@ 0. BHR ARNEESR

F FLIAR S
e  papillitis

[45#)

LIS, RIEEE LRSS EET 5 T T RBERS O+ R EE O
TOBKREHEIEL, ILEHIYHCELY (85 8R) T Oddi 5 CH E N-EMIICEY T 5. 2
FEEAR T BB RE DTN AAERORET, BEERERICES>TALONE I EHE VR,
st b e U CHRERN 2 EMREE (RROBHAERL) 2FRICRD L. T2, HEE
HENTWA IgG4 BIEOIEE KB L UFER (1 Bl HCREEER) 0BT, 1gG4 BB EME
BEEES ABEBROEN D H 5.

(BIRRFR ]
- ABERBEORR, UoA, BX, EBEZEFALNL.

(BFHRIEFRR)
e TRBAESERFREA I L VEBHELE THY, 20EIPOTZHRBHIE LR & I3E R
3. :
CFZIRBED &b LBWIEMIEE 2 AR A%, FLEBA TR Y SBRBEMES X
OHFBRERD S 72 2 RKEOREDHIMD & 91275 (K 30).
- ERORUSEBTER (B 30) RiFREMRE AT 5 ER L-MRSHET 5.
- TEA DREOGMILERD 5.

[®E - mESHE]
T TRBAEBEOER & LT -l (REAH) L ZRERGT 612, LEBROZ G
A, MBS, Bge, BIBERFWROBAES L OREEER 2 &0 T REFLEIL SkEOALHE

b c

a
30 - FRRRERERICH SN IFLEEI%
a: RO L b LR hR A OB EREER. Wik Oddi E#% (RH) 2805, b LROBVWHEEE, ¢ H
HoSSEMBREABILo%, BLixEz%wn.

SEESE 61
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£8 FEGAOREERYNE

- Acosta et al. (IBIEFLEEROHEE) - I (BLEESRE DS %)
1) chronic ulcerous papillitis 12 SefERY
2) chronic granulomatous papillitis TE R4 - RigaEDY
3) chronic adenomatous papillitis MB BRAFEY (BRARAEDY)

4) chronic sclerosing papillitis

- BB S (LESADSE) - B (IBMLENRDHE)
13 IFm : 1) BRI
0% KEs 2) IREEIHILIEN
ME S o iRy
VE Rigen . B RA

' 3) fEHEMILEEN
IR LE IE

(ZEHH— : JHE 18 : 584-589, 2005)

a b ' c
E31 9G4 EERER+BCREERAENOILERER -
?G%mgﬁgfwﬁ b RERBETH LS, BEMBREEISHESINS, ¢ G4 BHEOMBTHRT 5.
oG4 DREGE.

) THY, ML 2EROFAEHESEINSG. \

- LEBROREZNSEL LT, BEEITRED L) REFOBELH L. ThHD5ER D
LB, AEBAGLELOBERS TH L, OAF/LBEOMELE, ORESL LU
M- PEHZECHEOEL OXEEMBREORED S OOBERIIEHTE A LBELTY
5.

[BEIDFA b £ B RIEBIR]

CBUTOBRLEELRI LT, BEWREOTETHY, ErOMILE L ARCRE, BEOENZ
#79. Lo LENREEREN DS\, |

eG4 BB ASELN T BB, 1964 OREREETHNTS (K31~34).

eG4 BEOIE K, Bk (B TRBIRER) DAL OBIBEREE (B, TR E &) (HfkT
BAEBRE, BROETRICE LS, £ RBRIOHATEREL BTSN3,

62 & JIEEEEY - BEEE
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32 lgGABEREXA+EERE
MERRRIER DILIBE RS

at ERMEOEMERE ba DBk
K. HIREEBHNICY v 5B EM
faRE A E Lo,

33 lgGAEEEX+HORE
TERERAE D DFLERRR AR

al ERMEOEMEE baniEik
K, VU ARBEMBRECML,
RO BREND. '

34 IgGAREEEX+HORE

ERERFEGI DI LR

a: IfiF 1gG4 Bl % KB L T IaG4

B EMEC Iz <, mERS D

5%3:4 DHEEERED B, bradil
LK.

- BRI o RESZ 2 DLTIORT.
(Dpapillitis, non-specific

@papillitis with severe IgG4—positive plasma cell, suspect IgG4-related pancreatico-biliary
diseases

®papillitis without IgG4-positive cells, no evidence of IgG4-related disease

[SERIEZER)

CHEROEXR, UHA, I bFoORGERERE D O CLETORECHIETIES, BE
RPHEEREOLEIEE, T/ FTNLEWMRETDH 2 PAEROBRGEKRERE (adenomyoma-
tous hyperplasia) 2¥EHREA L LTEIFLNA.

1gG4 BIERB OB, WHEFRZT TR, MRAREZNICB T LAFEETH .

/

FLEERRE 63
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- Aoki T, et al : Follicular cholangitis : another cause of benign biliary stricture. Hepatogastroen-
terology 50 : 639-642, 2003

- Fujita T, et al : Clinical and histopathological study of “follicular cholangitis” : Sclerosing cholan-
gitis with prominent lymphocytic infiltration masquerading as hilar cholangiocarcinoma. Hepatol
Res 40 : 1239-1247, 2010

- Harada K, et al : Epithelial-mesenchymal transition induced by biliary innate.immunity contrib-
utes to the sclerosing cholangiopathy of biliary atresia. ] Pathol 217 : 654-664, 2009

< MBS, i FRIESNERE F O, REE R 91 1422-1432, 1991

- Zen Y, et al * Intraductal tubulopapillary neoplasm of the bile duct * potential origin from penbll—
iary cysts. Hum Pathol 43 : 440-445, 2012

- R JEEORE ¢ JHE L IO BREN TS B, JRE 24 1 73-81, 2010

- —HEAET, b 1. Bl iRee FREURE, PR, fiE, BAEEIE, EIE, 2007, 1-20

- Jeannin P, et al : IgE versus IgG4 production can be differentially regulated by IL-10. J] Immunol
160 : 3555-3561, 1998

» Nouri~Aria KT, et al : Grass pollen 1mmunotherapy induces mucosal and peripheral IL-10 re-
sponses and blocking IgG activity. J Immunol 172 : 3252-3259, 2004

- Zen Y, et al : Th2 and regulatory immune reactions are increased in immunoglobin G4-related
sclerosing pancreatitis and cholangitis. Hepatology 45 : 1538-1546, 2007

. (’”}H : PSC & EFZE BHEED E0C). FFIEEE 49 : 193-198, 2004

- Nakazawa T, et al : Cholangiography can discriminate sclerosing cholangitis with autmmmune
pancreatitis from primary sclerosing cholangitis. Gastrointest Endosc 60 : 937-944, 2004

- Zen Y, et al : IgG4-reélated sclerosing cholangitis with and without hepatic inflammatory pseudo-
tumor, and sclerosing pancreatitis-associated sclerosing cholangitis : do they belong to a spec-
trum of sclerosing pancreatitis? Am J Surg Pathol 28 : 1193-1203, 2004

