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E MR ASE  (Primary biliary cirrhosis LR PBC & B%) 1Xh4EL TR
T HHRERHOWEM E W EBTH D, ThilEbD TUFENLBEREYETHL0T,
BRI FIE L FORDOBIE, B L > X VEFBRER HEACKEARNERENERT
HY, ThOERGEOEEY L TREMEBENE L0 ERE40~80 # OrhEKEE OBIEH
KTH T, REXREFCHET 54% & LT Rubin 5o Chronic non-Suppurative
destructive cholangitis (LAF CNSDC &BE) 25 HOALBHWOLRTW3, TE, Th
BOBRIEREZHR Lic e b #57, MRLERERE, AEFNRERRE FoREd
BFENFT R E0 5 PBC IR GET5 &V ) BEREFERERHEFEE (Asymptomatic
PBC) o#&EN e Ihb X Hicieh, TORBOMIIEE ShHRESTH D, KAMOIE
Pl b, REFIRE, REENS I OREERFENREORKE, BERER
FRHETEAIE S L CRERESRMEY I A%, ML T, AHED EHD THRIAE
L DEELI, T, BEIHEES S B LARAL Tvinw o TiEREME PBC
7% TOERT I HREOEBIRESLHRA R o E v McBERE L TP 2 &nt
HRLDBEELEALE LT, BETOXBMBERE LN I8 bREZTTHR,

ek, AROERIAANRESFEMES WEMS6F10A31H) kW THE LT,

[I] @FLslc

JRFEAERRITHERFIEZE (PBC) DOA4FRIL 19504, Ahrens LD 2ERRII S DRIBS h

* BN AFER AR R
AR
R TP L




b DT, EORHNILL O, PELHCHFRL, BxOREFHRELE LR
1870 FEIE & BEWOREY N~ THBEEN L ERT 2 TFERAROEEDO—2LEL LA T
Wh, L2BIk, ZhboEEERE RS VEEREYE PBC 0fF7E28 Sherlock?, Fox®
HIZX - THEINBE Lo Tonh, ThICBET2MARF LI BRI ho2H 5
5678910, S6, E£HLIARMNELAERD X EFE L COREL, B XBRAC
TEWLREBIREY A &, MREFEORE, REFIRE, RRURFERER:E
DR X H Fiid PBC &E 2 bh 5 —EFAXRRL O THEEHREL bR T, HF
DXHRIE B % I 2 BatT %,

L] =  fl

B 63F, i
X5 RFERIERS X OFERD,
BEAEPE :

BT X& ol okmiE, FEE, SBESEIRZRERL TV, ¥,

EHN DM IR,
P33k

BEANEF AR Z L oRMNIBETNEL DKL,
Bl

SRR CH D, IBFI6E3 B LG L W BEORBRRIEN DS X5 1Klhh, ALl
Q AR S £ QB U B & 5 R U THRAYh2 BT & 5 I LT e, Bia
HbhABHME KK OEROBBRRESE L Tic, BRG6FE4BIAD, BF 17§
M S kg (RERDCKMA Ve, L, 1R B0, TfER &3, T,
AR RO BB PERR I EOER B ED T 7oL, FBFIS64E 4 H15H, EMAKFEERESIE
TR R ZZ L, FTEERERBEORY LB XBRER KT 5 BEER OB R EMR
7 1 HIRFISELE 4 123 B ICHSEARS & 75 - 7o |
ABERFBLE *

