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- FLEEAOREEN AL LT, ﬁﬁifismio&&%@ﬁkﬁ&é INHDHEED
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33 IgGAEEEEA+BDRE
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H34 IgGAREREEXR+BCRE
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a: M5 IgG4 & E % KM L T IgG4
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%}g‘(j;é: @%é‘[ﬁ%m&)% b a@gﬁ
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- BB w2 L TIOR T,
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@ papillitis with severe IgG4-positive plasma cell, suspect IgG4-related pancreatico-biliary
diseases
®papillitis without IgG4-positive cells, no evidence of IgG4-related disease

e EA )|
CHLEROEK, UbA, FoEFoRBEBRBBREES O CLERORE K TIEE, BE
RPHEEEOILEIENE, T/, INL2EMRETH A PLETOREEFEEE (adenomyoma-
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"PSC Ui WA EHIBIZALNEY, BEIZPRE N
(B4 152 B, ik 101 #1) o BRKD S OMETIE
B0~40EOBWIZE KR ENDLY, HEOEER

L

1T PSC bi%fr%(?,o mAC) & R R (60 ) D
BdHh,

TWEMEIZBED ¥ — SRR 44.8 8T

Ho7,

B RRELEIE WHIRZ L, FPIMEE o R E YR
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BEELI, FEILLAS b LRET A, 86018
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PSC Tid, JEE P PSCIZHREE THAE L TV 5 A5,
AR IHET R, FHRTIIERDER RV EER
TW3Y, 20l B ESREEERO A G WL S
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PSC ONHEFHZEOREFTICBAHE LT, JHE R Gl
VERRAS 25) D EGEDSIEL U, Feh, o LIEEG 2 & % 52
Db FHNE, BIEEHAELHPSAELEHT 5,
F7:, PSCoEPHESE LTHERENENIZL LMo h
TED, Bk 5 0E|METIE5~36%TH Y, HEI
FEN D Do HARDILERE O GHER X, 2003 £ &
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B MBI o LICHEL T
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1t BB Vididoklo BT
(E4C, D¥?, FIcBETIEHL
(£ 5 —7 24 AFHERNFERA
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BE, SHIITBERENMIMEYELBRT S, 20
e, WhWBEWESEEEE Y L2 BEREOEHS
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L L, BEoBkconaytrhATIHPSC-

ATH *—3\— 3 v 7HEER, PBCURZEMMIHERF
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BN IFFERPER TS 5o

_48_



5 BEERS 1409

5 ESIHE( LIRS (PSO) O

K2 )?%Eﬁ{t’f&*ﬁﬂ k(PSC)t%SUE%?‘%F

REEEIOPIREC S EFomm

PRI DGR RO MR Z L E S HRETHD, 18
MBS oW EEMS, FReHBELHEH 5N
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BITDBEINIENA F EBbNnD, L L, 2BITE
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S OHFEDIRE (side branch arising from nar-
rowed portion of the main pancreatic duct) PIEEE
PO D RSP (skip lesions) &, BEMAE
OEFNERTH 5.

sl &R

AT UA FRERTH L, WEBEEIELINTY
v, BIRTE, AIPOTA K540 KT
F=>'u > 05~06 mg/kg/ B QWA EHHLE K
N5, PEHEECTOAT A FENFIIZH 2 RET
RETH5H. HEEFECERBOAGHTHHEITIL
BERFLF—JICL2BECMEI Y Pa—VETo
TBICATUL FREE T 52 L HRINDG. &
CIXEHREMREICAT 0L FEERLCE 2R D3 525
FILBERT 2EMTIR5~10 me/ A& KERRL T
B2 EeHNLvn. ATul FOREHECETsa &
YHRZRVA, 3EROMWEN 1 ODEREEZ S
NTw5b. A704 FREICE DERRBOEET 56
DLW, BTS20, THHBA VT4 —
LARIVEV OB LICHELTLILEND .
BERASCIRE R Al EOBBEERE L OB ED
DTEETHY, A704 FREICL 2R RBEN
EUZHIIREIT HRE TRV, BREELZTETER
W X IEEE L BB EERTRETH A.