+ Todani T, et al : Congenital bile duct cysts : Classification, operative procedures, and review of
thirty-seven cases including cancer arising from choledochal cyst. Am J Surg 134 : 263-269,
1977

- Matsumoto Y, et al : Recent advances in pancreaticobiliary maljunction. J Hepatobiliary Pancreat
Surg 9 : 45-54, 2002

- Kawakami H, et al : IgG4-related sclerosing cholangitis and autoimmune pancreatitis : hlstologl-
cal assessment of biopsies from Vater's ampulla and the bile duct.-J Gastroenterol Hepatol 25 :
1648-1655, 2010

- JBH— T TEBIAESOWE. JRE 18 : 584-589, 2005

4 | FEIEEERRE - BEES
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RS AR L IR 45 (primary sclerosing
holangitis : PSC) &, BIEICEET S, BREFHD
(il 9 o WHEERTH Y, WP OIREIZ2%ES 5
NS OFE AP IEF R 75 920 & b L 2o
L LTI OB - fhoE, g7 EAHBIL. &
1 7 B OB PRI AE L RE P B A T
. INHOBLLEFTET, AT 04 FRSHETS
SRR R L vl Y,
E PSCoOBEEFRMTH 2, MK
ANA) R HFE A (ASMA), 125 B B BT Bk
B I T O~V F ¥ 25— BHE(p-ANCA) % &
FOPRSBE SN, FERECIHD) v 3kE
VYOBEERD LD Y, F-RERE MR
%F LICAM1) DFB 28 =3 v 7 ZH (HSP) ®
GERRBY, BEREORE B CRERF OB
B s TV RS, BB AOAFEIEY &
G, YRR 9t & BT OB S Bk
IO s HPIE =32 T, Zon >
RS EOSEE IR T A L OB LIBIEE N
CCwbe Fz, BEMRE D FEIChIboTnb L
#Z6ATHY, HLA-BS, HLA-DR3, HLA-DRW3
B E DM S T3,
BEE WENMIFNLERTHAY, BEOUERCHE
JEEERR OMEA B, TS OJBE 2B E{LERE
LA & LB & L, BH, BEED PSC EH
DL T aY, 2007 4E124F NS EFE TR,
90 iz » & 253 # oy PSC fefl oo 456 S, BifE
FARC o B #5038 1,200 AL HESES LTV B,
PSC 13 6w AERIBIZA S NEA, BHEIZRRE
(B 152 8, & 10140). Foky o 0ETIE
30~40 DB Z CBREND Y, BEROLER
FCld PSC LB (20 AR) & FEEZ (60 %) 0
TR IEO Y — v ih 0 SEERIE 44.8 T

Bz

Holze

B RRELEIE MR, FNAMIEE o R R g
'liif\{“.ézn‘i,ﬁﬁfuoatﬁf“‘l!rdrm >1“Ltf"1L7’)>’| MM TH
D, O TRERET ) o i Bt s, B
9 o L BEE L 72 FRHE AL "%w ﬁHLﬁ’i;fHEL B
ITYERF AR, F BRI LR 2 (]
TA) s BHANIEHTRE~EBITT A, & 612, FM
P LIS L MR I e % B34 2 (B 1B) VY,

o IMEAELERETIE T VI VR AT 7 ¥ — ¥ (ALP)
DERG EORI S @R ETH ), B~
BONS AT I F—EDLRDH D, WBETIE
ZLDEFITEY) VE Y ERIEE TH A5 Fﬁﬁﬁ"@;’fﬁ
BELL, BELANS S ERT B, S5 TR
BEINA%39% TRH 54, ANA  ASMA 735 1/3 Dfi
Pl S, F72 p-ANCA %5 26~94% DR THi
HEnd. INoBTHAOREIL, FR/IBEICH
gﬁi‘%lﬂl)’a)o

PSC Tk, KEMBEREIBD), Feiigitic s
PEFILET 2 L3N, B COME Tla4 P
70~80%Ta 1, Crohn(s u— »)##H+ unclassified
colitis D&HS H 5% HATIX, 40%HIEDEHEH
WS EITBY, 2007 EOLEFLETIE 37% D
1 CHBERBROEHFED SR C\w5, IBD 44
PSC T, FEE B PSCICTHEETEHEIE L TLAEAS,
AR IR R, FHRTIHAEREDEIRZVE SN
TWw3Y, 0o B CREERBO A O ME S
Twb,

PSC DNERHEOMITICHE LT, NHE%H G
TEIEA 72) D EPEASHVEL L Bl o LI 2 & % 7
Db FINL, WIS G PR AEE AT 5,
F7o, PSC &S LB AL L < h
TEY, Bk o0@METIE5~36%TH Y, HEI
BB BARDIBEREOESHER L, 2003 sE0 4

MAETH3.6%, 2007 ETIZ4%THY, BekiZlb~
EREAT
BFE WG O~ RTIEE, AR

=1 RFEERELRER (PSC) DEIRAT
A FFPIERTREEOIRR (MEBICHFPRIIEEZEAND) (),
B ! BFPISRPINRICEASILIARIE () & D

B> ) 2dh 5. BEDETS >HEMHD
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‘1406 8E MLIBEESH

H2 FFAARIBSOREEMHE

A [EEROIGR(x) EIE(>) EH D, BEERMEEICIEREL, MEMRIEDEEEHFS.

FEIHELIEAEER (HE &)

B: BEREITUSANGD, BHERONEEHD. BERCHEEMEORBOREZESD. L BER, RFEMEmtY

(HEZ®) :

—BTBEOUSADSHES

3 BFFPUNBIREEDRIEREE

A BESIEEIC o R ROBHHE N H 513 (onion-skin lesion) (> )o EFEMEB(LILIERN (HE 26)
B: ik, PIlREZEHSD, \EUEE (NEREE) MMERLTUVD (x). RFEEEE(LIEIEER (HE &)

B, HMNRE ORISR BIBERE LML, 8%
BOREFETHY, JEEREORZE - FAE, #E
Babh, INSOREITEEE FAMICHET
% (B 1A) . KIE L BMALIINEER 2RI A DA,
FEE P T M 2 EmAH 1 (B 2A), 1B
BELEEOEE, BERLULANALNGE, FAND
PEE RN, EEBEOMMIL, V53R, EEME
2 BRI ORENA LIS (B 2B),
JEEREITEATHTH H, TREBOMEEIRE,. JiE
HWEEDR/ME, ERDS A SAL, JEEOHLELBET S
(B 3A, B). FFPNEEDIRNZEROET S, 7,
FFA/NEEE Tl v bW B onion-skin appearance
(7o F h EEEEMEAL) LIRIEN 2, BROBER B
OB TH B0 SEITEERD 5 VITERH L, i
P E L OB LEEEREL A NS, TNLOIEE
TAZEIE, ARFRAY IR PR ZE 1 IBE 45 (fibrous oblit-
erative cholangitis) & IHEN2 = & 5% 27,

PSC CIXIEBEWREICBEEL T, H 5\ idd?
BRSO LASEIT IS BT A (

(cholate stasis), B2 &, Al
K OWwE, &5t Mallory(wuw Y —)f
Bo INBHEIS oI EEL T, T
Hedk, JFEEPIN LGRS B BRI,
HEFFRRHERE~ TR ZE NS E B, BT o
ft, & BVIIDBIKOBEEEHOTLHE