BB, FR152em, {KEATkg, IfifE 114~60mmHg, {k{& 36.5°C, Wkins4/H T,
EEIREBIIEV, BEREECEELZZ DTV ABBEREIPLSEMIRTH - e, BEEIE
HCRE U PELRS 7 e ROEEFLBDTARUE LA DI, REWRY) v @i
FARIGHEE LA Bhic, OEHESSEHERICCEE LA Th 5, WHEFHFR T
BOEM, FREEH TRELRED LV, BRENK 10 L AEEPR S T—HiE
ENIET, DR, BHEE, REVECTERORWIFELZMR D, BIIEEEETH» 5, &
B, BERKCEEBIIROKER SRS TMEMEST DR TS o, TRRILFEEL,
RN S REFTRIXEED Shish - i,
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ABiH:, MR Tl veEY /—Fv, €YY
v, B, BAFROTHECHRRTNEMREILRDL
highotz, RETIRPELATEMLIIGLOTH K1 JEEEAIRTR
olc, MILMEXTTHEL T b 45/87 TH 5, KAHIM
BETIE~% 7 = v 11 5g/dl, FHimEk363x 104, HIMER 2,200, IN/ME7. 34X 104, ~=
b2 Yy 3455 CTE AMRBICS D, HMBAOBEIIER TH -z, MEBRERRAT
VRS 30", WREIRERT 930", A 7V / — ¥ v 195mg/dl, PTI1.4", APTTS50",
BYRTA MO0 TH o1, MKILFRERMIRLC LD LT L, GOT105, GPT

F1  MECFARERR

GOT 105KA Cu 98.6pg/dl az 5.6
GPT 67KA Ceruloplasmin 32pg/dl B 7.8
T. Bili, 1.8mg/d! 7 36.6
D. Bili, 1.1mg/d! BUN 10mg/dl ZTT 19.1
Al-p 269IU Creatinin 0.7mg/d! TTT 18.8
7-GTP 349mlIU/I Uric Acid 3.9mg/d! Amylase 201SU
LDH 205mlIU/I Na 141mEq/I P 45,3%
Chole, 174mg/dl K 3.7mEq/! S 50.7%
TG 55mg/d! Cl 110mEq/! M 4.0%
Ch-E 0.5ApH TP 7.7g/dl ACCR 2.2
Alb 48.1%
Fe 160pg/dl ar—gl 1.9 ICG (R15) 18.8%

67, ¥y L€V 1 8mg/dl, Al-P269IU, y~-GTP349mIU, LDH205mIU, ZTT19.1 TT
T18.8, MEEMT 7g/dl, BEBHEH/EOS BT 7y 7Y v 36.6%, ICG (R15) 18.8%, 7t
EOBMBERRLTNS, ¥k, ME7 37 —EELNL, 201SU G, 2071 7 ¥4
AL P:S=45:50CH %, 2FK, PBC O#BEFIELTIRTO—D2& LTHD

2 MM #F K %

CRP + | Wbk - M 235mg/d!
RA - # DNA ¥ifk — | M4 28. 1CH50U/mi
RAHA 4 x W bav vy 7HE YA mf FFA b —
7 —=AATAM (H) -— 80X (H <A rsa ) —nF A b -
HERG R R AETRC - HBs $if =

75 AR E + REEIw 7Y v HBs itk -

TPHA - IgG 1,860mg/d! a-FP 6ng/ml
LE 2 ¢ — A 383mgy/d! CEA 4ng/ml




R#M2ZE 2 bh B0 1219, KEGOMmER 98. 6pg/dl, tre 75 23 v 32pg/dl T
EFEZLDLT 2, R2IMELHIREBRMTH 5, REFMRETH bav vy
7 Hifk (AMA E0g) 280X L hEEORMS Lo L, Hi DNA Hifk, sk, HFE
WIS LB TH >, 27 = 7Y v T IgG 1860mg/dl, IgA 383mg/d!

IgM 235mg/dl THbH, ABERTIL IgM,IgA & { ERETH 525, Lk, #iL T 5,
M5 fifAMm 28.1 CHS0U/mi. BEETL, f@E#E4HE dC) 11 1 8ug/ml L IEFIRIC
Botce FFHEY A LA L DRI O TILARESIDSE, HBsAg, HBsAB & 3 icfat:T
Botcl, A7 vV —LF A, ¥M 0 FFRMNELRETH o7, MIEHERRIGIT
W7 AWEDRGHET, MIOTH 2, NOWKEREIRICHRDZTEL, Ty Ty &

x3  AWHRE

50g OGTT
i 304 607y 904y 1204y 1804y
1fE (mg/dl) 84 153 172 150 104 81
IRI (¢U/ml) 0.02 42.02 61.81 71.41 49.91 14.84
AIRI/ABS=0. 61
T; 0.93ng/ml Ty 7.25pg/dl

