FbYic

HORERER L&D 7 1gG4 BER B ORBHE
HENBITw, &FREEHIB 5 1gG4 BERAD
FERDERDEATE TV 5, 1gG4-SC RS EREL
PR &, B L ORREENENIERTS

n,

b

WEN S B LB RS ERENDEETH
BE, £8MB LURRBRICBT 2BWAEEDRE

EVHEATHDY, 4T LdThODOEMNIASTE
Bvie Sk, 1gG4-SC DIRE D A 7% & §IHRE DI
FhMHEsN, SoIHENEL, WMELZDHITERD

AR R IR L 72w,
2 E Xk
1) Hamano H, Kawa S, Horiuchi A, et al. @ High serum

2)

3)

4)

5)

490

IgG4 concentrations in patients with sclerosing pan-
creatitis. N Engl ] Med 344 : 732-738, 2001.
B E T . eG4 BEHERT PIA. HHEA
#i, REA—, @ AHEENE, 114-121, 2012
Sumazaki R, Shiojiri N, Isoyama S, et al. : Conversion
of biliary system to pancreatic tissue in Hesl-defi-
cient mice. Nat Genet 36 : 83-87, 2004.

Terada T, Nakanuma Y, Kakita A : Pathologic obser-
vations of intrahepatic peribiliary glands in 1000 con-
secutive autopsy livers. Heterotopic pancreas in the
liver. Gastroenterology 98 : 1333-1337, 1990.

Terada T, Kida T, Nakanuma Y ! Extrahepatic
peribiliary glands express alpha-amylase isozymes,
trypsin and pancreatic lipase : an immunohistochemi-

6)

7

8)

9)

10)

11)

12)

13)

14)

cal analysis. Hepatology 18 : 803-808, 1993.

iR R ORE—EE & PRI O AR Ry T I 2
SEIZE— JHE 24 1 73-81, 2010.

Zen Y, Harada K, Sato Y, et al. : IgG4-related scleros-
ing cholangitis with and without hepatic inflamma-
tory pseudotumor, and sclerosing pancreatitis-associ-
ated sclerosing cholangitis : do they belong to a
spectrum of sclerosing pahcreatitis? Am J Surg
Pathol 28 : 1193-1203, 2004.

Umehara H, Okazaki K, Masaki Y, et al. : Comprehen-
sive diagnostic criteria for IgG4-related disease
(1gG4-RD), 2011. Mod Rheumatol 22 : 21-30, 2012.
Chari ST, Smyrk TC, Levy M], et al. : Diagnosis of
autoimmune pancreatitis : the Mayo Clinic experi-
ence. Clin Gastroenterol Hepatol 4 : 1010-1016 ; quiz
934, 2006.

Ghazale A, Chari ST, Zhang L, et al. : Immunoglobulin
G4~associated cholangitis : clinical profile and
response to therapy. Gastroenterology 134 : 706-715,
2008.

IRIPIERE © IgG4 BRI 4. 1gG4 B B~
DF. BNEE . ATHEE, 57-62, 2010.
Robinson DS, Larché M, Durham SR : Tregs and
allergic disease. ] Clin Invest 114 : 1389-1397, 2004.
Zen Y, Fujii T, Harada K, et al. : Th2 and regulatory
immune reactions are increased in immunoglobin
G4-related sclerosing pancreatitis and cholangitis.
Hepatology 45 : 1538~1546, 2007.

Harada K, Shimoda S, Kimura Y, et al. : Significance
of IgG4~-positive cells in extrahepatic cholangiocarci-
noma : Molecular mechanism of IgG4 reaction in
cancer tissue. Hepatology 2012 (in press).

FHEBE Vol 33 (6) 2012

- 452 -



FHBBEOSAEL : Bi%k £ BREOBEDES

= ‘

' EEREORIEL | TIZEOES
JRFEVERE LM EAE e & IgGAB MU JHAE ¢
DIRREL BAELOZ[R

B oH & —° & E & 7
RO | RRURLEIEE R, TgG4BRER(LIERE %, MR, IeG4, AHRHEEFNE
1 lixuwic afbif&%ﬁf% D, BoKTI EDSC D 62~100%
- AT AL ENTE2, HARTIEITS
RE{C MR S IR | S LA L 2 2 (2004%F) LR TH B0, &7, D2rEOD

FEROBHT, TRERME(RREELIERE
4%, PSC) LRI QM) KA X T
73, WA IgG4 BIERE (L MRS 2 (1gG4-SO)
DEBBEEDHET 5 X OEBOTBAHEL,
IgG4-SC I PSC & 3f P37 L /=R & L THL
DH/ONDB LS ITh -7 WERE LML
IZkBPRE RS BEE ST, BEEEL OHER
AETHRBTH BN, BEAFHOLL LT,
LD e L-MEDOHLEN S 5.

AR TIE, MEBEEHRL 2%, ki
B2 MHEL JUBEFIC DWW TERRT 5.