PERF BB & 1B (B 4E) o [
i, 33% ? PSC T ATH B0 D E (L
PSC-ATH # —/8— 5 v THEER) #70 &

._4_6-



5 IBERE

1407

4 FERMERELIEIEER (PSC) ORIRMBIEIER

AT BHIET S oREREY RS UT, JFEBMIMIBEIEE (), FFROEX, B112%3 3 (HERE)

B : JEEEUVMRAREIRL:, BB CKT 1B (CKT faie)

C: BEOIHEFFREET, RIHESBHTABRICH XD, FIROBERICZLL, TBBRRICHZ D (FFrIOURE)

D : BEOE S 0% D HEE (HE £&)

E: BRFIRERICY 2/ SROBED DD, 1V 9—T 11 XFFKEHD(HERE)

HENTWDY, 5B L IS o BERSEST
L, FAR&EICE 2720, BAE, FREIE—OBERE
THbo

PSC Tid, ME AR L, BEWHE EFOBEL
B, SOIEBERELIBRIELERT S, 20
e, Wb LIRS EE L U EER OIS
H2Y, FEBEEOCE, WhobEEOIEEIC%E
ETAHIEEE OBICRE ZBEVIER Y, FHEH DLWV
FEHERE L LT, A L BAREIFE (biliary
intraepithelial neoplasm : BilIN) % JR& I EFLEEIRTR
7% (intraductal papillary neoplasm of the bile duct :
IPNB) b&ns v 59,
FE%1L PSC

F OSSR PSC(H Ay PSC) L iZE% 5
PSC & LT, BT o/IEEE PSC, EIUCIFREDE

{L® B35 PSC(v2 bW 2 PSC-AIH + —/8—3F v 7
EREE) VS 5Y, -
s /\BUJEEE PSC(small duct PSC) T #97% PSC T
i, RSO KBRS % &8 BRI A 5 LB L
MR (KBRS PSC)Th 1, JREEE THEHNR
HEns, Lil, BEEETHRESEVEED
INDIBEEITRED R AL NAEE, 0L %
RN PSC LIRS Z L SRIB STV 5o
PSC ® 5% /IR PSC & ST\ 5, NHEE
PSCASEMTHLNBHES 520, Z s EMD/
RPH% PSC T3, E Tt PSC O 7% it
5 o EDEALERRD D Y, BEMEENYL N
12 PSC D% 50 BEOIETI, iz PSC
~OBFTZENT, EEEOAHRIIEN & SNT
v Z.) 10)O
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S 1408F  BE HLBEESH

®5 EREELEEER (PSC) OISR
A ERCP f§. IREQZRIEOWR, HEEHD

e FFRMDZE(DOEIID PSC(L\bhK 3 PSC-AIH
F—I\—Sw TEIREEE) PSC T, AH B
DHHENEZ EFHBNT VD, EBIC, By s d
T IR R A IR R 2 B E BT A ANA
%2 ASMA, p-ANCA 7% BB %o BA,
DWFILT b A BB, FH/RHIC It ATH O
BEDAHEAER STV b JAULOREMIL, FE3R,
PSC-AIH # — /38— 5 v FHEAERE L 1IN T & 729,

AlH # —/N—F v TiEfERE, PBCURSEMEIHIERF
BEE)-AIH # —/N— 5 v FEFEBIIMIT L ER
ELTIHFERASET, IhoidfFaEnianPBC, 5
iz PSC LHEE N T2Y, s ATH®
BafE) PSCOF#HE LT, BEREZOD DI
A% PSCOIRERE L KBT XY, $202124h
THABEEE SN LM ER LTz, T2, BE
WCBREBEHRBREEHTLEINTV DS,
2B, FRI-"y A PLBEENTVWEEHTSE
LI % (autoimmune sclerosing cholan-
gitis : ASC) I, IMiEZERC ATH 458 72 iR
S EE)FAMEELATHY, ABIZEALR
B, NBEPSC 0¥tk LT EHTRAEREDE
EThHh, FLRBIILL, A704 FIRBRICRE
L, S5 ICHEB R PSCIZERFENLIVESNT
WwaR, B, AARTI/NEAIH S PSC 8 47% <,
ASC OZEFEWTRHETH 5,
B R T, BEEREO PSCEMLTEY, &
ZRMOBEROBETICIEEEE CER LD
H Do BKTH PSCOMEHITEBERELRESNT
Vw58, PSC I BEETHRETH ), WRERE L
TiEFEBERPEER HE2 SOBH ) B E

SRR, (3 REATR, (4 MERORREH ((FREREN (BERMIIA

L L, BEoOB¥THa v AT PSC-

W, GLEEHE R EVPERLDOTHS, 4
Ebiz, el T L, SR 5L
22 PIIRFE TotE R 72 & DRI AT 5o
B E2ET WEERCIE, IBD R, 1B -
L7zdk, EAUCIip s 7 — 2By
2~3 HELL D> LGSR DL R L 72 BT
CHEbN. FFASLONRE |2 42 17z By 7 )
BHETRDH O, 5 51 TR IHA
¥ % L5 PSC ik & LT Mayo C
BERINLTVHLY,
ESARE © FESERSINICIE, NBSE
BHRSBWICEETH 5, B, #ANLE
5 (MRCP) %> RO NE 3 35 52 (PR Y 04T
EEH(ERCP) 2 &), EiE A, )
B MRI, BERAESE(EUS), e E
e EOEERE S 7 4 4 PSC D&M - v
Bo ¥E1Z. EIEEE O MRCP (3JHE o i {45
Hubhz, 2B, HETHELESNAH
KEBE, FFRIEIEE, FHRETH ),
RS2 BET 5 PSCHEMA PSCH 5 it
PSC)#f = BEETH %, PSC D4 #)
R pRzE, BRCTIRSRZE, BOALER, HORL
SERFTR, BEHEEL EAMLNTED
B), BBEEDREDBEING Z LSV
fER LD, YRR S 5 2 JFPIERIE
DI EWERREDHEREFMeN T 57°, 1
184 DEGI TR BT REND D 5, BT
7 EORETROHN B PSC T, e &

l-‘s
o
AN
K
§r
&
e
<

(Rl

S ERPEETH %,
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(921
oo
i
fmf

EES

oif

1409

. EREEEMTEE(PSOORSE

x2 @%Eﬁﬁfhi&ﬁﬂéﬁ(PSQ t%EUEE?ZDJ%%

REMZICATINEI & & 5 27
PRGBS IROMBIEELEH S BRTHD, 18
VLIS S SR ER D, TRASMERLNH 51
% - . -
P PAR S 5 NP IR A RS SR 35
3

AN B R CRIR S NI TS
Ludwig SICED)