LIEFEECH D, AOHEL LD R TWHECREEED 5 IR RIRAOFERILL 5> F
W EE 2D, 50g PEARRERTIZ60/EAY 172mg/dl & 75 - T 54, AIRI/ABS=0. 61
Eitot, ¥R, AERIVE XBRE TN 2 D@IFT X 51T, AEMOBIREL
DLV 2 D), OCHh D X 5 I BEBIICEWLHIRE,N A bh, RSN,
RETPILBIROBIR LR L TCiel, 7o, BT, BIEDR, WP, +i5BERE
BT NEFRIIE D ish o 7,
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M2 fE-Hvy sy v BRERR
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PRI E IE%
81%
80%
%FVC
RAMNE FOR MR
55% 70%83%
FEVI.0%
it vC ‘ 1,900 (ml)
T N pred VC | 2,350 (ml)
R il %VC (>80) 81 (%)
— EEVL.0 1,580 (ml)
GHMENER  FVC 1,900 (mi)
— R FEV1.0%(>70) | 83 (%)
s NG % FVC (>80) 81 (%)
BT R :
292 FEV200~1200 (>150) | 196 (¢/min)

X3 JeiBy v by Bk X ORI A BT

Jgd XA aAE A R 3123 & 5 il Ui B o 1458 2% B 32> O Tl B RERTL % JifT
Uiz, ZOFER, MG 1900ms, 2% JjtkfiiGi 81%. 1#383% Th % r-dIfiBkigic
WRUEBEEEOGHELZTEFR EHE L, H4XFY v 577 ATHoD, NFOAFELHE
HPUTEYEEDOEANELD L, FAPMEII8X 9emi kK& <, RI Dk L OVEff
ANDEDRABZMDB A b D, 7ok, FFACRERFIKIA G,0,L) 2k L A4

il m X FHRER % m X

B4 FrvFrs7a

(#)

bhiedotc, K5 ILMITHEREEKE (ERCP) T, IBERS IO EEL D X AR
N TS AEDORT R %R0, Vater AFMLIMTH»7c, 2 EFI, MIRETTAERES
M5 ECTEEBR, ERERESRE N GEIROMESE 2B oitot, R6ADLIE
<, FFRZFEMHEL TR Y FROBIRIFEZCHFRL 214 VRETEZLDLTV 5, FEE
EPFT D L5 AT RIEA bRieh - e,

1 B IRE R O B IR CIFA O PIIRIZMC, Bic Lo & 512 Umbilical Vein
% Coronal Vein ~oififiini2 X < B Hh 2 PRl H IR~ OMFITIE - & h 2, Rl



Short

W ot

#iR1E

X6 FEIRWERBIIREY

IREPER I ic\ R ST 22 & E2bh b, BBRERY O8Ik T3 Short
Gastric Vein O#ifinin b, Th2EIREBEZHRL T\, O X5 KmEEF vy~
TH D EMHZE 77 AFIRETLEDBR L HB S h 5,

JRIESIRERT RIXER 1R & 5 CEREIIEABE L R, IMEFETHRMEAEL T
W5, MEDHARCREIEREDILLEHTH S, v vF 77 20FR & AT O
FEIEMLUAEIERL T 5, BEIHEL LML T2, PUIREERLTED
RETFHETH 5. BAKDKHBIZA DIieh o7, BRSNS BE CIEMEFELIE: T2
HETRTH 5,

DERHNRI X B ORBEVIBRER X L, RCPIRERNE % 6t 2 it -7,

Firhy, BERIHM LT VREBCS ) FIRETTEC X 51 A AEROFEEC L 5
DL Bbhic, BT IRRET LCBIRCEECED bhic, BEERCRENRY
HEDIEM T, L, DMMEEREZ BELTHY, BITFEIETLDH3em iz Lo
EIAHETRIHEL T, FIREXSREZE T 320mmH,0 & EFLTW25, oW
EIEAETHETD > oy LOTHRTH 5, SBHYIBRER OFRBAERKSENIT R, &
H21A5 X5, MIRKOMMEMEILK & MRZET X ) FFNEBSCETORAL R D
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HH A4
HE 200 x