(FFI—, WH—%)

1) Okazaki, K. et al. : Autoimmune-related pancreatitis
is associated with autoantibodies and a Thl/Thé—
type cellular immune response. Gastroenterology,
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2) Asada, M. et al. : Identification of a novel autoantibody
against pancreatic secretory trypsin inhibitor in
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[FSETERE T AT,
JRSETERE(LIERRE %

BT S o BORKRWIFRB TH D REFIEETEFEZ (PBC), REHEEFELEBRENR
(PSC) DEFICEELTIE, LWERBHSNTULEWL. ULHLENLS, PBCIERERRIRESR. UD
TF, Yx—JUVERE, PSCEBBEXBREEOEHDFDSN, BHOREOEKFDHER
TNTVD. EERBEEDICIHERENERETSH DD, HENASHEEEIREINSDPSC &/
RFEHED GRS NS PBC ETIHREHRED, TNETNEEOEERIDNMERSINTVD. &
BWTIFPBC, PSCICDWTRM, REESHREICOVTERTS.

@ BEHE i
FEIER
)
lﬁﬁ%ﬁ
‘ gl

o

4_.—..—.___—-—.
iR

TEALU/
fHRaEEDF

PR ERZHER

©EFMEHEEEIC BT DIEHIE LIRS IE IR ER DEF

(N ARERBE—NRBRESFTIES I — 7 TRIERELEDR—LR—ILDREL THEH)

QU /ED, BREZOREER T T, OEHISHEELTLS

QBEREEDREZFBE LRMIED, 7TV PHEEENTFERBRL, OTEELTELVV/IEREEDSRD

QBEARGEDREES L ERNELT B IFN-a L, HRAREHL S OEEBO™EICL>TNK (FFa3IbF5—) #l
[EEEbSh, BELRMRESEETS

@DEESNCBEELRRBE7RN—YZEH->T, BEHRE (SLIYRUTPHE) 2RETS

OHERREENMERT ZEHEHEICKRGL T, HERGEBMEASFELESNIE ROV RYFPHENHIRYT S, £TH
BASEME(LZh, BORMEBERIGETMEN,ERTS

CHEHERSETMEY, EESENTHREASFES L, BHERUBEREEREX B3

IRk itlic)

FRERIR T - 8 EFEMIETMRE, FEREFELEEER
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[FS T EFEE L

FREMERTEFEZE (primary biliary cir-
rhosis, BIFPBC) & RE - WREICE S REF
BEFEDBE SN D BIEETHEDORT S > BHETER

Thd. TEEXEICEFRL, RERERTORT
BZEDEN. EHIGHRE, HRIDIERH
WEBZENEL, FIIRETTEERD SEEICHIR
T5.

FRERE, fEEM (symptomatic) PBC (sPBC)
CEREEE (asymptomatic) PBC (aPBC) 2%
BEhs EEERER BEH RESHIE K
FFERELR EFFEEICE D BMEEREZE T 55
&iE, sPBCELR. ThoDERER SBEEIE
aPBC £ &0, WEROF EH~+HFLEFBT
BHEHHD. sPBCOOIB2 mg/dL Ll EDFEEY
WEVMEEETEHD%ES2PBC & KT, Fhk
masIPBC & KA.

BE

s

1) fisE

FEEFIEORET LA TH 5%, BHEHMAED
12TH5HHI bay FUTHAE (AMA) SRR
POGERICHBEILL, T2, Y- LY (Sjbgren)
SEBEE, BHEFIRRA LR o H O REER B BER
EEFLR TV 00, WEERICIT B CRESEY
WREIEZONTWS, MRENICD, o MR,
R REREREICIIRERNRT OB S 2 RET 5
9 hBEOREMRR) v ROBREEA LN, B
B LB I S BRI E S A NS,

= b3V RUZHE (AMA)
= b3Y RUPHE (AMA © antimitochondrial
antibodies) F= OV RUPREICBESDHDT,
~MIODYHBDSE, M2HBITIFENICRET S,
?73?35 M2 DEDSTR C S, M2 DBEDEE

242 WREROREEEISLD RE-

S, EIVEVEEBKEREER (pyruvate dehy
nase complex : PDC)-E2 DVR—2> K~ (PD
THD, ESBICAFYV IS IVEBEKERS O
E2), DFHEHPI /EBRKRERE2O VR~
(BCOADC-E2) BEEM2IEDMBIR T
FOY RUTPHHEPBCEBELCBNTERIC
21, REEDEEDPEEERGETRREH

...............................................................................