PR EEFTRICMA, AR EHBICERT
h, E5ICPSCOMIZz ELRBIEEBICAVLNT
0AH (R NEIEE PSC DBMTIIIFER TR S

IBEESHHORET  PSC TIEEEE T kiIC AT
BIEDHLNTV D, ZOBMIILREBW R &0
T OBOBHBEASLEL Bbh,
B 5B PSCIEELIENEE % 5\ (XL AR
EOFMTH DY, BRNRBE~—H =2,
OFREEREEN, BT LB SR
b BT REEEER2ICRT, B, BEELO
M, FBREE SNTW S B ORERRAIC SR
DT B [gGA BB LIRS 4 L OBIHFEET
B, HELIEECETR, Rk ETEISNS,
BB RAEEE L L BB YD
). TIEORR - RESER Y, FAEYICBHS R
AEZ BV, PSC LRI 2 BT 2 REMN LEED
R BND,
ff,,!gG4 BEERE(L 1 IEE % (Ig G4 related sclerosing
"’cholangitis) DGR, EEHENRTWRHEETHY, F
BEBCERL, BECS V. ZICHFAMEE (AR
EVDEES N, FFPIEBRE IR ARAEE I b RE
DWR % A BEADDBY, JREORE L BEER
L, PSC mBREHICELT 2, WIRRICIE, BRI
AR AR~ ERICEE L, B3 2 RN
T, HEPIEOF/MEE L) o BAE, PSC & 1gG4 E
WA CHEARE S DRNE, BIRATRICIA, HERAY
CRIED IgGL B EMIOBE S ), %
HHHIRE % D 2 2 O ETEINE NS,
TORERE LI R 1 IR LA O T REDTE
{LEIRE LA b TH Y, PSC & OERIDHEL 72
Bo IBEMEE, BAEMECHEIREA (IE, K, 4
R D T LIERRE 20) b3 5% F 72, EREREGIC
B3R L 385 S b PSC RN BB SN2, B
12 BRBENA L A FH B VISR VEE, REEY
WEICEINT 2LEN D 5, EHBHL, ST
BWHERIIENRA b EBbhd, UL, 2FTHE
HTEBbIT TRV, FRMEEETIE, LIZLITE
“m@% IR CORBLFERLE D 5 L RHE
ETH 5 BillN a6 5%,
ﬁ%ﬁw#ﬁﬁEEGBOJEC&WD<,EE%ﬁ
WE2E 2 o N BERT ) oHEERTH L, L

1)igGd ERRILIIEEY
2) TRIEE LB %u?mﬁak;a)
« BRME (EC RSB, AIDS 2 & HIBERE)
« IBEOBIHIES (PSC BHES LU SHIEERERN)
- IBEDER, 5Hs
 BEERERSUICZOB - ﬁ%ﬁﬁAF
o IBEOERIES
- EEMEEEEEN L ‘
9%%@@@%&%0%Ek$%k§@%&%&)
PN A EOWEELRAIC S B EEE
gg;é%@%F*ﬁfﬁﬁ,WE‘PtT—TWHﬁmﬁ

L PBC Cit, FFR/NEIRBEEIRMIZEE SN, X
HRREIIIREDS A LNz, T2, PBC EhE4E L
PR L, MiEFEMICHI ba v B THG S %
[ ENS, PSCEPBCIEE o/ B 2 RET
H5bo

B%ﬁ:%cm%mﬁﬁﬁf&h W%&mttﬂ

FER 7R IRRIEDSLTH Y, EATREFICK L TILFR

FEDSE— DIEIRIETH B, :_ﬁ@'%; L HT‘T”L L e

HER , BARTIRESIRSFFRIEDTT Mwam

MR, NIREREE

eEMIEE TNV FAF L a— Vi (UDCA)
F74TV— BN TEY, ALP ® y-GTP
T WEINETVARTFF—E)HPIET &4
HZEBHFEINTWE, LL, FHEYUETS
PEDPIIRATH B, F72, ATH 5% 73 PSC
(Wh @B PSC-AIH # —/3—F » FHEBEE) T,
AT U FIEEFERE SNTW5,

o NIREERTAE RS B/ 50— VIEEE, R
F U MNEBER—RN G L — Uk EOEBRE R
LB H Bo EIFTEEOBRR OB A
W& THY, PSC D 15~20% DEBFIZH S5 &
ENTWE, TOWREMEEIZL Y, SEETFE
PEEICHESI N LOHRENH D, HFBHIZES
FTORMEPSEE SNATEEASH 5510, 408
ERE AL, BT L TR L 2 URLTRA i
BCiE, BERF -7 (A7 MiEAbfrbh
%o B ORYE IR MRS RIZMHEEIC L 5
BEVPLETH 5,

FFsiEE B | ETH T, PRI M~ O34 &r

Hbo FKTORIBITBE (T L A EHMWIEHFH) T
DEIEIEIFTH LY, BATEIThbRTnaEA

BT, PSC 0BHEENE {, LIFLIE graftloss

B, ERBHEAAE L i B BIALE VI PSC o

BERREACTBHEOTRICHETAEELZRF T

%, Foft, Egawa b, £ 29 &3k @ PSC 0 LK

TN 114 G5 & AT L72RE 3, Bl 8~79 7 B

12 26 Bl (27%) ICBENA LI E LTWEY, %L

T, ZERFEN 21T o 4R, MELD X 0 7 &g, &
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14101 8& MILBEESH

BiEE COBM(BEHE
e EHEE?), WEO CMVEFA hATETAVA)
e, RHIOIEEYEEMHE P EECERICHEEYT
%ﬁ[‘ﬁl%f%o el TW5, PSCEREFIORE
FRME TIE, BRE PSC TRETPER L, HICEEE
BTI1E PSC oz z ATH O R GBH¥ELL, H
RSB AR DO MBIANEE EhTwaE,
® BT RETLEFRIEIRETHY, JEH
HFEE~LEREL, FAe~EEL0, BE T
BAEIHE—DWREREL SNTWwBYY, Bk 5~17
ETORTHD 2 VEFBHEAISZVESD, £F
REDKERS,SIL, BTHLVIEFBHEE TV FRA
VRELBEDSEEFFIRXTI%E STV 5, 5B
THOHERT, FRETRELTED, SHICEE
B, EEEGEEN RS RICEELALET), R
BEREDPTEREL>TwD, LAL, BEROTEI T
BEMRBTAEFMDHSON TV 5, FHRARFOR
e LT, OBWRHFOERIE:, QYUIEYHE
1B, FEEEIRVY, GIBD o4&t FeERE
POEBENTV S, ,
[FHE %= - EH #&— - bE #7F]
iE = 3'd N
1) Lindor KD, LaRusso NF : Primary sclerosing cholangitis.
Schiffs disease of the liver, 9th edition, edited by Schiff
L, Schiff ER, p673-684, Lippincott Company, 2002
2) Nakanuma Y, Harada K et al : Definition and pathology of
primary sclerosing cholangitis. J Hepatobiliary Pancreat
Surg 6:333-342, 1999
3) Nakanuma Y, Zen Y et al : Diseases of bile ducts. Mac-
Sween' s Pathology of the Liver, 6th edition, edited by
Burt AD, Portman BC et al, Churchill Livingstone, 2012
4) Takikawa H, Takamori Y et al : Analysis of 388 cases of
primary sclerosing cholangitis in Japan; Presence of a
subgroup without pancreatic involvement in older
patients. Hepatol Res 29:153-159, 2004
5) Tanaka A, Takamori Y et al : Outcome and prognostic
factors of 391 Japanese patients with primary sclerosing
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BB b DFLDIRE (side branch arising from nar-
rowed portion of the main pancreatic duct) *PFEERE
OB O EREER (skip lesions) 1&, EEXAL
DECEHTHB.