BFHS5
HE 400 x

HEH6
HE 200 x
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NBPVPERFEE TRESTHEL L L COMABIIR TR, WolT 5, s L
25FULDLWELE LT, MRS RT 2/ NERBEOEE L ROBY BT b 5,

IhOEED FEMRORINITIEE D, Vv <8, HEMARELEORET X 5—if
MR RE DBERE LB, BBV IXERELb oA bh (BE3), HFEYA T BT
% EMIRRBEE O, HHVITBEWIFEY &7 5 B Lo AR MIaR M
bo e EOBEEFILERL T 5%, (BE3ILDLANEFETS), T, BiciEkkmia
BRECHETY v ERBREEL R Lo 50 (BES5), HARKMAED bR
2LZAHLBHH(EHEE), chbBOFTRAD Scheuer®n g T #§, Rubin'® 20 CNSDC
CEKTHEEL D,

REBMORE X REI N DHEET PBC a5 & 3mbh T 5301, 184
FOfRIRgs, BIfiYV » <<, SLE, PSS, SJOGREN jfifsff (Sicca syndrom), BRAE 7
YR = AR ERD B O, KEATLE T —7 e 7Y VILE, AMA B, RA BBis
hEH, HEMCL ORAORBEESLHRECZ L&, SLRBERRELYRULC
L HHDOTHEE, HER~BEXEREL, # 413 Rose-Bengal Test, Schimer Test
DRERTH T, ThbOEE, DEBEEAGEK (KCS g L2 5RTH 5,
SJOGREN JEEEED XEFRRD 55, & 5—o0

BERLOL LTHEEERE XS L) 2535, #4 BRHOBRE
HAFHC KT BEBIREY (F T TR0 Al B
AR L BEIRIC Sialectasia OFTR2YH Y, > | Rose Bengal +H +H

w5 Apple tree appearance & & XS LZMT | Schirmer ;‘XXJ 5mm | 12mm
Lz, 7ok, ABHEORBEBRFNBEEIBHI

ﬁ@ﬁo)%ﬁi‘f@ 5o \:%’LB@ fat tﬁlbﬂiﬁﬁJﬁiPBC % 5 %%ﬁﬁ‘éfﬁﬁ
. SJOGREN A A0 Lzb D& £2 5, & PSP 521 : 154 38%
NHOREREREROEICEIH L C, Bi#Er L 307> 23%
AN 0,
bXfo kA, PSP Ry v7F=2v T IVA 6077 16%

1204 14%
DIEHTHBDI f2u LT, Fishberg B 2 b Total 919
T 3EE LECEZ LD LTED, 2hixSIOG- s uv75=v2975 v :82.6ml/4
REN fERBEOHTHIIDT 5 2 k28 ik poThp Fishberg w7 » 1
. . e - o 1 520mmOsm/kg
0, FAERERFESZRERMARMEET v P - 2 492mmOsm/kg
A (RTA &Bg) DOFEEB LRV EHOT, Mo 3 421mmOsm/kg
BRERYE (BKIME) OFELEIRI» A5

£ % HCO; mEFERE Lz, K6 BBIRMLY ASWETH 2 03REMEERL Toly,

*6  BlRMLA ASHT

pH 7.41 HCO,4 22,2 SBE —1,9mmol/!
PCO; 35.9mmHg | TCO; 23.2 SAT 96.2%

PO, 92.9mmHg | BE —1.8mmol/! SBC 22.8mol/l
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i 4 A%k

! !
‘ 300-~600mg/day
A # D-F’enicillaminej
amERs + + + + + + # # + + =&
% B TR + +  + o+ o+ o+ HoH o+ + F
RPAYPHRIE 80X 80X 320t 320X ¢
1gG 1,860 mg/dl 2,980 2,880 2,230
A 383 574 532 660
M 235 407 387 464
Cu 98.6 g/l 105 112
e (20757 87 320 415 36.0
$ Cu 384 56.0 36.0
V] mg/dl
400 ' 44
{ + w4 % 3 Al-p
1]
1
200 24 -
& N - Xe K -x// st o X =X -~ IS ey y-GTP
o 4@ 1 - "
L= ks T.Bili.
T
e 100 W—M
o
©vo 50+ W
w 0
T T T T T T
1981 % Apr. May June July Aug. Sept. Oct.