2) BEEF (Fs)
IR, BRI TARERTH Y
SERIEE R AERIC I HLA 2 9 % [ HE0s3
L, SbICHLA 7 72 1HRORF %S
bk, 51, MMEBEETORIENH LD
312, AMA OFLPDC-E2 PifkHSER p%k?'%/\?ﬁv
RIS LR MR RS 5. BLED X 2 A
BRISE BRI DIRSRD NI L LY, |
RS 2 SR R B AR e B % 4 T
LEESRTWS (BBRIEHZRT) 2.
$70, BEHEREN— AR O RS
DRIECHET B EVIHEL BB, Thabb,
BEOFELNPBCIZEAZ LIZENTIEH A
—BERN (ifigk, F) COREFBDLNLT
Y, BEHWRTFOBEEIEZ NG, —F, B
LT, NZFIT, A NVABEE, YU,
287 70 Y AQBEIEE SR, ¥ LS
DALRER S D1 E E B LRSS LOBYE b
NTV B, WHREREEEEDE 2 ARHTHS,

ERPRAEIR

BE, BE, EREPBC O TR SND.
ENEL, BEERERLZEDS V., HIHLR
LNBIERE L CEERERSD 5. BRERIHE
BRI OBHICAROONE 2 0d 5. EADER
LT, MEFEHBRLWEMEA A4 ol
NTn2A, HorREFIVWELELHTHS. %@
11, BHRMLEELC XV BRBRE BRI B IED A S LB, i
, BBEMEYS I YORIESITNZ, ?Lifﬁ¢

o

TLIFE—FBASAPLLTF YR
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@X1 PBCORE

RO B DL S\ 720, BHERE DA B
B, EATEICIEIFRS - AR OMERERE L
Bom, AEERE, MRESSRCRIER, IR - B,
TR B IS,

El i - CREmin

SRRV, IEEMERRDT, MIEIEERESE (ALP,
v -GTP) ®LAZED, AMA D 90 % DIERITH
HThB. F, QMO ERERD 2 Z LNV,

SRR R

TR CIE, FFP/NEIREE (NERIEE v LREEE
FEE) (B EIELIRERSEEIEE % (chronic non-
suppurative destructive cholangitis, ELIF CNSDC)
R0 5. WHOBTITHWBENE, BEbzEL,
JHERRENEERL, ThIFMSAZE) Z
bbb,

ma, &8 =

PBCIITRD 3 0ORAICHET BT LT 5,
ORFETE 2 BRVWHMEEREPBCICE Y
¥5.
OMRETERER : 5, FreolB2EbT, &

Fhp

HEEHIRIE OF A T L PIRETOEER AT T 5.
T2 : MEISHIEL, WRa~tE5. EBERE

P DIEGEIEAOEITENL, 1010 BRERSNS.

T/, PBBMED S 4 7T, Pk v bu X 7 HER
PHER TIRAERTFHRIT LV, FIRELEEETORK
BT (MIREEER) Thal &, 72, HlE
Ptk (Plgp2l08ifR) BIEEFACTIFHRART, #HE
HEATOBKRETF FFREE) Tha I LihhoTna,

(| & BHE

V=7V VREREE, B v T, BERRERE
HEOBHCREMREEZAITHILPH B,

WROWTHHP 1 DL T 5D D% PBC LBHT 5.

OF#FI 2 CNSDC % #50, BEFIRAPBC L LT
FELZWHO

@AMA X BT, MBEFHIEXCNSDCOFTRER
DS, PBCIZFE L7y (compatible) %k
ERTHD

OEZMEOBAII VA, AMADBEET, L
POBREB X UEEPLPBCEELLONL D

HERL-8 FERUEETEEE, FEREER{EERERX 243
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VL LTIZUDCA (YWY FF 5y a—viEg) »
FE—RINEE LCHERASND. UDCA B EIRE
ThHY, MIBEELT B THUKITEE B2 ED
A iyl r B SE, 3512, ko
gL, TR b — Y ARG LIS VRS B
EEZBNTNS,

UDCA 5 TRREAT5RER], B\ MG P& R
ROYWEBNREPATHLEFTIE, XF74 71
PHEHEN S, BEEAHTH L2, FHROEMIE
B b5 AR—%—MDR3 (multidrug resistance
3) RlEMALSE, U VREREE~LE (PSS
LT, FHOMVENERE I LV EBRL CELE
550, DWCIHEEBRETRETIWREND 5.

HORERFRE DA —1N—F v TOEETRIER
HA7u4 FEMEASIS, ETLTHFA2IEES
TREBICIE, FRBMEDHE—DWREL 2 5.