RSl &R

AFUL FRERTH LD, REREIHEL SN TY
v, BIRTE, AIPOFA K54 10 2#TTT L
F=v'w ¥ 05~06 mg/kg/ HOWEEREI GRS
N5, MEBRETHOAT A NENFIZZH 2 RET
NETH5H. HEEFRELHERBEOSHT 2561,
JBEFLVF—JIC k2 BEPCIET Y P a—E{To
TBIZATOL FIGEETAZ LRI NG. 2
I EREREIR AT O A FEEBRTE 2R 5725
IR BB HZEFITIE5 ~10 mg/ HEMEREL T
5 ENEN, AFud FORSHBICETAa V2
YRRV, SEMOBES1IOOERLEELDL
NTna. A704 FIHERICEL D ERFORET 540
LV, BILTEBbHLH720, THEA4 VT —
AFRaVEY IO EITEELTELENDS.
[EDA IR AZ EOBEERE L OEHE b
OTEETHY, A70A4 FREIZLZ2RERIBEN
EHNDWIIFET 5REThY, EREE2TETE 2
WE B ZRBEZ OABNIREERTRETH A.
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against pancreatic secretory trypsin inhibitor in
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ERAE TR,
ER R AR %

1BERET S o RO ENLRB TH D ERMIETEFEE (PBC), E%E@m&wﬁ”
(PSC) DEEFEICEELTIE, WEREIHEINTOENL. UL UIEDS, PBCIFHFIRIRESR, |
vF, Vx—JUVERE, PSCIEBEBEXBREEOGEHDERDLHN, aaﬁr@wrnﬁm
TNTVD. MESREBCIESHENTRETH DD, TENWATHEEDHESNS PSC &I

RIRBEHIRIES NS PBC & TIERENERD, ZNPNER seaBRIGHEIENTWS. ®
BTIZPBC, PSCICDWTEN, AEZSHREICDVTCERT .

@ BER l

TERETR
i)

lmﬁﬁﬁ

BRI

7%t4//
REES T

BB L REHER

FHRI— R BEES bR

O FFEIEETETER IC B 2B H IR IREIEE R DRF

AR ESBE— N BRES BB L —7 TREAKEDR— AR~ & DEEL TEH)

QU v, BRREORMEZTT, NEMSEELT S

QEREEONBES I IBE LRI, TEN OMAEES TERRL, OTHELTELY Y/ BMEEEXS

OEABEORRES I LESRNEET BIFN-a &, ERRED 5 OEEABOMECL > TNK (FFa5L+E5-) i
WEtEEn, BEERMREGET S

@FEENCEE LRMEET R b~ ko T, BEAR (S h3Y RUTHR) ERHT S

CHERTEINRRY 3 BBHRICREL T, HRRISKBMIAEELS IS b3y RY PHRESHRT S, F-TH
RpSEE LS N, BORERISET MM HERT 5

OETHERRISETREY, FESENTERALHESh, BUSHCBEREEEEL 55

BERRD -8 FEFEMEHENEE, ERMECEEER
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R EFREEE (L

BEFREERETHEFEZE (primary biliary cir-
rhosis, LIFPBO) iE HHR - REBICESRESRN
BEPREZINDRIEETEORED S HMEER
Thd. PEEXEICFREL, REEERTORT
BIEDE. BEIEHIRE, HEITRIEHLE
BB EPEL, PFIRETEERD SEEICHER
T3,

ERRR.E, fEM®EME (symptomatic) PBC (sPBC)
EEEEE (asymptomatic) PBC (aPBC) (o4
HEhD. REEER 2E BESHE K
FFERELRZ EFESICE D BMEEREE T35
&, sPBCELR. IhHDERERLSBAEIE
aPBC & &U, BEMROEH~HHFEL BT
BEENHS. SPBCODE2 mg/dLEDEEY
WEVIMEEZRTEHD%s2PBC &K, Fhk
mas1PBC & &

s

1) kg
FEBEFREOFE I EZARHETH 50, HOHED
12oTHHHI Pavy FY 7HE (AMA) 252K
POBRCHBEILL, 72, Yz—F L (Sjgren)
SEBERE, B MEFIRIRIC 2 & o H O E B R BER
EEFLRTVWI L5, FHEERICITEDREREN
BEIE 26N TwaA, MBRFEICD, o MR,
FICEEIEER B REFRT OB 2 RET 5
9 hBEOREMERY v ROBREEALR, B
% AR b B RES A S B,

W= IV RUZHE (AMA)

= IV RUZPHIE (AMA @ antimitochondrial
antibodies) F= IV RUTPRERICBES DD T,
M1 ~MO DS ABDSE, M2HBEIFERNICAIGTD,
FHDOE M2 HESRETRESND. M2OBOERA

A, EIEVBRBUKSRER (pyruvate dehydrggg
nase complex : PDC)-E2 IVR—x> ~ (PDC
TiD, EBICAFVILSIBHKEESR Og
E2), HFMF/BBKRERE2 IV MR—2
(BCOADC-E2) B M2 Fk DN AR T2
RO RUPHAE PBC BECHNTHRI B
BN, FREOEEDEEEED S REREAS )

2) FeiErF (ES)
BRI, BRI THRESTHY
EMEE LFARERICIHELAZ 9 X 1HE
PR L, &5ICHLA 7 9 X THEORFHERH
b, 251, MBEEETORARALNS
312, AMA O PDC-E2Hitkd R+ 2 428
BIPEE P MIRREEICEET S, DX 2E
BRI MO A RSED OB L LY,
BERF ICIREENER I EE RS 2T
CHEEINTWS (SRR RT) 2.
T/, BENEELA—ACBERT 0BS5S
DOFIEICHESTAHLVIFRL DS, Thbb,
BEOTLLHPBCKRAE LI ERENTIEHAY
—HEA sk, B TOREIBDOLNDEIE
D, BENEFOMEREL bND. —%, RER
LT, AZFUT, UANVARE, MEVY, w
a7 FY Y AOEEIBEREEN, FaRcSn
DILHERZ ECETNAEER R OB LHEE
NTWBA, WEAZFEREBEED L 22 FHTHS