2 | PSC

1.8 =

PSC iZAFPIS DREAE DAFHMEMERE 2 £ U 2
ETHEDOIBIERERE TS D, REMEXIES
eRELTIEMREEGRERZEH T2

PSCIF20 B £ 60 BICEY — 2 &g g
WA ATLDY, BICEEE TIRREORD PSC
IR U THUE AR R s & OB
KOEHFENE D, PSCOELMIERED,
FFFIER R AURE S ~ T SMIERE L~ L DB % &
AR FEI B D e AL, , 7 LIS B N CHREZ
JHEHETHS. LrL, 20X EEED
3, ERNABFEHPEESE I ERT
3 2RMEBLEIEE R TE A6 R, BICERA
TRE DR S FE VIR B AP S B RE %
PSC LBFATWA. Ef, EHERZHZL XU
MIEZWE DS IZ D, PSC OB 43R
& % 7= Al OB I BB R & k> T
72745, FEFCZIgGASCA#IZ LY, BIUERD
BVIELERS S h->TE = PSCOE
BRI RR L UCRAZHPEETH D, B
RIS, IEEE, WEMMENTRE 5D

Kenichi HARADA et al : Pathological features of fibrosis in primary sclerosing cholangitis and IgG4-related

sclerosing cholangitis

FEIR K AEIRRE R R ERREZ [T 920-8640 A/ B4R TH=EH] 13-1]

FTAERE 65 (2) : 343-349, 2012

- 453 -

343



B EREECERE S
A FAEED v I v uBHE, EFBEOEFMEL L EER X ONBRERE(GRED :é%ﬁéi%?&%ﬁ&) 5.
B : JB% MR OB RIE T, ERETICHKIE, T OSHIRIEDRE 270
C:BOHiEA BEME—EOHFAMETIRLET, *)&RT.
D:MERULALLY, —EICHFRGORNERD (R, ZOSEICY Y STREE, Vv 5ER
TER &S DB ERD 5 ().
E : [BEERRE L ~ILOFER DD I‘J/L\Pﬂkﬁ%ﬁﬂz (&= X FIERHMEL).
F: BIIR (ZRED o4 5 IS MR L IR 5 R LR ICE X b > T 3 (REB).

344 FTABE 65%:2% - 2012481

- 454 -



HlRENABNERENS.

2. WRIEMR v
P A D FREE IS ~FT PSR AR 35 K OVT
SHEERICEEFEOBEEREAF L, X 5ICHF
FIER AT ~ BT S IEE |2 13 JE 4 T B
LOML, A DBRBRICBOCEERENE
IROEZRERE2ET 5. PSCOFAAAEIE
E~ITHIEHE CIE, EEEND LEE T O
ERRIARHEIEE L FERE L 2 D D8 M
IR RN LEMIZRER A 6N, D=0
EEENEHT S (KIA~C). %l¥ 3 IgG4-
SCizA b3 k5 &fbir UAIRERM & 13
&0, PSCOREBILIT—EDT MM ZR
TRFERMEDEEH» & 50, RERE L~
DOEEEE TREILERD 2 = 3 FRGEHEAL
ELTAHLNB(RIE). & 5IZHEE O
LT T 2 L EENEO N, BAZEE
& 7= U fibrous-obliterative cholangitis & & ¥
3. BET 5 KEMIE Y Vo SERE
RTh 52, FELAOREIBEEME, &+
Bk, IEmAE S &2 oh, &5 IZIFERIRZES
B DEFISE 5 5. £7-, SEMBROSHRIE
RRE PuRefl oo <, B B3 iE4 ORI
EEB LT L ALK D BRI FIEEY 5 (X
1D). FEEDBBERIB TIZ, FEICETD
W, BB, SbIICBEHGEREERL
7= SR OVIHRAMIADEIE % PF 5 B AR
KEAES 2L dH 5. EEBEICIEEHELS
AONBH, WEHETHITIE, EERERIC
VX U 2R 2 B RIER (Y ) v e
VAN T LB BAELENE. TDXI kK
RIPRE L NVRE DS I ARG D,
JEE SR ORFHTR T 2 8KIR S5 — v
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BB S M, V) YV SERPIEEM
B, ML e EGR 2R 2 2L h 5,
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ENTN5S.
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EIFIEN B REMRMELE & & 5 (R1P).
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BIRERRDZERNZ L, BB
Y5,

2. IRIEFR
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B BEOBIEENEE Ch T35, IgGs
BEERBOAFBN 2B ERL LTiE, D
M 75 IgGiE 135 mg/di Ll , 2) IgG4FE M Al
fa 23 s L KRB 10/l LT, 1gGRBEM
MO E, BHTFoh T3, Z
nICinz, BAE, IgGASCD L UrHL e v 5K
EINTHO, BEMBERCREEE) T
&, D IgG4 B E MR (10/ 3k 2L
F, 2 DIgG4/IgGRBEMRE 40 % DL B),
2)FEHE ) VKB EMEDRE & B

ERD, FREREEEZRL, DFAEERHR

7% (obliterative phlebitis) & % \ M3 IEEF R
1t (swirling fibrosis), 4)f&Zr L A AR HMEAL

FrRERE 65#% 2% - 20124F8 H 347

- 457 -
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19(1803)

e
Wt ma%

REN 2 BEOREEFEERA L LT, BERERFEL (AIH),

=

SR FE PR

% (PBC), BFMBLMEIEE % (PSC) & 5\ id IgG4 BILER(LIEIRE & (IgG4-

SC) »#H 5. AIH TiX, ERRZWEETORBEIR,

BRI SRR FESE DI BT R A3

HEHENTWS., PBC TEFHLWEH - BEIESEIE L Lo2H 5. 1gG4-SC &
PSC L OERM AP EETHS. PBC & AIH, PSC & ATH O F —/3—F v S TODHE

I, WETRAEETH 5.