®7 K &8

ok, BAMRBIIB /> Tt 2 RTA BRBEETE A EE2 5,

P bD7e X 5 e A pAE » D ARTE G & MfElEt: PBC L2287 L, BEFS6FE 7 H 7 Hic
BE LRSI 2RBEL S ed 2L e Lic, ik, BEFEORL L MELE®
#HPTEIT, -GTP 231, Al-P320, ZTT21.0, TTT15.6, GOT41, GPT94, T.Bill.5(i&
BR0.9), r-7w 7 V32 THD, RHMHEETIL, HMIRI600, f/MR10.4x 104, 7K
MmFER322x 104, Hb 10.1, ffk43/1027% & THh %,

FERERZ K 7i1C L Lz, HIERKOZE { D-Penicillamine % 300mg/H X b Btk
L, 1#8ZLw 100mg SOME L7es bfERE600me/H & U TRAZBIZE L2, 17
BEOERYE, ZREREORESCTRERBR LD FIELL, tk, ZhiidbeT
MiEsR, v 77 A v RBEURRBOFELBZ LN, hies AR5 g
DT D-Penicillamine OB HEIIRETH D, hi o TRBE Y EEL OECH
7o B EFREOBIE L GEFR, MIRILFRIEEAL TP &L,

FEFIS6E 9 AR X D BIBREAr = v HERAL W52, ThLBEIER®E 5 AHET,
10 RICIL B HARPR L O OWEALIHER O b trin S R R IE L T B, RFNTK
FIRBLER DfeE, FFAMAB COMEMRBIBRC I D) v v B AEREE T
DTEHERT 5O TH 5 HMEMIFNIAT 5 DB TSR LIIF LA W X 5 Th B,



B IRE OB E P BI 3 hu e SR R R S i I P B A D — 13
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PBC R Tt~ O FEFRREOBRENFREINR TR D, #HikiE Mlakk
I, SEGHEEE X D BRARIMZ ST B, BRI HEH S 72 AhrensD
DOWBLAZ L THALICHFR T 2BERPORRILFEB T, BIRRE & BT
OB L L, HE, HEEER, HEX RERXERE BFERLE SR
ISP R & B3 % 2N BB, BEKC X 2RBEE LT, Bx0BRBIERL TFERERR
DLD] EvvbhTwhb,

Vol 5, FORFEMEET Mac Mahon!™ dys3 Pericholangiolitic biliary Cirrhosis
=L, 0%, Rubin® L2AZ0EEE 5T 5 & EEE40~80p O/ NEHIEE
72\ L Septal bile duct 1wk % & Lic, FOFIPRE ORBATLEG & U CIRE I iR
OEVERFMRIEE, FRAREANOREMBORA, HHIZD LI RBEFEDOEDLD
NEREBE LY v A ROBHEY &b, LECRAFEEREARLENHY, &
B DRE# % Chronic non-Suppurative destructive cholangitis (C.N.S.D. C) &1,
K EEELFIA L LT 5,

FRREORBLIVEREE LT, CSEH P2y F U 7 BB s FE I X
BT Emb, ZOPHOBHNERIEBRAINDLIS,

IhboZ &b PBC ORBMSIERE HES SEENVREEORKELLCE
2 bR TER, Li LR, BRRMCIFEESEERER RS b, R
IV EY T HEBEY LD, FHEERFENC CNSDC O RE %4 &b 2 EFINHRE
EHES20, KIFTCTHLHTHY I LDV L 2 0HENSH B0, L, L%
TR H 2 S FIURETTAERE % ERER & LIFBEZEGROKRIZED bh s RlicEio PBC
EEZDNDLOPFLELMLED | FORHEL & PIREITE & O3 L L ETB%
137z PBC o#jffic Presinusoidal Level i & % block ic X b FARETTHEAPIIRIR D 4%
FEEHHRETEI > T HBEDOH B L%, ARCBTHEE D OEFL & THEKKRS
<EBLbh, BEEEEFREBRHSFEZEE (Asymptomatic or presymtomatic primary
biliary cirrhosis) 2 5 PBC ~o#tgic THITEORE ] #EET s bhd,
FREFHIE L AR RO O & & LI T o RSN EE L - T
%,