ERPRAEIR

BB, V4R, SHERYEPBC OBA TR AND
A%, BERERER LS. BLE(R
SNBIERE L TR S 5. SRR HE
HHORPICDROONE Z 0D 5. FEADER
L, MR HRES CF 4 Fomms s
NCwa %, BoPRBEFRCEERETHS. €0
M, BRI X Y BRI R EENASNS. T
, TREHE S 3 Y ORREEICE, HCAE

o

242 BERLEEBSMOIHBAID RE-TULX—FEBASAM ATy
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R
R ERERAER

@X1 PBCORE

EYREOBBBEOLTIEIS V2D, BHRED SR
B, EFBICRIFRS - FEZEORMEERE L
WH, EHEIRE, BRETOEER, BIE - EK
TFEEBEDS A LB,

B, ERENEREDT, IERERESE (ALP,
7-GTP) OLAZED, AMA K90 %DEHTH
WThHD, T, [MOLREZEDSZ RS,

T, FFPUNEIIRE (NEERIIBAE 2oy L RBEE
JEE) (B MEIRLIREREEMEIRE /K (chronic non~
suppurative destructive cholangitis, EAF CNSDC)
TR, RHOBTIEWREHSE, B b4,
B MREE~CERL, FNCFRSAZEES &
Eddh s,

wmE, B8 =

PBCITR® 3 0DREIHET 5 Z LA TE 2.
OERETE £ REVHBEEREPBCICL Y
5.
QPFIRETEER : #H, Freol#izdb?, &

BRI OFE 7 EPIIRIETLEERISEITT 5.
O F&E : BENHEL, FRe~LES, EEE
P SIEEEAOEITHIL, EIC10 %BRELLNS.

T, BEEoy 4 7T, Fik v ba X THikE
MHEGICIRAEFTFRIZ I W, MIREDEEETOR
BREF (MIRELEER) chiro i, T, B
bifk (Bigp210¥ik) BEEFATIEFHRART, #E
ETOBBRET (FFREE) Tha I LitbdoTna,

Vo= VVEGE, B v ~T, BERIRERE
REDHOCRERREZEHTHILPDH 5.

ROWTND 1 DIZEEYET5 S D% PBC LBHI§ 5.

O KRR CNSDC % 80, BAEFTRPBCE LT
FELEVWHO

@AMADEHT, MBFIITECNSDCOFRER
DS, PBCICFIE L7V (compatible) ik
ZRTHD

OSSR OBERI VD, AMADBET, L
PLEREB I CEBPSLPBCLEZONL DD

FRERIR T - 8 ERREMEERE, RREELEEER 243
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WL LTIRUDCA (YWY FFF v a— Vvl »°
EEYEE L CEH a5, UDCA KR8
Thy, HREELF|I SR TERETBE B ERDL
B iz XyiilaEte R s, S 51T, FMlao
BigEAL, 7R b - AEAR S X DRSS 5
LEZLNTVE,

UDCA G- THRA 4R, AR EREE
HOYEBEBMRDBATHEEBTIE, NP7 47— h
PHHENE, BFEERHTH A2, HFHMsoFEME
B b5 VAR~ —MDR3 (multidrug resistance
3) EEMALsE, U VIREEREEANLS (HRESES
Z e T, BHOBAETERE IV EER L CEEE
50, DWTIHIBERELZWET 2 WREE D 5.

HORERFRE DT -~ v TOBAITEIFR
BA7TuAf FEPMEASND. BT LTHFARICES
TeFERI T, FFREMEASHE—OWBRE 2 5.

BB E L WIREPHACON TS0, &
RER T ENE VD, EGRNE PBC ThILUIFEE
K7 EDHAT LI FRERRD T, FHd v

[FRREFEEREREE

RIS ERECEREER (primary sclerosing cho-
langitis, LI PSC) IXRFARS OIS OfFHEERAE
ZHEUCDETHEOBEMEEER THS. BEL,
AIDS DREEREE, FAEEMNER (PSCREEb L
UREADAZGIN) , BBEOFHPIME, RIS
A, EREEERE, BRUE(CEREEX BEOD
BEimERRzE, floxuridine BEIC &2 HERE LK

CEICHED B DIFTIRMEREERE R E LTRASH
%. &, BOREEBRICHESIBOZEDT,
18G4 BERE L ERBEER BRI SN S.

HAEOEHSHIE 20 L 50 ~ 60 MKRIZ2

DOE—IHHEN, BEBICREEBER (inflam.
matory bowel disease : IBD) O&#H %<, =
BEICIZECREERER (autoimmune Dancrea;
titis : AIP) OEHHZ. Fie, AR
FOREBHINE L, BEERBRDOAHE 3T %;;

BB,

BHOSEET A BREEETEREZE (PBC) LR
BRICHOHRERFICL B LEZONTWEDS, 24
RHATH . BDOEHENTE L, WEEOBEHEIR
ENTWA.

JOEME R P IR Tl CDA M T M bs
{, MERNTIECDSFETHROBELALN, T
JAZZAEEAT T,y B THIEIE»OBRE
REWEERTVWS. BETHRZIL-2%%
CD45RO #5819 5. PSCOBEEES L FIIZHL
795 A1, HLA 75 A 1, ICAM-1 (intercellular
adhesion molecule 1) % EOHEEESFOFREL &
BT Lt SHEPES X ORISR A LI H O
EBRTHHLEEZLNTNS.

1) BRI TFORS

PSCOBRE LT, BEERFOBES, RRCPMiRE
MiE , JRERRERZ EAMUR L VEHISLTwE (B
2). PAPRHEIMAEICEE LT, PSCAERITEREH AR
REGPLTBY, BRI PR~ QR M
OFAI &Y PFIREMUEDSFAE L s WIREBICH Y,
NAVEME OB R PRI OB, 61
PSCOFHEICHET 5 L DEZXTH B,

IBD & PSC T, K & B CTA U Tw A REIGE
MRS B EEZ ONTBY, KB TEE LR
IR T MBRSFIIRE A U CIFRICIAT A LD
Z2555. LPS (VERRYY YA 54 F) mEDRE
FARB#E T35 — > (pathogen-associated molec-
ular pattern : PAMPs) 12X % Toll B2 5k HRIE
BALARFEOBEDEZSNS. LL, IBDES

244 FEEEESBISAD RE - TFUNX—KEASAML AT
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< [BERENTHEE

®H2 PSCHRRE

FtsZ PAMPs
PAMPs e
TBB5 FisZ

TBB5
FtsZ -

TRk

PSC DEA & U TREMERF OSBRI TED, BICPIREMEICE L T, PSCA
BERICEBEXBREAFHLTED, BRICESFIRNOFHRAHEDRA L & DFIIRE
MAEHEE LPTWREBIRSH D, ThhSEOBEREEPPIREORIEL, S5ICIEPSCO
HECEETZEDEZITH S, IBDEPSC T, KEBEBETEL TWBREGECED
HERBZEELONTRD, KETHEMEL L LISERRN TMELFIIRE A U THRICHRA
T3EDEZHHS. LPS (lipopolysaccharide : URRYU Ty H54 R) & OFEEEE
HEHTFIY —> (pathogen-associated molecular pattern : PAMPs) I & % Toll % 2a
HEERBEEN UILERE, TBB5 (B-tublin isotype 5), FtsZ (filamenting
temperature-sensitive mutant Z. §i5kS > /XU E) & D BH#ifgh ELT % p-ANCA
(perinuclear antineutrophil cytoplasmic antibodies) ZM U cEGEOEELEZS

ns

BEL 2 ESIR, KBTI PSC 2 380§ 2 IR b
HY, BENEERLDS.