& U &I

50lt, I1gG4 BB B OB I, HE
SRR B OB - ERICERDTH Y,
E 51T 1gG4 BEEM LR 4 (1gG4-SC)
ZREDH LIRS SRIESNDOOH B, KR
T, FFIEERD IgG4 BIEREEZ &0 H
A IS R OFRIZIIC T 5 53
DHIRERNT 5.

Y ERRERFRERERITAH Bk R
HEPT

G

F—7— R RS,
SRR AT, B ORIk,
IgG4 BETALIERRAE 4%,

IoG4 BER B
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BOREMETR
(autoimmune hepatitis © AlH)

ATH i, JFIE 2 B & 3 2 e i 210
RECRBRETH 5.

1. AIH OFRIERT R & B HEE TORE
i
ATH JF T3 Rkt 20 BIFE SR BUB D3 AL &
n, PIRBE FEEOBRICTH HBART
DI OFRERY R S, ) o8Bk, BE
MBORELEME T AL VI —T o4 A
%, RO - BEH Lo, R L7
FIIRIBAIZ Y > 83K, TREMITREA R o,
WAETERRBESTE S, & HIZF/NERTO
ZRMORIRBICCETN Y ¥ 5kiRE R &
DIEFLIAEN AL Z R 5.




20(1804) 4 &

1 UL/ EENIEE & DRBEFILFEEHET

BES - 67% - 8%

EEORBEETFROMMT, K emperipolesis. FIIERE T, ZENTIFHITEA

WCADRATZY VB ERT.

ATH OFEB I OERIIRINZHTH Y,
FRICFFR Y A VA, W &2 X BB EL
BALT 5 2 BSNETH B, kAR
BAERTR EE 2 ShTwb, BaE, EENE
S UCHEER ATH 7V — 795 ® 1999
SEYETRE 2008 EDSIY? A S hT
Wh., BBHIE, HREORERBE & GE
MARE BRI W RETH L. fHHE
ATH WA OFRMIEE & LT, emperipole-
sis BZIFSNTWS (F1). emperipolesis
EREIH MR () v osER) ERERKINE (BT
M) & ofEFENREMIERX T, e
Yy & &S IFREE{bDR ATH TH
Bans?. LrlL, BFHEoOBHNEORE
DOBMFATHOHET S, HE fet T3l
WADRF, 78— AMM L 0K HE
W2 358054 {, emperipolesis DA CH
GIRIZHEREZ a7 ICKRE LS BET L7290,
FRERICEL o TEWTOBEVFTRTH 5.

2. BMRE AIH OfFRE

BHFETIX, BUBELZRL, AIH &&
Wr SN ZEFDP AIH %KD 70% & 2T
Wh. ZhOIEFDS X, FBATT HEEF

RKOZHEHETH LY. LrL, WHEHENIC
BB IR IR E O 1T 2 RIR T HHRED
vy, SRR SAR DL R B O T M
EETHHDHEL, IhoDEMIFRE

CAIH TRIBEYIIVEVEE, FFUART

IS —EAEICEMET, HICMmE gGRy
a7 v HMEERERDS L, BTHED
Bk, EOMOERDHY, LloERZE
HETIBW CELRVERIEEINS.

AT ATH OWWEBZRIE, DTo2
LD 5. .
1) /hEEdETR IREESE

AU TEEOFMBE, FINEFOE
DOFFIRIEIL (zone 3 necrosis, centrozonal
necrosis : CZN) 25 TH 5. FIRBICIE
HHE L M HEVE PR BETE IR 72 & DB AT 2515 4%
Roniw, /2, ANERNTOREMERE
HB L UL D, oREOEMERFLIZ
HRTEELTL2HENDH A 25, MIRIED
BADZ L WER D DAY, BBEBIZEICLY
BHFAICERTAZLIZE-T ATH &3
Wrahsds, 1HOY 2—TDHRDIERR,
HRICL D FROLVEFTIEBINCER T
5.
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2) etk HETE, RPUEFES

AT T HBUFREOHFEEBTETHI L
PRLETHY, TZFEBEORE SRR O
Blcdh 5. Eibd CZN BIOBIEHEEL
L7 Rt .

3. RIEBMICH TR ZOMDEER
1) F—=r3—3 v TR

PBC & PSC oA¥pITiE, AIH FRO
i, HEERZFRARICETLIEPAoNT
BV, AIH-PBC, AIH-PSC #—1—F» 7
FEEREE IR I N TwS, EE ATH 7 v—
ThHDRETE, INLDOF—N=F v
REMEREIL, PBC &AWt PSC T AIH #7%
1t (FFRMEZEAL) PSRRI %2 5139
BRYELDRBPRENTHEY, ZThbD
F—=N—F v TREGREZ, X704 FIHE,
SEHRIEEIC RIF 2 R E R T S L3 b
TEBY, BEESEE, ZhOEMN R
PBC & 5\ & PSC i3 562545
THEETH 5.