AR R\ TES DILEEEYE PBC OffEico\WC, EFEME PBC LH# Lo, %
HDDIEGIORET % SO0 bETF ORI E LI,

FERBWC DV T AR B &, KREEDRIEES S X OBk Christensen? &0 236f 0%
WEFIASSE T2LAL L, AFOITORHHALD D, 40FRUEL %< 0% 1L
WD TH D, T OEFBIIOF ~T0F 1T X ATHE b KEFNL63F TH 54 PBC D3ghi
PMERTH 5 DR & RE T 5 OO0 L, Te i #iERNE PBC (MEBEHO L ©
LD SFREFEFIRCE L HIREDL H B, BEIZHMERER & FHEO MBI RE
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REVbN TR ICEREBIEY H % D EREYE PBC TRIhBEXR LR TE D RE
PITLFEETH o7, Fio, PBC BB/ APNOHT—/ 2 70 VIIE, I b2V F

VT YUEBR R SRS O RE A E X SR HIRBICH D HORERBY RET 5 A 0HE
BB EPMORT %, &Y DIMEERME IEREC SV TEHEDOHEEYL L b
fek &5, &<IT Sicca Complex (SJOGREN JEREE) R L A0 5 EALE
X5 THB, AEFITEH KCS GfptkAafiiEse), XS (NEmBE *E#MET5 h
LOEHERMA TR Y, REDLERERED > HO—ME LT hEmET 5HE
WUFTRS SRR ER L T TO5_EHB LD B5 EE L5,

O FEMRFETUELEIR 2 WIFIEIR & 35 L OFICH bh s & EAERC X {—FKL
TWBEZATHD, HFEEBDE > BRon-BINCPIRENELY 72 L, Thic
PS5 _EIMLE T X B FAEGIS 2L 222D jn o\ T ORI R ARSI OFT R A %
T FEABRAMIRETTHEOFLET 2 IEGICERE A b h B BRI 5 5 2%, FFOBHMEL
EFIRETTEC DV TR L SBT3, Fiio PBC kit 2 MIREITTAFIRE D
HKIEWC X % Presinusoidal block 23 % DFER T 7o EHEERH L T B, KIEGNTREE
xRS D Z LR TERVCAEEBMCER L MERELY R LD, ZRVERBIREY
TIBBIREN O % D X & & D5 1 AEBIR~ DA T { REBIREIZR X
DU ORIIC AL T2 b O LHEREL T2,