2) RENERER

PSC DR EBRICEE T 2 B TR Er 0
IV rO—-VERBICEKLTRSLTEBY, HEARD
HIHM: T RO 2 PSC OFERERBICES LTw
BUEEMDH 5. FHOBEKIIIBD THHESATE
D, LBOFEREREIFLEL T LTRSS
$ 72, PSC DJEE LZICIZSCE (stem cell factor) @
RELREEF DY, HEFAEOEIKICH SCFORERE
BB, Fi-, SCEOUFY FTH5bc-kitBHE< A b
(Bss) MPaO&EsE 2 EMELE &L, IRERMEEAC
BETLHDEHEREN TS,

PSC o8 7 N & LC, TNF OEREEZEDE)
WEes LRI OBHBEM b 5 ¥ AR -5 — Mdr2

(multidrug resistance 2, & M TIZMDR3) /v > 7
IR TAREPHMONTYS, PSCIRBEROFE
RBTAERND Y, BOREREE Lid LIZEs
BN 5 HLA-B8 B X ' HLA-DR3 243 £ %
EREPRLDVBNZ DS, BEHERIER AT
w5,

BRREEIR, &EMb%, SRR

RN T 5 LB, WEFRO LD, &1L
EPRTIE, IEEREEE ALP % y -GTP 0_LR 2 155
&L, AST, ALTOE¥, ZLTEYY Y Yot
HPEDOHNB. p-ANCA (perinuclear anti-neutro-
phil cytoplasmic antibodies @ HilFFERIILEIIE),
ANA (anti-nuclear antibody : Hi#EHik), ASMA
(anti-smooth muscle antibody : FLTEGHE), B

WREL -8 FRMETHETEX, FEEERtEpEgx 245
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@x1

PSC DEEHE#E (Mayo Clinic, 2003)

Db 50 ZEPROPEIE L HRENLEEEXOREMER

@ERFRE (1BD OKE, 1835 >HOER) B L UM T - %
(6 WRABLEICHI- AP 2 ~3ICER) HEE

O RMEBLIEEER DA S » & ERORS

fEER
AIDS DEEESE

QO

REEOF, SM8
RIEERE
SEREREREY
BEEEbEREL
PEE DR MRk

=m0 Q0T

FEEELEE (PSCREs SUREN ARFISH

fioxuridine B15E - & 2 fEEREE IR
AP ICHES O, 1gG4 B EELEEER

©z%&2 PBC&PSCOHE

SERE FEEOLM 20L& 50~ 60D E M
FRRE NERBEORIBERER FFAS OB AE ORE
MRS ROBEE bV [ IBERERTE & iaHL
AR O IME & B
FIZIEEOSY | /NERBEE &R RERE L AE W
REEL L HRELESH Y
BHEEL L EEEEH )
Boehk AMA p-ANCA
BANTFYEHE

ANIFYEVHEREOBTHGIHEE 2B L
Bdh, HBGEEEEORR TR, BERMET
JRE R B RO FTIR (BIR) oM AENALR
(onion skin lesion & L i¥h 5), HHEHEAEICI - THE
BEVRETHBROIALAONL I LD 5.

ZWF L LT Mayo Clinic D33 (K1) ZRTA =
WHEOIRERZTBEL A7z, BYRNZIEREI Y
ThHY, PBCTHIESNZIIE (NEREY) XX
ERRE (REEREDIL) SEESNhA. PSCI, I
JEOWNDIREITH L TRIBILEIE S, BEINS
JHE DERATIZ X Y large duct PSC & small duct PSC Iz
B, small duct PSC TIEZFFPI/NEE O A0 EE

246 RECEBBEIAZD BE -

&h3. ERCP (WHSENBTHIEREEY)
MRCP (RS EBIREREEY) 7 L OEERET,
R OBERRZL E X IEN B0 L BRI T 5
BB 2 BB ATTED B ILD . FHESAERO BRI TIL,
F U INLS =R LM REELND B,

Pt

UDCA (I WVYTFFFRYa—VEE) 2R_YT 4 TT—
MBIV SN, ALPR y -GTPER KT £¢5.
Lirl, FREAUETLPCOVWCIERBECTHE. B
FROSRAR I BV — VIR — I e F LT — Y
% EONRBEHREIEROZ L b H 5. EITHITIE
PBC & AR M — ORAETH Y, FIBHEN
Thhb.

FULIVE—FRESSAPLATYF
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] REDEEIR 2)

PBC L PSCIZoWTOF LDERT. WHEAL IR
wREED I BWHETH HA, PBCI/NEMEE X
R AHIE SN, PSCTIXPBC & h k& 2fR% (8
pEIEA) PEESNSL. REEIEE L ) K& 2JEE I
WL A DR ENT, IBEEA OBEL AL
Twh. —7, PBC CHHEE L2 /NERIEE 2 & AN
AN, BEEED ANV BN
H5.

HisE

. EAESERERE TR B ARATCEE AT - R
s=iIcBT 2 FEM B GLE : FEARL)

. PBCEH&RF0YE

REPER 5 P BSGED THAIC E Y RES STV
FEELk,

(Prilgese, [RBARER)

B #E

1) BESERERERETRITAEE TSRO - HE
VERICEE T B EENR, I EREEHEFEZL (PBC)
DBETA ¥ 54 v, B, 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

B SEH R
ATUEESE, ST | FEIEIMEFIRE . 7 —
WAL BR o — S50 £ FPR, PRRIEIS, 2013 (RETTE)
- T © R TR OSIERT. E¥05 0%,

228 : 885-888, 2009

S — o RREEERE R OBE -8R, BYOH0
%, 228 :895-899, 2009

BARRL-8 ERMEETETESE, FRUREEBER 247
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4 E:F%Em 1209

&% aPBC &Y, BEEOT THENDEEBET 2
AWH 5. sPBCOH B 2me/dLEEOBEE Y VE V
MEEETSH 0% s2PBC LI, 2me/dL kili%
s1PBC &5,