2) IgG4 BA#E AIH (IgG4-related or asso-

ciated AIH)

MeAd 5%, I8 ATH OHTIIE IgG4
fifi (135mg/dl LLE) PEETHY, BED
A0y =74 AR, OB EE
ThHY, BED IgG4 HHEBEMBORME%
Y BINR 3% FRHELZEHRELTWA?,
B ICEE CIHESHIOREN 2, vwb
W% 1gG4-SC * HOMEWRK (AIP) I
££9 JFEE (IgG4-related hepatopathy)® &
WERLRA., INLOEMIE, AT0A FRE
BEMERL, IgG4 BHE AIH LT,
IgG4 BEERD 1 OTREVWHAE LTV A,
B, HRREIL TV 1T, BED
PRI T 1gG4-SC DEEDFH S M Ik -
Twb., 72, Chung 5i% 26 #lo ATH @
R % e g CHRES L, 9BIT IgG4 5
HREMBORERE (BEERTSMEM L) 23

21(1805)

Roh, s ofEdlid IgG4 HEMBENE
BRI LTAT U FIREESHSL e L
TWaY, WEOZWEETIX, b IgG4
FA ATH 35809 AIH & LCEBran5.
INHOERIE ATH OF LWHE & 55 %,
HHA ATH 280 55, SHOMELE
Thb.

3) EWUEIFREE L DR

ATH & EWYWFBEE CIIRMER R EE
LTRONEZ LD, EAICHET 5.
45 —7x A ANFS, FFHIRBRIREEE, ™
PRIBOSIEITEAEL Y ATH THET, ¥
PR R /N ENTOREMIBIEE, Wi
1k, @¥ >y MR, emperipolesis (B 1) %
ATH 27" 2ATH Y, H/AERSM
WRIS T DIF R ERRL IR ER DA, I B
JEE AN ORI Te U A AT E % /R
T 5. BRER, WHERZEEL, &%
D B BN D 5.

FRZMERE T2
(primary biliary cirrhosis @ PBC)

PBC &, FFA/NEIEE (JFIC/NERIBSE)
RN ETHHOREEFERETH), BE
TR IR LR R RE % (CNSDC)
LIPIZR, BEDY 8, BEMREEZ
v, RFEERED RSN LY. wmH<T
IR - FIRIROTREDSETH 5, w0
ERE EDINEMEEDIZE A LIRS
M, ZAUCEE U CRBMIET S o WS EIT
WL, WEREOBESHE, ML
HITL, WEENERT S, 35610, FEER
PRARER CTEEFEEEs RSN (—
HOBITIIEYD), BEOLEAIZETRE
BELD1DEEZLNTVE,

1. PBC % LR - BEIEHEE
1) #BE54E (staging)
PBC ®¥REA45# TH 5 Scheuer #H3H &
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22(1806) # &

Ludwig 4TI, (L, FEeBiMneE
WAL COR—MBIT R 2EOBRL LT
BY, ¥ g - EICHEE o
T&7. COMEZREERT L2012, B
R R % W PBC OFMZBARICE
filis % DOVFHHFETH 52, PBC FFCHEEA
DHEATE & HICHRT M RO B, B
BHSE, ) oW &I Lo 3 RT- % M
WL, oho 3oomEr2a7ibl, A&F
T PBC DOE#EATE % 5Hli 3 % MRS 548
ZRET 5. HEHE L M Lo 2 BT
X BFIELREESNT WA, FOHEIE,
FrRAEdL, Sk L IEHEOREZBOB
DAAT 0~ 3IFHIL, 3 DDOMBHTRD
AATDEFIEZDECAT—V 1, AT —
V2, AT=V3, AT—V 4 OWMWIHIE
T 52,

2) WEHES4 (grading)

BHIEE R (CA) BLUH% (HA) o
BEZZhFh, CAO or HAO (no activity),
CA1l or HA1 (mild activity), CA2 or HA2
(moderate activity), CA3 or HA3 (marked
activity) ® 4 B2 a74LL, PBC OF
ByEESdEE L7, CA ICHL T, HERE
HIRE R THSHH CNSDC L ETCEELL
WIEE K & PBC IZ4#HI 7% CNSDC DT
DEMEBEESLD LICEHMEL, HA IZEHLT
34 Y5 —7 4 RS NER DAL
xS EICHMT A, CA & HA it ®
B EEMIE, PBC OEEOIRE, BB
RYFHRFUCEHTH L2,

ATH-PBC # —\—F v 7EMERH | PBC
TEFI D 7~20% HEEME PBC-AIH % —/3
— Iy TEFERICHLY T ESNTEY, &
[E$RIE U 7237438 T HAS3 (marked activity)
%79 PBC EHBNIE, FF4E PBC 0B
12 harEbhs. &k, BEESEHE
(RO - JHE R BT 5 A%
MLy, (F—=N—=Fy TEERIITTLA

BHES 675 - 8%

T uA FEEDDOZW S| PRIBSh
72®. i3, PBC MIXEABEEOZW
HERWTH0L L, ATH A5 E
B AIH Bz —REFRLLAB L 2o
TWwa, Thbb, FlfkEOEE? ICHL
TIZHAERE SN T3 PBC HEESED
JE&A a7 HA ZHWT, HAO~1 % 0 K
A b, HA2Z 1 KA~ , HA3 % 2 KA
YIRELTEETALOTHY, H5RER
AIH ZWEROFERICETN TV LREE
T emperipolesis b KT 5 BEEIR .