REHEBFITTRIRNERYEE SIS L0THY, FOERIFEN Segmental 1z
H£ U5 &R, Septal bile duct WERPRE R A5 Z EAHKD 10D, FPESEOLD
L ABRRBRATBRERC I A Z ERDEEF LW ETHD, Presymptomatic 5\
13 Asymptomatic PBC &\ 5FE X i3 OB RS & REFNEREYERL,
BRGE R X5 RCCL2Ei% FLEBSE WS 2 TREREREY 32, Sch-
euerDFFHS I PBC Off % ¥ CHET S ARV EARFNCE 11 b4z T
bbb o THAHH, 1k Rubin® o CNSDC WML T\3, MED® sofLic
I AUTESEFY: PBC 091% 7V 1 Bl AR LiERE: PBC T334 hic B L T iz
C&, b, CNSDC ofEH(H), ), O THRENT % & EiEEE: PBC Tixdn
27%, (HNT3%TH B DI L, JEEN PBC TIXM2367%, (H)1333%ThoH T Lhb
#EfEfEM: PBC i CNSDC OBEERMIC  BRTHWZ LR DONTW 5, Rk
DOBERDOWTYH, OkAicd ORERERMES2, EREIIIBL E V-7 DTED
EZIHEBETH oo AEFTHMIRROMBMEBE & X/ NEBECED ORI ARD
N AVPNEREOFT RN IFEE OB R Z LWL, NERBE 0L & RO
WLk, Vv o IERREEES S AT Scheuer D5 1, CNSDC iw—#4+5 L& %2 5,
EBw, ZOARIERIFOERYA ZFEMCENT S &, ChboEE CNSDC ©
Biledishbb ) v o8, 77 2A<fROBEROFCHERT 20, HD5WIE TR E
> TR & AIRAREO R T2 T %, Zh SIEERBORENRE PCB ©
&% Scheuer DE TR EDL LV O FHETHERETHINIEE LI L THD, 2Fh P
BC 132 LIFEA TR T 5 ¥ TIHEMEL M6 LTk, Schever © 1IXAHFH
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B & BB RS R B B DAL DTN L D &V 5 DTH - C, IREFM LRI XL —
O DR BN KRN - TEIF L T\ % S MRS DD X4, TFIEREE BT
ERGy, R (BRIS) DOFMHDO=2D5bDOWShHIOBR VAR EICL T Seg-
mental IWHETHZ 0B 5B E Vbbb, Lt > TRRCIIFA—ORE BRI
XoTHEL, BREOERBNR - T3 EE L RTHTIEERERICE bbh T8 5 LR
OHBFCREAEE LA B ER2 DD, KHLD XHEHFEH L Biohs PBC (Scheuer
O T E MM 35) OHERYF ZBREL=2>0 x4 YOREREZXFI L1, Ticbh
LEEOMREEOF CRERENA LN S L O, =& BBEEEGARCITFE b

DRV EL BB L0, =FBRBGERIMELEY 25 BENERYER THRT 256
ThbH, Zhic ks il PBC (Scheuer® o T, Rubin!® o CNSDC tRFEXh 5
Type A) iz o—%FB (WRKGE) LZHFB QFEED 2 -8 —BOFETHS
Ewvbhd, EE, NEFAOHFEBEAY IKATHTLEZFBOBRMELBLTLELE
5o bH0, HHVIL Scheuer DIITH HMIBERE: % 5 2238 5 X 5 70y
LHoiETHETHMORG], A5 VEITHEZH 0 e LeXE] (THE M) iR
THBOEXNBREA LR EAETTRS, & LAKEGDIIIAE K EHMELOETICE S
ERVWIESBEEARBLTVWAZ LCHKRY L - T 5,

RIEEOP R T EEREYE PBC THEEREZ A LD T4 DREFHRELE
THDT, TORRNE BRI EG) DARREORZKOWESELYRRT S50 T
HbHe PL3I b v FY 7HA (AMA) IZEME2N S, sherlock 510 96%, HiHY
D83Y LTt T\ b, FARETHMNTS IgM OEE L IHEBIL /v &\ 58, KIEF
Tz IgM PR InERCH D, 9 H463, 10H 467mg/dl rirh ABERF L b 200mg/dl
LML T %528, AMA HIIABREER I DS VL0D 320X 2031 T\ 5, BEK
IBEER G EBbh s, fEEE PBC L&ERME PBC whidh T AMA DFER &
FLcboT®, EERNETEIZ OB, FEEMETI10%HEEE R L TH D, Ol
}iEfEY: PBC TIREEBRECHE L CENMEiZ R T01nEL abhicl &b AMA
73 PBC DR L BE T2 2 EARRIh 5,