WAIFEE L VI REPHCON TV 720, 3
BEHLZEPFEVD, BEENEPBC ThITIFEE
fEZ% EO#EAT L2 IPRERRRD T, FHRD L.

FFEE{CERE EE

FREEEEREX (primary sclerosing cho-
langitis, LT PSC) IXFFAS DR OifiEiEiE
ZE UDETHEOEERXEREE THS. HEX,
AIDS DFEEREE, EEEMEES (PSCREEL L
UREDARGN) . BBEOFHRIME, HRIEERE
A, TREEERE, EREECEREX, BED
EmERRRE, floxuridine BEIC K2 EEBERRE

CEBICHEDHDIETREFECERERE LTS
B. &/, BERBEERRKICHESIBDEEDT,
18G4 BEE{CERREX BRSNS,

DOHIEOEEHDHEIE 20K E 50 ~608RIZ2

SOE—sBHEN, BEEIKEEBER (nflan,
matory bowel disease : [BD) O&#HHL<, =
BEICIIECREMERL (autoimmune pancrea.
titis : AIP) DABHBL. E BRI MEER
FOBBASE <, BBEAREOEHE 37 %
23,

ik

B BT 4RSS HIRTIERFIRZE (PBC) &y
BT EEREREIC L B L L BTV, B
FHETH%. BDOEHIE L, KHEE OBEIR
ENTWA5.

S AL I PR C 1 CD A T 7%
$, NIEPICIE CD8 Bt THIROBEAS b1, T4
BB,y 6 B0 THIBAFE A ORBICL
REVEENTES. BETHMEIL-2% 54k,
CD45RO #5633 5. PSC OREIE LRI HLA
7921, HLA 25X 1, ICAM-1 (intercellular
adhesion molecule 1) 7 & @ﬁ&tﬁééﬁ}?@%ﬁ%ﬁ
BIED, MMHED X CWEREL A L HOSRE
BETHALELLNT NS,

1) BEERFORES

PSCOBRE LT, BREEERTOBS, FHiCMIkE
MmiE, PERERZ ESUR L VEHINTHE (B
2). FAIREIMIEICE LCid, PSC O EERICEEWRIG
KEEHELTBY, BRITHED PIIR~O R 215
OFWA LY PIIREIIEAFE LT WIREBICH Y,
CNAYEE O E RGP IR OMMEL, S 512
PSCOFEIHET L L DEFEXTHHI Y,

IBD & PSC T, KEFELIEE THE U T A RIENE
CHEMERH B EEZLNRTBY, KB TEELE
BERFREN THRSFRE A L TFRICEAT LD
Z2b55. LPS (UREVF Y I IAF) REDH
BEARM S F/8 % — >~ (pathogen-associated molec-
ular pattern : PAMPs) 12 & 5 Toll B2k B k502
BHLEBFEOBEDZELZONE. LML, IBDER

244 RECRESMIHAD RE - TULF-—RESISAPLALFYN
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FtsZ

< [RENF RN

®H2 PSCHRE

D

PAMPs
TBB5

PR

PSC OFR & U TBEERTFOBEMNMBHE N TED, HICPIRENECEL TE, PSCH
ERICEEERBAESHUTED, BRCHSPFIRANOFRENEREORAKL & D PIRE
MENFEE LT WREBICH D, ThiNSEOEREPPIREBORIEL, S5IKEPSCO
FECBEET & DEXTH S, IBD L PSC TR, KBFLEETELU TWSREGEICEY
ENRBBEEISNTED, XBEEELLBBEISEN TIRMNFIREN U THRICHEA
THEDEZLHD. LPS (lipopolysaccharide : UMRRU v 54 R) 2 & OFEEEKE
EATFINY — (pathogen-associated molecular pattern : PAMPs) £ & % Tolli2A
HREREEEN LEE, TBB5 (B-tublin isotype 5), FtsZ (filamenting
temperature-sensitive mutant Z. #I8R{ES /X0 E) (& D BIHIENESS S p-ANCA
(perinuclear antineutrophil cytoplasmic antibodies) ZN LIcREREOEEHEZS

ha

L WERIR, KBTS PSC 2 38E Y 2 M S
B, BENGERLD 5.