2. REZMICH I B ZOMOHAER

PBC Tit, IgM BHOBEMIE) % { &
Do, SHERTOBWIIIRIDL ENTY
598 Moreira 5%, IgG BB EMEE
Mix ATH % PSC, F7-EBWCEFF£THEE
THo729% PBC TidAER IgM BIHERE
MR OREED 93% OEFICED 51, PBC
& AIH, PSC ZDMhoE & o R AT §E
ELTWwWa. /-, PR TS 80K
MifeoEsR L ZWrMfEICEI L <, CDla & H
WeERE T I N OO RBE L BEE R
T L72%E, PBC TRMOERICERTE
S ORISR b5z R PRI R IR
HaENh, PBC OFRBICEHELTWSLDAL
573, PBC OBWIIHIT o7z F 2GS
HAHY, A LFENTO CDla BrEMifaiX
PBC @ 58% DFEHIZRE S, PBC DM
ZWCERTH - 72,

WAL R B X
(sclerosing cholangitis)

WALEIRE 20, FFRSMEE OBERER X
O Z D OB ORI & IR 12
REERFH L THRETDH . WALEEER
3% OBRTHRET L EPHOLNTED,
ZOHT PSC & [gG4-SC THOHTRED
EE BRI Tw5,
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1. ERME(CEEER (primary sclerosing
cholangitis : PSC)

PFIEMGREZ AT 20080 % < %= <,
HEPORABEICIFRT 5. BOPETRE
MECAREOE -2 2h 5. HEWELR
FLELIETEESRZRL, BEEEDRON
5. SOEMMERE (1) vo5zk) 28RS
N, BB ClIiF b skiEE e iz o
£ AL, FADEBECTIEERERDOH
BRI R SN, S5ICEoMEe
HEBOBHEE LM TH 5. B -
EASHELT U, RHITAERFRMERE, PRI
ANEHETDHY,

PSC T% AIH oA H Y, AIH-
PSC * —N—3F v FHEMFELE &I, KT
ARD PSC i2BWTIHEENNE 2. PSC
DEAIFRRSIC, LIEFLIE PSC OEFRT
B ENEPETHRBRTHL IR TH
D, BRCESR PSC &ML ETERT L
PMEBENTWS, TS DERTIE AIH
B OEMSET D, Bl ERICHEET LY.

2. lgG4 FAEBILMEE X (lgG4-related
sclerosing cholangitis : 19gG4~SC)

AIP TULIE LIS RICEALMRE DR
b, 70~80% HiFE DR TH 4
BEORE, BEOksE, Wik EPRLN
59, FFAMEE BRI IORENR
LNBEFDE DS, FPREEICRD O
HHbH 5N,

FFAVRZ IR E REETE VR ICIEE A & h,
MRS BT ICRETERY ¥
NER, BEMEREERES . BERMELE
I ARFE TR, IS OIREFEEEE
FBANERT 5. BERFIREDBRYPZ D
EFICRONS. &b, BEHRELEZOD
DR HBPR- T A, BERBEMERIC
S EEORIEN - BLEEEARA TV S,

RFERE T, 1gG4 BB EMEITHEH

¥ O£ HCRENFERESR - BEOMA -

23 (1807)

KRERMLTWS., EfFE (HPF) T 10
8, 40 18, &% 50 AL EH L, FE
B EDNLY, hofErar) Y5
PEDOTEMIBICE LT, ZohENIFLL
FRT B, IgG4/IgG 2% 40% Libd B it
50% PLEDSSZrEEE: LTHYwHRTWA.
AIP LEDOBEEL, MEOHEEOME
DRSNS,

KEOFMBIZDEA DRENR S,
IgG4-related hepatopathy & M:iXh 5. JH
BHRoW K, IBERBEOMMEL, 1gG4 Bk
BN DR, PMERSA VI =Tz A X
RSN,

1) IgG4-SC & 4fetkfalES (inflammatory
pseudotumor)

1gG4-SC T, JRERICHES LIS
JER %R0 5 L34 R, FIMEEIC
b ISE IR 7 A D T Ehd B, 1gG4-SC
T, RIEBRITR, BRETHRE R D,
ERELTEEERZZ2T 2005 5907,
FRRAZ L) > NSO B R B 0 & RE 1R e 5%
THY, HMEARRIREZ & Do o
TBHER & OENHBLETH 5.

2) 1gG4-SC & PSC D%l

IgG4-SC & PSC Db %3 1 1TRTW,
EHNICHERTHA. oM, H&iE Kovabu
5, & IgG4 BHEREMBICnZ, e
HTHINE (Treg) »% IgG4-SC DIFHEMKRICZE
CEMEL, PSC Lo@EIcERTH-2L
HWELTWBED,

3) HEMNA

AIP &P L7z 1gG4-SC 1%, AIP z ik
EL7ENETHIRTE 548, BRE% D
vy 1gG4-SC (ZIRE YA & ORI A HE 72
Biah% v, 1gGae B EMIIEE % 09
JEBASAFEB DD Y, 1gG4 BEERD HE
TH5 10 fH/HPF Yo 1gG4 BHTREM
fa R BE DS AER O 37% IR 51, 50
f8/HPF LLEOBEZRERNZ 6 % ICHIT 5.
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24(1808) # &