RIECIER I HOPUE T2, Jukbilk, dUFREHE LR RIREUA: E23
HERBZ ERDB, KEFITE IR OThote, BEZr 7YYy () R dic
IgM [EoMmEHINTE Y, Fez?® 4@ s e 7 ) vEOREIX IgG 19%, IgA
E25%, TeMESIZwH b5 & L, MEY EEME PBC il iERM I HE L T IgM,
IgG NEL X DEIBEETHDE LT 5B, FEGID IgG 119 Hw2238, 105 132360mg
/Al L EEDFR LT\ D, oI 5, AR oW ThERER 5 UG O 623
WML TxD James?® Stk BEy17 ) VRGERERIZE8YS E\W5 L THD, &K
FEHOY <12 ) v RIGEEEETCImMmX1I0mm THb, 2D L 57 T—V v EBREGED
P EB—Y v A~ HREEOTUERRERTE L L TOAKRBEOHRETHH 5 LTS B,
DOER YA L AFFLEOBIETH S, Popper3d Dy 5 Overlapping Syndrom &4 5
ExDIL DD THBOBHNELLELTHEIATH- T, HBEATRBEFLEY M1
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A BEHIFIEDOHRRCEEFRE O > BIlicZ LY, KIEFDL HBs #i, HBs fifkd b
EETh -,
ALFRERETIE, RECADOHS, MELY YL EVEL8mg/d THDH, RIERKFD
MEE Y A€ VD 2.0mg/d UTDH0R41% 0 TR EEE &L DEIZERT 5,
fEfM: PBC OfEMICIREER L VMBIV L EVED ERL TV D67%, —F, &
fiEfgtE PBC Ti3&flé bEFHMEETR LI EW O HERDBD, chick\wl, MmE7r
MY 7 3 A7y x— CIEHE, ME r—GTP fEEERE ORI b SiEx T 603%
CHBLIY, JFREOHEE L & LI FRERERBOE(E, Thich-THE, KEEE
RENHBITS 0L Bbhs, FEGFITEIME = VAT v —AfEIL 174mg/dl & EHE
THHH, BERERIIV-Shbm, GOT {EaEEks, >hic GPT #rt
BBho DECAECHE E L2 HMAE PBC OARS I OHEBEEFICED L S
vk b vk b ok REREAK 1LC) LoBEI RV TR LB oMERD
%, HFHADMOIE X ML XOMBali%, IC DBf5IC X %/ NERNEE O
Tt EDDEREFOMIICERE LD O L BbR b, MEMAMEZEERME PBC X b iERNE
PBC w@fExmdd 02% <, AP OMBR oA % 27 il Schever D& T
ELILD50% T, PBC OMTIC Uik - THRERITNEEFANET LS X DICH
BRH D Z LB OMR L REBEAG L OMBTH S, IC MERNE PBC THIET
5 E70% %, EEE PBC Dl00%EEELZ LDLTEY, IhAXREOERBTED X
STRBELTWANRHETHES L LT, WEOERET I LT IC REfExrTd
LR, SAOBE LML TV A LA LD, HEOHEH THERADHESR XU REH
FHREE TR L4 PBC 0fRYHIETS 5 2 WHRRBRILE L5, REEFID IC
3 1. 8ug/ml (FME(H 3.0<) TR, MiE#H 98.6pg/dl (70~150) A v 7T R 3
V32T L LREFEETH S, Epstein®® 3 PBC fEfFic D-Penicillamin % #51, JF#
REOHE, MEMBADOHER LOREEAGROBI Y K LDH TS, RS 300mg/H
X DU ®» 600mg/H # CTHEE U7oAS Sicca FERHEB L, BEEROHENL LR S
ERWFASHR LT ¥ AROFRATREL L VEIBRE 12 v L L, D—
<R=v 7 I AERPIKPORA 56. 0pg/dl 5N 7eht BEP RHCT BEFToEI
L ED, rGTP, 7A 70 7 3 277 &% —Eff, GOT, GPT £iIEE %% LDl -
7o THOIBEHBAE D FDOGRITHR L BRI,

V] £ & ®

BHAR, FERIEERELBELVY P YRECTEHIREEZ A LD, BACIDE
FEREPE R SR AR M PR Z0E & 2T L e D TE T OB B B2 Inx TR Lic, ¥51E,
AAEDSEBE M SR RERE T AP REAN L BT B Lic i o T, BEFER S X OB
TORENEECL D) FERRLEELLRLDT, FOREBEELTTHTDER,

ik, AROERIHANELREMES B9 ED, (FBFG6F10A31H) wTHREL
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