2) REnERR

PSC DE% B IR 5 WA T HiRfud iz, o
avhu—VRBIELTRILTEY, EEREO
FIHM: T M DR A PSC DFIERLHEREICHEE- LT
DU REMEL D 5. RBOBLIEIBD THIHESNTHS
Y, LBOREREREIFIEL T LW REMEND 5.
7z, PSC MRS LJ712iX SCF (stem cell factor) @
RELREBE DY, HERMOEIKCD SCFoZE 2
BB, F7z, SCFOUNY FTHBH kit b
(FE) MFaoERE L EEbE &2, IRERMEEAE
BET L0 LEH SN TS,

PSCoOgMEFVE LT, TNF OBERELEZEE)
Ve LRIl OBMBEER T > 2K -5 — Mdr2

(multidrug resistance 2, & M TIZMDR3) /v 27
v b w R BB STV B, PSCHEBHM ORI
FHETENNDH Y, HOMERERE LI LT
WS N5 HLA-B8 B X UHLA-DR3 %A ¥ 5 T%
EREFIVBVIENS, BENERIRRINT
w5,

BRERTEIR, ELZ, HEMR

WEADET T B LR, HEFROLNS, &1L
ZHRTE, HEREEALP R » -GTP O L& % 5
&L, AST, ALTORE, ZLTEYI VY ryo L
AR HNS. p-ANCA (perinuclear anti-neutro-
phil cytoplasmic antibodies : FuiFHERIIGEHE),
ANA (anti-nuclear antibody : FilEHik), ASMA
(anti-smooth muscle antibody : ¥ FEEHHAR), #T

BHREL-8 ERMETHTTRE, EREEtpEsx 245
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@x1

PSC DEZMTEZE (Mayo Clinic, 2003)

Db 50 5PAOBEICEL FANHLEEESHOREMRERE

@R (IBD DR, B ->BOER) & LPLEIEFT—%
(6 HAMEICHEY AP 2~3ICER) PEE

O RMEBEEREL DA S » L ERORS

PR
AIDS D EERESR

)

BEEOFM, e
HIEERR
SERMEEER
BREE({CHRER
BER) =ik ey

— = ITm +~0 QO 0T

REEEERES (PSCR2Mitks L U AR FIS)

fioxuridine i 1< & 2 RS TEE kT2
. AIPICEES H D, 18G4 BERE{LIEEE R

@x2 PBC&PSCOHER

SEEE REEDLME 20L& 50 ~ 60D BEH:
REE NEEFRIRE ORIREIRE & FFRAO RN AT OIRE
FHABEEROBREEL LV | BEREEEL L IRHL
Al OSR/IME L BisE
WEAE QS | /NEREBEE L ERY fREEpEE L K& W
WREELRL HREEHY
BEEL L BEfEEHY)
BB AMA p-ANCA
AL F Uik

ANIE)E ViR EOATTEIEEE 2Bk
BdhbH, HBEIEEOPE TR, BEFELT
BERBEICEOCHRK BR) oBEREILZLR
(onion skin lesion & XN 5), HHEMAIK X o TH
EFHETLIHRIAONDLZ LD 5.

2l & LT Mayo Clinic DE¥ (R 1) 2R3, =
KEOREREZEREL 27, BENZIEEEEIEY
TdhY, PBCTHIEESNAIRE (NERIEE) Xy
&)Y (REEEEMUL) PEESNS. PSCiE, W
BOANOIRE IS U TREBREFREE, BEIID
JRE DI L Y large duct PSC & small duct PSCIZ
S BN, small duct PSC TEIFA/NBEE D AP EE

246 IRECREEBISLD RE -

&nb. ERCP (WHSEMBTHILERSEE)
MRCP (BiEILBIHEREER) » L OmERET,
R OBIRIRZAL & L3N B L SRS+ ol
MBI EEDSED DD . FEBEROBHI T,
GV TNVEG —DRBE DRSS .

UDCA (TN YFHFIa—VER) 2T 4T T
FEEICEV SN, ALP® y -GTPERKT &¥4.
Lo L, FREEETENCOVTRAHTHS. B
PSR T3 5N — YRR — B B F L — T
 EORBFENEEIEROZ &b d 5. #ATHITE
PBC & FREIC A — ORAETH Y, FRHED
fTbhs.

FUAX—FRBSLSAPLITFYFR
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&ﬁ?ﬁ@%ﬂ (%2)

PBC L PSCIZOWTDF LDEFT. MEREL IR
EFEEOEHWHETH B, PBCI/NERBE &
yERAEE S N, PSCTIEPBC & Y K& 2IBE (B
pERE) AEESNL. REERE L K& RJRE DR
W LA DR S T, IREER OB AL
cw5. —7, PBC CHE S A /MERIEE S 5 RIK
R A R &, BEERED A DNV L) BV
H5b.