RHES - 678 - 85

x1 EERMEECEEERX & 9G4 BERCHEBE RO LS o™ & ) WEsIH)

REMF{EREX 1gG4 BEERE{LIEIRE £
eSS
S R ORA BERA (80%>50 %)
{3 M/F 2/1 M/F 5/1
WRAER EEEER Pt EE
EAER (MBEZMAEERS)
ARER RAEVEISTRE B RBERER
TS IR MEAE
1SR LR R AR A
BRE
lgG4 D LR 9% (C&EK A >80%
s (ANA) 10~30% 40%
MIFRERIMIEE (ANCA) 70~80% h
HLA B33 B8 ; DR3, DR2, DRw52a DR4, DQ4
izt
PIRREL ($T4EAR)
FARRIEA/ A > 52— 7 = 1 XFF# 10~30% 30~50%
FFNEER 15% 50%
IRAEERARMERE 2 —RERY Fh
BB B E IR —fighY Fh
LR — Y Th
EMMBEEEET O % Ea 50%
SARSE % LN BB >70% 25%
lgG4+ FE#ER Fh 25%
(=10 fE/HPF)
KEREE (R FHS R
REDH T =gt RN
BEUS A — Ay Th
HEAFEET(E —figHY Fh
REEMEIBIER Th, BEENFEEYE —fzEY, U L NTEMEE
lgG4+ F &k DE BB %<, VAl
PFEATR —fEHY —f%EY
PSR A LEEE, BHK —f38Y, SoefsE
FARTIIT LEERX fh

RS AN S 5 TgG4 BHER A IS
BHOH S THIBHHIC S RO, i
FHT & BB IAF IR AL I TH 55,

B bH I

FFIREO B REREIE, AIP 2D

IgG4 BERBEDOMB L ERICEY, Fiik
ERZEETVwS,. Lo, IgG4 BEREE
LIZE% % AIH, PBC, %72 PSC »MEET

B EPHER SN, 1gG4 BERE L DER)
ERSh, WHEENLENIEETHS
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PBC 23D e nip

UDCA R ok

Mo By

ZEE:PBCICHTDE 1 BREGE DLV FTAF>I—)LE (UDCA) THH, BRETHZ 600
mg/HIRS TEMRAREHMSNBERADFET 2. 2012F, EESHMT T VU —bokn

(&, FFTIFREEAREEI 3~6 DA THRAELYTON, UDCA D 900mg ~DIEE.

LA

YT« I5— MENRSERSNTVLS. LH L UDCA DEERSEF 13~16mg/kg THD,
WRARAITIF S00Me/H\DEEZERNTNETH . "7« T5— bOELENUENRES
WD, 51 PBC (LW 2 REIFRIENRZIREL T 2 RRRRA BRI EETD D,

SR51ME ¢

LI

SRR 82 (primary biliary cirrho-

sis ; PBC) ICh$ 29 VY 7 F vy a—VEg (ur-
sodeoxycholic acid ; UDCA) #5110k - T, 4
{LFRgEICE U567, MBFENYEE BXY
EEHHMOEEIESNB I L, BedNA L
NNVERBRRFRCL o THLPICE R TS
Yo PRy B LTI -1y 30 PBC BN
4 ¥% 4 >~ (AASLD practice guildelines?, EASL
Clinical Practice Guidelines : Management of
cholestatic liver diseases”), B L AR ISHE
ENLPBCBWAA FI4 ¥ (0128) DT
MIZBWTH, PBCICXT 585 1IN L LT
UDCA 2RI N T3,

Z0—7T, PBCIIxf¥ % EWimgicix, +
BHIEFVAFBLRTO RNV F L= =7
P OPFEET S (Tablel). EBEDE 5,
UDCA DA T+ 5 h LN R EL R IE S
NeWEFICEETAZENENLLTHY, &

1) FREAREWH
Management of PBC cases failing to respond to UDCA
Atsushi TANAKAY

DIWVTFFFEY DIV, AT TS—h,

BEAA RSAY

3 L7=ERIIC BT, UDCA DR R E %
WO LD XTI RED, FLFRARLHE
ENLHEROWEE EHT 50, &vw) MER
F 7B ISR S T n v,

S 5132012 48, EHA TEBEON - JH
BERBICHT 2 WANSE] ¥ - PBCHR &0k
FAfZEE LT, PBCICxd 5 EMRBOBR%E
BT 5720, g4 B, B L UERER
BERROIBEMIE 106 225K & L, Table
IIRELABEACOWTOT7T v 7 — VAR
1Tor. KBTI, DX % UDCA DEBER
BAR+ 48R, UDCAREHIZ LD X512
LTERL, EDOLIBRXEELHIRENITON

Table 1. PBC OZEWHFEICBITSE "S-

- D X5 7% PBCEMICH LT UDCA HiE% Bla§ 5 2
- UDCA O%IREWD, ¥D L) kR HWTITI N
- UDCA D3RR+ E4, BNEREEED LI

2

o

1) Department of Medicine, Teikyo University School of Medicine
Corresponding author : ¥ # (a-tanaka@med.teikyo-u.acjp)
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Table 2. PBCIZH$ % UDCA WEDFEHERD, BLUZOEE

