHEIC X
DIGRIEN R D (RIS L DIBHEDESIR) , Elx OIGFREDOR G- & B & LU R
HIEHEZF 1LITRT, ¥ L— MIIZEMERICPAR L 22 dUE R B8 e v, dESAHLAI & J5 Al
ZEERHC IR T 2 LB D D,

XI. F#%

1. R

25

« WD (IR SRR T IUTETHETH V. 2 <IIIFARE 2 ITIIFEAE DG PHE THELT T 5
(—EBITMREE CIEET D) (F T X 1, LUV B)

© ¥ U— MEFROH S A O MR N EHNCRATE, RE= T T4 7 2D Kl
TEHETFPRIZRGTHSD (77 A 1, LL B)

- FEEZE T H ¥ L— MEEOHESARA 22 & OEMIRERN G ThH D, mEFARRH A RE
IEREIIFEZE T H & L— NMEE & flgn A o Bl & 72 1308 TR CIEMRER 2 & OBl
N TED (772 11, L~ur C)

- WD CTIIHM A 13/ & b T X e RS FIN I 2 TR 0 | &2 TR o
AT V== TRETH D,

WD (38R S 2 TETHETH Y | BN TH D, £ < IIAPRET, —EIEehieR
BT D, FFRHTIE, AMREROZ2WEEIATEEERE ORKEERRN TZZ LT
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WD L2Wr S 5610320, 1o T, MfRIERNHELL T D22 T 5 2 &N ikl
AR TRYNCZW S 09 < TRFEBAEREI A 2 . PRI WEAICH S 112, L
DU NOHEZK CE VW E FRKAHONTESE & L CREBE S, WD OIR%LA
WIENDBIH L0,

X L— MK, dlERRAI O NARIAHE 22 & NI L 0 [FRLD WD O %Ik L v K
ELUESINTND 12280 F L— MR BN & & IR INTIR D B AR S AUIREE D =
TIAT UARBIHTHILUE, WTNOEAIZE N THIERDE., THRIZRGFTH S,
Stremmel HFX=v T I U THEEIN TWAHIOE#MFHREZHRH L, RFERo=a ho—
JVRE L AR TAFEHIRII WD BETRORE W S OO 15 % DEFRITITEN RN D & il
LT\ 5 289, Brewer HITHEENTIAITIHHR L7=/NEFIT 19 M F TRIBEIZEL, a7 74
T AD BAF B, FFHERE & SCEME N THEER OME L R LA LTV D 80, T
RERR IR BRAA T, 1~2 - TRy D BE TIEF(LT 5 12,

FFREZE I BN T S F L— FEECHSR A OTEFRIT AR ThH 0 | #MUZRIER T b
WIERBIF 2 PHPEIFFCE 5, £z, FE, MK, FFHERE, (K7 07 I Ui EIER
B DIFEZERE 2773 WD IZEBWT S, 2 OIEMICRT DRI Z TH L— MR
AR D B ~OF G 217 5 2 & T, KEIIFAR 26 % R & IEREIREN SR L TR
T PG DA FTREMEA @V, Santos Silva 513, JFBMEIGEAEICE £ 5 #HE
9 5 BIOIEUEMIIFAEZ T L — M IRENE 72 13l gh Al & o R L T A
[ElEC& 722 & 2WE LT D 289, Askari O IZFEMEIIIFREZ 124 L CONEIIRRIT S
L — MR L fEn A O OF 2 #EE LT 5 240, FEMRIEHIFIIA I OBEIGEE TH 5
. WD OEEIINEAYRR CUE L TR A BB C & 5 /Rt & D . REIFAR 2Lt
TIEABANRIR ORIUL 2B L CTERT 5, PIIRETEERITTIRN R L2356 bR
9D Z EMBN oD, Bl IS UM CIXIRER AT b BRI RO fERIEDR & 5 .
B E SR ZNC L B BEE LS LY WD OEERERO—>TH Y, §IREA OH
TILES B el 22 & WEIDIG LTI B NETH D,

WD TIIAFRIIE OAOFHIM & STV ed, BESHOMENRA L, #EkEx b
TV L0 L ZOME TV &b p 11182183.200292)  FEfl s & D51 D 2% < 13AFR & 7=
(IR D FFREZE ] T, F 72 WD D2k RN RE L7 Th 2 290, MR LY
WD OEBIFHNUEL TWD2D, FFEZICHER L T b ORMIAFFEIEML T D
ZE TR AEIZRRE L T D Z LR S D, WD (281 2 ITHERRE DF AR
B9 DRI & HIFEOREIT L 727200, 4 % TOFFNAIIED WG 25 BlOHEFH Tk, M
BITCIXHEME « 2etEDs 401 EBMICE L, TFRARIE FEFEMMITBEMET 39.4114.6 1%, &
PET 48.3119.3 i T o7z 299, T DIl R EF DS A E X D L. WD, RrZFiR
PR L2 Cid, PR O BN A 7 ) —=0 FRE L E 2 Hib,