B
B WA ERAE R BRI EE THEAIEORT - REER
BicET 2 TAERR B GER © PFREEL)
- PBC EHZIRTSLHE
FERULE R S CKHBEREO TH A X Y REI T
HEFELE.

(Priligese, [A3REAHE)

X BB

1) BEEHBAEAERETRITEE T#IREDORT - B
BREBICBE Y 2 ENSE) BT REMETEIFEE (PBC)
DBENA K54, FFlE 53 : 633-686, 2012

2) Shimoda, S. et al. : Interaction between Toll-like
receptors and natural killer cells in the destruction of
bile ducts in primary biliary cirrhosis. Hepatology,
53 :1270-1281, 2011

3) Sasatomi, K. et al.: Abnormal accumulation of
endotoxin in biliary epithelial cells in primary biliary
cirrhosis and primary sclerosing cholangitis. J.
Hepatol., 29 : 409-416, 1998

4) Koga, H. et al. : Abnormal accumulation in
lipopolysaccharide in biliary epithelial cells of rats
with self-filling blind loop. Int. J. Mol. Med., 9:
621-626, 2002

B3EXH B
CPTILEEE, RIS ¢ SR . T 7 — i)
WALEHR S — SR L IRPR, TENEE, 2013 (RTFE)

- THE | BREEMEFEZORERF. BEF0H02,

228 : 885-888, 2009
BN EFEEE LR R OB - 1B, BEF0DH Y
&, 228 :895-899, 2009

BREL-8 FERMEETHEE, EREEIMREX 247
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4 RS 1209

A2 aPBC &R, EEFEOF FHED EEAT L5
EW$H b, sSPBCDH L 2mg/dLU EOFELE ) VY ¥
MEZ 2755 D% s2PBC LIE1F, 2 mg/dL K%
s1PBC &5,

SEHEROLDT, ROVEEOBEWE B R MEERECERRZIZAHTH LY, BT
ByHPEIFREZS (primary biliary cirrhosis : PEO—D2THLHPI b2 ¥ FU THAA(AMA) 235
L Bk, AEBUEPOALREOEREE RHPOBEICKHE(LL, F7, Sogren(¥xz—V
LB D E Do 120, B IR, V)R, BUEFRBREAL EOECRAEREESE
SR CTOREERET, B FREEHLLTVI R0, REERICIZETHE
ADEL o TWh, FHEEWIEE  FHEESEZ LN TWwE, MEZENICD, FEOM
CAYDOBEEIFELE I CHETL YR R, FICEEEE AR REFIERE OS5 2R
BCEE T, BBIRIFTH D, 72721, T35 I RBEOREMBERYY) v BROBREPAL
CIREREZL: PR ERIC PBC LS N, JEEREMEREICD BEMERENAON S,

L INnSOEEEPBC BEE, WIS SRERBRENC, BEMERETHBELTDY, hE
THEREEE 252 ENH B, 2T, ROHEAE R ABE 22T 12 13 HLA class I SUR D ZEIE A
245 PBC oA, A, 2, RE, L, X512 HLA class IHEOEFMEREEI A LI
HEARD . Bo ELIMEERTFORESALNL L L DI,
BV RTREZE (PBO) 13, W - BBl AMA O3 PDC(¥ W € v Bk EBFE (pyruvate
WA E S LA REETHEDOEH S - dehydrogenase complex))-E2 $IE 885k 3 5 4 F
i ChDHER Do PEEQMICIFRL, £ WHEHMBELEMBETICEET 2, UMEo k2
BYBHIENEV, BHEHIILEE, HER HBCORERSTREOSUAFRIROLNALILICL
g5 2 EHE L, MRELEERS 0, BEEERFICIREFNEEIEERERE L
Bt 2, BERLE, EEME(symptomatic  HoTWA I EPMEEINTVA, T/, EENEER
BC) & & 4% ¥ (asymptomatic PBC: & X—AEBERTFOBSIRROBECHS TS &
SESN, REEER BH DEETHER  VOBRLDL. T4b5, PBCEEOTLE LA PBC
FERGEZ CEEESICE S BEERY WKhBZ LI ENTH LY, E—EBEN IR B
r1E, SPBC LIEE, INLOERERY TORESROLNLGZ L L), BEHETFOBEEH