; HEBE®RO  reae s~
SR IEH] *u%ﬂ%% i YRRV B

Barcelona criteria 4 PBC 1% ALP: L AW IZFRE
D 40% Mk
1&T or IE#AL

Paris criteria 4 PBC 1% TB <1mg/dl, T H 5 VISR
ALP =3 ULN,
AST =2 ULN

Rotterdam criteria AT PBC*! 1% TB E#1t FET=d BV T IFRAE
and/or
Alb E#1L

Ehime criteria 4 PBC 6 R GGT E#1kor T AV T
WAE 70% DLk

Paris II criteria EHI PBC 164 TB ULN, FEE~OER
ALP <15 ULN,
AST =15 ULN

HEBEND S NI,

T, ZOT Yo — MOFR2ECERTFOTIRE B
BlL, Abe&TUMNLEE: LENLERERY
DR/E ERIT VT2,

| UDCARIEBIDEZ~UDCA BENRE

W2, EDQLIICHIETHH 7~

UDCARISH~DOMEE@mT BRI, £7
[UDCA RG] &) HL YW » BRI E
HLTBPRTRERS 2w,

UDCA Risfl & id, TUDCAHS M EHIBSh
72 PBCERICEVWT, 2D IDBETRETFE
REPFREIN, HEBEFHOEERLE R AEHR]
Thr, LOLITERTELESY.

UDCA DR SBIEIMKDOT I F594 T
13 13~15mg/kg/H & EnTWw 59938, KIFTId
PBCIZ#f§4 5 UDCA® HE RBERBIIE »
T, 600mg - 900mg DI RMBFEETH o7z &
P, BAEOERERSEIT 600mg/HE 2o TW
5. REACOBFBRBERBRICI VL OMERD
D, ThZoWTEBRT 2, Ldbdh, bh
ONAHF o727 Vi — N THLED 4% 25k 5
IR % 600mg/BE LTwa, Lzds T,
UDCA Ri6#liZ, UDCA 600mg/H# 5D T
BFBARE FEENS PBCER, L3252 &
WNTES.

ROMEIE, FHRARE VI HE2 D, Yo
T H, LwIETHS. UDCARED

an

FEEERRE, BXUOFoRBIZOWTIE, BE
FTI-—T YRS 48 BHAEARPS 1 HOBAN
EPFRSEREINRTVS. UT, ThbZiELL
ATHLS.

2000 £ F TIBEEI NI -0y XH 5D 3
iz, WITRBIZYFRS U be [BTEDHBWIE
F#hE ] L #%E L, UDCA OiRH%hH ] 2 W 1
PIEBEHR 14EE LTwa. ZORETELS
BXF A— 2k UDCABELZHET B LI
THaH, HECHWENG A—=F L LTI,
ALP, AST, YUY Y, PVTI VR ERH
wWHh, FOHVWEDEFEETH S (Table 2).
CDIHDIL, AL Y TGV ANEOHE
XL PBCEERNRE L, BB 1IEORN
TENFNOERE L7z LIERXFHEFT
BHolzb LTWEDI TSV FDOIN—"T9
D 1Z PBC R % FOBITEICE o T3 EHIC
BRALL, TATIVECYNEYERCLES
DML e, B PBCHI TR FHRERLF -
REBIZENTE 2 o/cb DD, #1F PBCH
TETFTHBHEFTETH oL LTWBEY, —
T, RE»ISRBREREO TN — T, 23y
YERAVNE [REDHLWIEFERE] & LT
UDCA#RHEHE#EZRBLTEBY, ZI T
GGT DABHV LN TWAE D, HS DHREILE
HEIMATE 6 b H OB CHIRHEEITo T B K
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B ambmihA%

AN AR
H ampimeh A%
B sampisk1EE
H kb2
M zhps

FREMECT 27>~ [UDCA D
F7bt, UDCAD

Figure 1.
FHREPHET DOV TTR?
BRBPARTH A, WOBMEEEZBEINT T,
FEHMEVEZRA TS, | 2T 2 EE.

IR Y D B, X 52 2011 4B I1TiE, 2008 4B 12
£ PBC %45 & LT Paris criteria #8E L7
FYADT V=T, TV RV MR (BT
BHHEVIIIFRBR] Tid% <, THBRENRFEE
~DHERED H\EZFEEIC L S EHEC I &
BEL, FRICETWTUDCA OB EHE
HERZWETH LS, LEOEERY PBCE
BIOWEMAE B E 2 72 EFREINLD, HHIC
I, Ludwig A7 — 3 I~1l D early PBC
xF LT UDCA R {7V, WBREBRE 1 E£H8I1C
Bir3 [ALP 222> AST DIEE ERB1I5ELLT
20 [EYNEVIER] v )BTk - THE
HEZIT2E, FREL  REREMNERWIZHH
nazers, ToEENearly PBCIZBITS
UDCABBROMRAEHRL L THHTH L L
V.

b s, 9 UDCA BERRH O L
LTk, AASLD 74 FS 4 »9C%H “00% of the
improvement usually occurs within 6-9 months.”
ERBENTWS LIS, Bk TIHBHERGRE 1
EBLVI OV TH S, —HFRIFORI
twngl, bhbhdio7z7 v r— T, [k
BWRIE3IVAR) THe A% OREZNSZERE
n46%, 39% THY (Figurel), WR I D b P
%) BB T UDCA OFRHENITHLR T
5. BIERZENS OB|E S Z D L9 RARIBLORK

(18)

BAHLS AR BB B15

BPEBLTC LWIILThHEEEDLRE. 2
NEEIEZARENPTOWTHBRTHU .