HAROIIAFO WD BHFEOBRKIG ZHEFT L, FBIEFEITA 80%2° 15 % £ TT, EHFM
Y EDL RO THEE~DOERDA LD LR XTUND 299, & 7=  RKELOIRHH] 514
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181 D B AL R IR AT F8 1T D AETRIRIL & FE T A frat L, s O AT 42.1%, BEOATEITE
DR 28.7%, H ARG O TREELL EOBIRR 23.7%, iz ~#E LS 5.0%, LT 5.4%
EHELTWD, Fo, BIERTE & RO RENERBARE X TRROEITRS TN D,
1) FIEERTR ORI T#

FIENRE 722 & CHRIERTNC WD Z 22 S 7= 5 CIEH 2kt L T\ 2 1 CIE E 7 Cft
WL TWD, L, BIEHCTITHEEZE ~DOER-CHRIER O BN A B, FETEHS 5,

2) RO R T#%

FFZEH] T > THIREMFIZ L D EHE OAEEN TEXTWVD AFEEY, L LIBEIC)
o LT RIEFIRESHET 26X LIX LIEA O, FARICERT 20 L MICA LD,
WD O P& IR AARE OIF R E ORLEE, R EEORE LR 7T 47 R
HESND EBEZ NN, WREED, iR ERF TORCEOT —ZITELRY, £
7oy IRED 27T 47 v ZARENGECE T 2 IRFER 23T STV RWEE IR, I
AT U, A~ OERSCEIEFREROSMEHEZ X -THARH V| BP0
WO e REFSE N EETH D,

(EZENE ER)

2. FhEeRY

e

AR IR & BT D LIRS T D RS PRIZR W, KR, VA M=TERET D
BAITEE T 2 AN A DN D, BERATEICZ2 DHIHERE L, FRZ2EHEE LG EI
AT R, APRREEE & FEE OB LT LB MBI A N o tz, (FL—F
72 L)

Pede, FRfR O WD B Tk, BB, &5 WIEHF L — MAERIZ X D ER O
YIRS BRI TR EELS 75 LV O ME R I Tz 179,

ZAUTx L, #i o WD B 137 4 ISR e =T I RIR ATV, TR BUGTE
PN 35 5l & FNUANDBEE R ER L2 L 2 A, BIEN S 2W £ TOMIM, AR
IZEEH NPT E VS WMENDH D 209, 1721, MRERO Y A k=7 LIEEFREEN
B DG AR SOGHENE LS BT 2 H 0, IREROGAIL L 0 & T DM 235880
57 208,294

WD #4140 £ ICHOW TR R 2RI h 72 0 BHFHE L2 EOMSE Tl BEEIX
296 (%) T, ZNLSND 111 Fl L B L= & 2 A, {BERTOFRIEFER, SWrER, M
taw 7T A IR - TGS EOATERAE R EICHEEIT R oo LlE S
295), ERSE CIEARRRAY 19 B, FFEY 7 B, AEARREE 2 4, MIREE 1 HITH Y | MRERE
W5 L BIE LT VMEA 3R S U7 299, MREMRE Tl MERREEN 29 i, A =
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TR 2 [ EFMETHST-OIZK LT, BHIX 16 I ThH -7, FFREMER CTITHE 8 .
NEERIEANS 4 BIAS 7 DTz, ¥ 7.8 FE DBHIFHA CHAE 29 Bl 5 b EITHEDOHE(KIX 14
BT, HDHRREIRBIZSOG L7z 15 fl & iR L CTh, BIEN DK E TOMM, FEE, &
VT ENEREM CHO MBI Do Te, M—, EITHEOE(L L BE L-0
(XIEE MRI TO HE O RFFEH T, JRHRGEIZITE(L LT 29,

RITTIE, BWEEL LT R F ATV 7T —bHD 0T MY o F i, dlignflg 241
HE DR TR Z 86 4 OMIREL WD BTV, 3 34.7 2> HBEF L 7-ifla X fF7E3 &
Do ZOWFZETIZ 86 4™ 59 AT & 0 RIRRNEDNTRD vz, Eo, PRRIERE D RN,
BEEEOLA TV TRLRRIC L VERIISE L, UL T, YA =7, H#
DEREEEDOGEITELT DN DN, TERNDAHD E VA =T P bIRHEEG
PETH o7 29, ZiE, YA F=7 OREFITIXEE L THEBROZERLIRE N2 <. Zan
BRI PIIE L BMR L TV D Z N TR SRS 297,