BFiEZS (primary biliary cirrhosis : PBC) I, &R - /RREIC B RBEHNIERE EE S N D BIBETIEDET S o
EETEICTRL, EERERTYRTZILHZW., BEGHERE, HETHICEHCEETLILNEL,
IR S (CHIRT Do BRERLE. MEIRM (symptomatic PBC : sPBC) &EHERM (asymptomatic PBC : aPBC)IT
FERER, BE RERHIVE [BEX FUENMESCHESICED BRERER Y 258, sPBC LS. T
R<IEHF aPBC MY, EEREROFFHENULRBTDHENH D, sPBC D35 2 mg/dL U EDOFELUILEY
HD% s:PBC &MU, Z1EEE%E s1PBC &AL

ELFIREFRR

EEREERDT, EEERERALP, vy-GTP)OELEZEESH, i MO RUFPHi&(antimitochondrial anti-
AMA) B9 90%DEFI TR TH D, Fiz, IgM D EEZRH D DB

FFP/NBIRRE (/NEERIAB TR UIRBEARE) TR I LR IATRIZ IERE S (chronic non-suppurative destructive
gitis : CNSDC) & D. IREIDETICHVEEER, RLEEC, ITHEHFEENSERL, FRIEEHSTE

TS ORICHEY, BB BEERENBEICHIREL, EEREENERTIBACKEEREZHS T EHED.
n fEIREE, BETUDYTF, BURRIBAEEORCREREREZEGHT DI ENHD
EREN, REELISIEEN, BIERYITRIRT D o, BAPIBERIIES S

101 DICEYT BE0%E PBC ERHT 3

#(C CNSDC %8s, REFEN PBC &L THELELBD

BT, 5T CNSDC ORI ERSIEWD, PBC ICFELEL (compatible) BRI HD
HREOBAREL, AMA ISIET, Uh bEFRESSURIEN 5 PBC EEX 511250
PIWAUKAT 75—, y-GTP : y=FI S MSYARTFS—E, IgM: RBEIOTUYM

YO - [BEEEICEI Y 2 BEWR IRRIS RS BIR)
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1210 8E MtmmmsH

1 ISEIHEIRMERIRIEIRER (CNSDO) DR IR
> FFHER(HE $&)

157
(florid bile duct lesion)

BEERBEAL, FREELY
b, FEEEEIEY, BERHRE
&igb, EREORIIR, BED
BEENHSND, EEFRECE
UZICER, WEME, SEIROR
BhH5ND. RFEERDDT

EHHD
T Hg BHEIIHE, BBE LROBEES
(ductular proliferation) | $h
&R PIlRIED S DIFHEDER, piece-

(scarring, septal fibro-
sis and bridging) .

IVEA
(cirrhosis)

meal necrosis HERHHNBD LD
by )
FFEZsEA

Ez bbb, —F, BERTLLT, N7U7, 7
A IWVARGE, bEIr, =Ly 7))y aABEED
HEIN, FAREICEW DR SICETNS
b2 EOES D BMEIN T DY, BHELRRE
WHEDL ZATRHTH %,

PRIV RUPHIRAMA) : 3 bar FY 7THE
CBETARSTMIPS MOIDISFED S H, M2
AENCEFRBICERT 3, T4bb M2 5EIIEH
HEanhbd, M2OEO X251, PDC-E2 o>
F—4 ¥ M (PDC-E2)THY, EI2FF VI NTN
Bk ERE-E2 2 K- %> b (OGDC-E2), 2%
BT I OBEAKRERE-E23 ¥~ %> MBCO-
ADC-E2) % ¥ b3 b o ¥ FY 7 M2 HADRISH
HTHb, AMAIZPBC BEICBWTEHRICEEE &
575, JRIA & OB ERCBEAERT 7 R R HAE v,
B EE 2000 EEBOSEREICIL L, Bl
1:7THHICE L, SO FILERIIS6RTH o
720 T 7B 50~60 mADFELEIIFFET 2 HRE
Enwi b, BEEBER % ZITTWwW5 sPBC BEEIIHN
177 6,000 AT, FHESEHILER 250~300 AT
%o —H® aPBC B, EEBBBONR Tk
HESNTWERWCD, EROBBIITE TWi,
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IEEEN OERNE (cholangitis acti
CAO0(no activity)

CA1(mild activity)
CA2 (moderate activity)

CA3(marked activity)

FFRDEENE (hepatitis activities : H
HAQ(no activity)

HA1 (mild activity)

HA2(moderate activity)

HA3 (marked activity)