SEHEROLLT, RIEEOEVE bR MEERECERILF 7”2‘@3??&‘) 575 HE
Byt PEFREZE (primary biliary cirrhosis : HEO—2THBII o v FY 7HAAMA) 2345
L BEE, REBREDPWAREDERER  BRMPrOoBRICBMLL, 72, Sogren(¥xz—L
NBTEWE Do N, BlIERDH, V)REMERE, BUMFRBAR COBCREEERCRE
SEEFEINZ: & COREERE T, BHICE EREAHLLTVI L0, FEERICIZETRE
AWEL o Twh, FFEEL VI ZHE ZEEFEFEZ DN T2, BRFENICD, FiEoM
FLALOBRBIIFEE T CEITLCWA R, FEEEERRIIREENRFE OB S 2 RIE
PBCEET, b RIFTh D, =721 THL)LEEOREMEL) Y SHKOBRBEEALDL
HIRERE 7 & FkIC PBC LBl S i/L N, BB AR b BEERRRES A 6N D,
y, IhboEREEPBC BEE, WK REEEFENC, BEMARETHREMLTH), NE
FFEIREEE R b 2 Ehh b, T 2T, BAARAE E MR 35T 1213 HLA class I FUR O RH A7
295 PBC Oift&, BHE, 2, Wi, ML, 3512 HLA class THEOEFEEIRA LN
wAD bo SHLIHMBEZERTORRENALND L LB
MR f'.%ﬂ?@* (PBC) i3, fRH - wrElc  AMA @3 PDC(¥ Vv ¥ v Bk EBEFE (pyruvate
s EESI NS R Iﬁxﬁﬂé@ﬁﬂd 3 5  dehydrogenase complex))-E2 Hifk2 #2459 F
B(ER1). PEEOLMITIFREL, K& HVDEERE LFHBREICEET S, Dok 7?:
N5 B ENE V. B iﬁfﬁ{x, (é:f’: HORERGERBOTAMANREOONEZ LI
BT NS, FRETEERSY ), BEEERFE CIREZNEEFEELRR EJ%:
B35, BR L, EEM(symptomatic  HoTwa I EPMEESRTWE, T, BEHER
BC) & & JE 5 1% (asymptomatic PBC: R ZRERTOBSPREADRBEICES T4 L
SEEN, RMREK EEH AEBEHER WwWOMELHL. Thbbh, PBCEAEOF L LA PBC
CFPERNE: IR EICESCEMEEREY CRAZERINTHAY, F—EIEN Uk, HR)
&k, sPBC &IER, THODERERLE TOREFREOLNALI L LY, BENEFOBESH

FFEEZ (primary biliary cirrhosis : PBO) I, AR - REEICHCRERNEF ISR TN ISHETHOIET S >Hk
. PEELHICHFRL, REBERTHRTZCLHBL. BERHRE, HBTCEHHETRTLNRL,
RO SRR (CHIR Y D, BRERLE, JEREE (symptomatic PBC : sPBC) &#BFRI4 (asymptomatic PBC : aPBC)IT
SRR, BE REERINE IEK FUERETSHESICES BMEEREET B8, sPBC &IES, T
RLIGEF aPBC &MU, SERORFHEL BB T 25508, sPBC D352 mg/dL M EOFEUILEY
BHOD%E s2PBC LIFY, Z1URE%E s1PBC &SR
HLRIRERR

BERERUEEROT, ERERERALP, v-GTP)DEFEERYD, H= IV RUFHitk(antimitochondrial anti-
AMA) D Q0% DIEFI CIZETH D, Fiz, IgM D EFZRHD T EHZN
=)
FFANEIREE (\EERRBETILL UIREERDRE) (I8 E LR ETIRHRRE S (chronic non-suppurative destructive
igits I CNSDO) ZRhD. RHIDETICHEVEEHNR, RIELELED, ITHEFEE~NSERL, FHREEMHSCL

HS oRICHL, BHRRE BEEBESSEICHEL, BEERENIRTIBRICEEEREBERD I LNED.
NIERE, REU DT, BERRIRRTSOBCREHRRZEHTICLNED
RIERT, FSSIAREIDERR, IBIERYMETREET S o, MARRBERMERS

1 DICBE T 5 ED%E PBC £BHiT D

Z CNSDC =385, BEFREH PBC ELTHFBELEVED

BT, BEFMICIE CNSDC OFIRERSBLD, PBC [CFE UL (compatible) R ERTHD
ROV, AMABBET, UHBIREDS SUREDS PBC &2 51250
VAURKZR T 79—, y-GTP: y=-FIF S W hSYARTFI—E, IgM 1 RETOTUY M

YEORT - ABEAREICEI T BREM R IR T ETEESRR)
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BRI LRI RRIRIEAEE N (CNSDO) OFRIEIERIR
> FHE#(HE 26)

B9

THA BEERIEEAL, TEEEY
(florid bile duct lesion) | b, t7EsMEFIET, PEEIERE
&ih, EEEOREE, BED
WiEEHHFOND, BERHEICIE
U Bk, B, FERIROE
HEhH5ND. RAEFEZERHDT

EBHD
gt PEEIFR%, BE LROEEZER
(ductular proliferation) | b
mEg FIIREED S DIRHEDER, piece-

(scarring, septal fibro-

meal necrosis BERHHNBD LD
sis and bridging) .’

[ClED
IWER FHEZEHE
(cirrhosis)

Ezibhb, —F, BERTELT Ns7UT, U
AWRBS, PEVY, A ANy Ty AQEED
MEEN, FlEREnnitERRICEETNS
LRGSR EOBESIEEI N TV EDS, BHELHER
BEEDE ZATRHETH 5,

WS FIVRUPHIERAMA) : 3 bary P 7TAHE
KBETAHRATMLI2S MIDIFED ) B, M2
SENERMICST 2, Thbb M2 S EASHIT
BLE&ns, M2oEOEREaE, PDC-E2a v
F—3¥ F(PDC-E2)THY, st FVIvsn
Bl EREE-B2 o R—5 ¥ F(OGDC-E2), 4l
B 7 I EEHAKERE-E2 K- % MBCO-
ADC-E2) % ¥ d¥L3 2 FJ 7 M2 HiEkDOMISH
BETHhb. AMAIZPBCEEICBWTERIIHBEL 2
B, FEEE OB EARR AR HA%
BER 2009 EEHOSEREEICLS L, B
1:7 TiiicE <, BWHOFLERII6ETHo
2o Thb b 50~60 MANDFELIEIIFFET HRE
Lwi b, BEEDREZIT TV sPBC BERILH
175 6,000 AT, FHHEHFEIITIEM 250~300 ATH
%o —5F0 aPBC B3, EEBEMBONE TIZk <
SN TWEW D, EHOBBETE TR,
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CAD (no activity)
CA1(mild activity)
CA2(moderate activity)

CA3(marked activity) | CNSDC % 4x
. a}% N :
FFRODEENE (hepatitis activities : H

HAO(no activity)

HAT1 (mild activity)

HA2(moderate activity)

HA3(marked activity)

#5E T, sPBC & aPBC % b
E5F~6FAEELLND, HIE
TIHBESRICHIE A SR, KET
D 200~251 N, HF¥, F—2 17!
ABH7zY 2N, T7YVARAY
EFB Wy, MBI LEY D
BRI BEFICBITAREMEE L
EERDOIRE (VNEERIHE ~ B EEIEE)
& M Bk 3 % B 2 4 (chronicno
destructive cholangitis : CNSDC) ([
W RERENEO NS, ThD
(1BEnY), MBE% EPEROKETE
MR s O, BRI X BB DY
(BAEMENEES), T-BEENLEE
Wk, MEEOMAR, HrvagF:
ERAEE 2 0 5. EREICSH !
BT AL L LTk vovER
G, SFERER, AFREREER LA
W70, PIIRIERE B o BERIIL P IS
N, §A%ts (F VA v g) i ThE
FRIBEM O EE iR E
Scheuer 2748 (1 # : CNSDC, 243+
B 3H Kb, BE 4T
EUETHELTWR, 7Ny
DEF LI D, EIRAFEOTES I
LRBOT S 2B AN HEER 3,
TWD, ZOSETIE, JREORENE