BT KA Y O Tix, WD B 210 4D 5 HiiEk 2 106 4 (50.5%) H3FF-> T
BO ., HRIERIZOWNT 334 (81.1%) DBxMERIELZZ T T\, YA =727 55
Y N ERY Y XARE, RERICKT 27U I RUIREREI TH -7z 299, F£7-, 163
%D WD BEIZHOVWTHEY 16.7 FER OBBRE 21T o 72 & 2 A, MBI & g L C
ZWrE COMMMNRL (44.4 2A:14.4 1~ H) . ZWOERFEE Sy (20.2 5%:15.5 %) 72
B, WHARICITHERA B BOGT 5 b 00, BRI ORGE TR BOMEITE S HER X
HARIERICTRVME D B o 72 19, F 7o, ARRIER O AL & FHER OB A A B
IHR ORI oTo 19,

HARD TERRBREFIEDOBW R v U —2 20 LR PHRIBHS AT LAOREE] iF
7o, BEO [UA VY ARKDE] &l LT 300 FEGOT o7 — MRETREOF LI
72 114 f (2009 K E T) OFENT Tl FIEREIL, T 64.6%., fFerfdil 14.2%., FIE
A 11.5%, % 8.8% CTh o7, T 5 HIEFAIRIT /2 HAHXHEMRE X, A % Hug b
L7238, TR 21.22, #RIN 23.13 THh o7, F7-. MRIERZLE O BEL fEb 72
WEEIZRB W T, MRERZ DR WHEZ L L2 GAIT, ) BECOMIHERE X
16.08 & HE NGRSO Hiv]z 299,

BN 5 DA OAFEBE TEWVEORENH 5, WD B 142 B (54 FIHREL, 49
BIASHFRL, 33 B ASHTARERAL . 6 125 RBH) D 11.1+8.8 FEDFEBIEL T, 30 FINFE L=,
ZDH5H 4 FlTEFZ T, HERIIFFEROMHEDO 1.7/ETHY, 2055 2 FlITEED 5
O LS TEY ., 5O OBE TITEEDRLIETH 2 300,

(R E)

3. SWERPAET Eii R
s
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« BMERFARET D WD (2% L CiE, tETh King's score 73 11 A L1 EDA . FFRERL A )&
272 %, RYEF RS OAERBIER AT, 144 H 100%. 10 FH 88.5% T, MIENTH
L R%OREFRTHIMELNATND (FF7AT, L~UL B) .

- YUERR King’s score 7% 11 L& /36T H | (RSMEERTUTHTBIR A TR L 2 72234
HEhTnDS (A1, v C),

- WETHR King’s score 23 11 AKfi O F Tk, NRHER TRm L x5 (ZF 7 A 1, LUV B) .
oL, EMITRICE L TUIARATH S,

APERFR AL UCRIE L7 WD OFPHITENZ ERMb, Z0% < BAIFSME L T
Ry TE Ao\ 1112265269 L)y LAMERF AR 2RO WD (ZIINIE 2 7R S 7 VEFT HAFE L, S
DA DO RIMEER XTI BIRIE O FE I > THRHTER ORI DR IER > TV H 720
300 BT WD (ZkF U TSR O3 I 2 TR E S 2 DIZINEEZ £ 5,

King’s College #ift® Dhawan o3 WD BHFIZET D HBAEOM@EIL 2R ET H 72D,
74 D/ WD BBE (D BEIEFF R 27 §i) 2 % 5 BN fENT L7z 210, Z OFER 74 i+
10 Bl B4 Tl (hRfE 3.5 H (0~20 H) ) . &fl& baMEFr2Th -
Too ETL 1B BN Z 2T D 2 LT Lz, 2PN R2RCh -7, BT
OFERITE A 8] | HAEHMm (4 6) | i k250~ (2 46) | WSS
fge (1 61) T AR HIET £ TOHEDOFIAEIL 10 A (0~50 H) Td - 7=, Dhawan
HIXIZ, Zhoo@BEoMiEE Y e INR, AST, 747 X v AlEREE W= T
BYHA2T Y 7 AT A(LETH King's score ; 2 7) ZBA% L. 20 s 11 880 BT,
BEOET G L VTP OV ENE 2 BE 93%, FFRE 98% C Tl T&/z, £ZTIDA
ATV TVAT LORYEME 14 FIORO/NEBE EZ O TRIFRIICHEGT L7z & 25,
11 REAEZRLTZ4ABID 5 S 3PN A LI L U, 11 SR & 7~ L 7226103 NEHTRIE
THE L, ZORXar7 V7 A7 5O HAMHEIZEOZRBATHRIES N TR Y 21D,
MELD (Model for End-Stage Liver Disease) A 27 Z#HW=TFHIL W EN TS ERE
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