#ETit, sPBC & aPBC 2 b2
E5F~6FANEEZLNS, FEH
T RBERICHIGES AL N, EET
W 200~251 N\, A%, F—2 k3
A®72h 25N, TINARA Y
Bl E, HIBICX AR D

BRIE BEFCBaREGE LT
RO (NEM IS ~ R
& M w4 % BE % 4 (chronicno
destructive cholangitis : CNSDC) (¥
M2 BERENRD NG, T4
(Bva), MBS EPERORET
RO, ERICL HHEED
(BREEVERERE ) o T BB SN D fHE]
Wk, MBS OMAES, YraAfF
FINFEEZ RO, HEREHICS
ICRET A KEME L LTid) V8%
HERB, UFERER, IFRERRELZED A
Wolw, FIREEEO A
N, EAGets CF V1 v G) 1T THIE
FIEEBOEE BRI E L |
Scheuer 4348 (1 #1 : CNSDC, 2#i:
B 3ED: MAE(L, BHE 4H BFEE
BLTHELTWER, 7)Y
DEF LD, BIRKFEORELI
ETREAIDT S &) AN A3 ER 3,
TV, ZOBETH, JREDOREDTE



HFiEZ (PBC) O

4 BFRE 21

FHEOTH DHBRELADT

HEDTERLDY, WD PRSI RS

EOENZ S RBIEREL
EORLE M S ITEE

i, DDVETSERICIRIEIEREE 244 S PIIREHRIE L

1/3~2/3 OFRE CRREBAZEH S

A

0

1 1/3 LIF OFIIRE CRRERKZE 4D
2

3 2/3 LEOPIRE TIEEHAZEHD

w N = O

JEESEK (B) A 07 OAEHT & BHEA I (staging)

jo progression)
d progression)

derate progression)
;anced progression)

EhiGHEEE C. 1)

VoA VBRI R ORE I 2

anced progression)

OIEEIEIR
BE, EEIRERE S
MfE (R EEEE)
BHEERE

BEESIRE BEEETE
fEIR, REE - BEOK, FFAE
[t end

Sjogren fE{REE, 1SHER
IRERN, BBV OTF

> D FICETD HER

FEZEHLTENS
DIRAEICE D <HER

2845 L OB LT
BREICES R

FlgEOIEOTRE (Fro(HANIC X Y HEHE
b, B, BEWLORE, EitE
D J%ER % Stage 1 (GE#ETTHY), Stage 2(BXEHE
age 3 (SR HEITEA), Stage 4(HHELE(SE
EZFT T B,

REUCRBRERDND S, BERIIHELE
ZL S 2, POADERE L CIEIET
R €44 FoBMmBEN S Tnss, B
BFIIVWE EARETH D, AL ) RMICHEE
ENG L, FFREEIETT Ao TRET 2
bo FoM, FREBRFEICIVERERCES
bivs, $72, BRAMKY Y I ¥ ORILEEIH

5, 2006) (BEHEERFMRERDRIRE, 2010)

Z, FRICAEM R EDEOBEROTEIZZ V20,
BFHRBEOCAHENSV,, ETHTCIIAS - L
FEORMERE UCHE, SEFHIRE, BERInEE
AR, VERE - JEK, FEERGEDSHA LN,
BERER1, K6)
WREMRR(E6)
T, MWEFORBRE(TANTFT BT/

FIVAT 2G5 —HASD, TI=VTI/EITVA
725 —EALT), TVAHUFRAT 7 ¥ —E(ALP),
=T INEINEG U ARTTF T - G-GTP)), %iE
su7) ry MIgM), AMA®»AWidHI har FY)
7 M2 HEERET S, IRPAEOBRED-D,
YR (ANA), Bt PO XA THEDKRELZIT.
Pk v o X 7HikIE, ANAOSERITH 5, JEIT
D oWDID, IMiEAE, BEHBRELE 5. CH
o A v A (HCV), BEFRE YA VA (HBV) %2 & D
TA VAT —ZEBEETH L, AEHEOKREL
LT, BEEHY y=FIcELTE, Vv FEFRE,
FCCPERIRY Py VMERTF PPk, < b Uy
g ArFususy—+¥3MMP-3), #97 b—2%
WEZ1TH . Sjogren EEEICE LTI, T ds- DNA
ik, PUSS-A, PLSS-BHifk%E, FIRBERTI,
WEHENY I — P u= v (FTs), BEY/axy
(FTy), HRBEMRERIVE Y (TSH), #TPO (FRRE
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