¥7z, WEHRHEOERIL, TrTIVEY
YNV DREHWTEIT L PBC 29w LT
X9 & LTw5 Rotterdam criteria 2%, Ww§
hd ALP &5 \Wid GGT Vv, ¥ 51 Paris cri-
teria T1Z AST Z IV T W5, JEERWHETH %
ALP 2\ L GGT 1328, 3 ST 2
ZAMEIPENBECL o THREVPELR S, &
WA EZBR, FCRICBWTHERTFICBWTH K
IRV RTHAS). bbhOT ¥
— »Tid ALP/GGT, AST/ALT % % & ©,
FEWE P YA B U CERIRIE R R L 72
2, B DL EZENER RREICh2bb Y 2 <,
ALP/GGT PHERBELEDLS W] (B0&) T
Y, ALP/GGT, AST/ALT #Z# L L Twi
DEENEFNI2TE, T0&THolz BHEEL
WE Lot 10685282 Twa) (Fig
ure 2).

I UDCARIEHINDIHE~UDCA EE D,

NYT ¢ T T~ MBS~

Zh Tk, UDCARIL EHB LzHa, HE
FEiFED L HITTRED. BZ OB,
UDCA # 600mg/H 7 5 900mg/B ~#E 8 ¥ %
7, B 5V UDCA IZXRY T 4 75— b 400mg/
HZEMT 29, DWTNRRTHLH. RFEOH
RiZwi &, 7rr— T ORRE ALY IR
HEREOEREAKE SN T2 (Figure 3).
UDCABED57%, NF7 4 75— FBMA
41% THA.

L2rL, PBCICHRT B2RYFT7 4 75— MR
WKOWTHEDOBWL T Y ZEE L, 2012
BIZRFESNI-TZ 5 L E 2 —Tid, "This sys-
tematic review did not demonstrate any effect of
bezafibrate versus no intervention on mortality,
liver-related morbidity, adverse effects, and pru-
ritus in patients with PBC.” LRI N, Ek
DHA FS4Th, ‘Fibrates are also being
evaluated” (AASLD), ‘bezafibrate
some serum liver tests in limited groups of pa-
tients with an incomplete response to UDCA, and

improved
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Figure 2. E7 V¥~ [ED LX) 2EIC UDCA OREXAR 7L HMENE
TA?

DCA%900mg/ H~ 14 &

- UDCAIZRHFI4 TS5~
% 400mg/B#E3BAD

B znhun

Figure 3. [7 Y% —F [UDCA OREFRA52HE,
EBIMEHE (2nd line) & LCEoWEFEEBIRENETH? ]
1235 5

deserves further studies. (EASL) X EH»NT
WEDHRTH L. NF7 475~ b OEFRRIC
DWVTOREIZRELS LIELERESINTS
V., b 37 #1o PBCEMZIIZE LRI &
BRRIFFR SRS S 72998, SR LTS "No
more pilots, a phase III trial of fibrates in PBC is
long overdue |” (A TY PAFF4IEHIE
5%, 747 5— OB INIHABRIFOTY
REBPITEETWS ) L E I N editorial
BEPNTREY, RXF7 4 75— N ORBEHR
T UDCAICH L THMWTH H, BMESOR
BRBLETERUVWI2ERENSRELSR
TWw 53, UDCA RBBlIcxt§ 2 R¥7 17

(BEEAT) ) 24 A EE

(19)

F— MEMTEGFOFMMEE, KEK % RCT I
Lo THERINZWRY, Z¥FryALnvk L
TREVWEFCEETEoTLENES .
UDCA RISBI~DxFEE LT TV AND
30k, B% 5 < UDCA @ 600mg #* 5 900mg
~NOHEERTH L, FITHRE LR EDRHEDHR
XERIFLD, 4 P94 v 2AHTH, UDCAD
Y E B 13~15me/kg TH B, FIh 7z
£ 912, AT PBCITH$ 5 UDCA DHEER
BRBRTIZ, 600mg & 900mg DX RIIFETH
BEMRINTWS, L, BRIORRTI
HEFDOEEIRFT SR TR (B L bR
ERTwi W), RICEE 65kg TH T UDCA
DEER G EIL 845~975me/H & 2 Y, HHEW
1213 900mg D FHHT600mg &£ Y BB R II R
Th BTN, HKED 45kg TH i 585~675
mg &% Y, 600mg &5 TTTREHEKESEITIZ
IZELTWA 79, 900mg %5 & D THEL
BIEP L 2o THAARBETEI 2. ZORE
DX BIEFIZ 2 TIH, S b6 B, 50K
PAEds54 40, SEBEVEPBCAS2LBITH 2. EH
% [ERBEE - RE|RTER] I, By
B 40~60 A LR E B REFICEH D 54
AiXIZIZ20B% THDH, BEIFRAEZRZ R
SHEFAOTIBRENRINT ESZ o ZE R
LY, KR EDLTHA ) KE 40~50kg D
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