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A. TFEBEB

TgGABTERE(LIEARE X (1g64-5C) 128
DB (ATP) KB\ TEEICEHH
TOHNRETHY . IgCABER R
{EHERBORFRELEZ LN TND,
BRI E O 2B IZAIP &
Al U 2Bk, FEMIQIRE &R
R L L, IgC4ERa TSRO
[eGARB DB IR EERD 5, THK
AT aA FREDT S, 1864-SCOZET
WZIIATPOA B2 BB T 5 Z LVER
THHMN, IHETITEREZRB O
[g64-SCHLBE I N TRV | FRITRFMEE
fLPERRA 4 (PSC) &I XRRE B AELT 5
o, BRCERNIIRETHD, LALR
Wb, WEILIERE, TROLRRLZD
BYILERNNEETH D,

1G4 REE 2 B MERR (L MR BB D NREER)

ZWi TR L LT, B, + B YLEEE,
AR 72 b DEROFRAELIHRE SN
TW5, F71g64-SCiexfd 2 FFAKBD
WELRINTEY ., FRICIEIEE M
BFRELBR O, [gedkEEITO Z
LIz kY, FFERIEPSCE DERMIZCERT
HHLMEINL TS, LIOLERD,
T AR CRWE DS FTRE 72 3 D 1 gG4ARRETE
EARRIEE R O R PIRIR D 2E
(small duct involvement) DIEEITZ
BE L 2L, [g64-SCizxt i 2 FAER O
BEIXAR+2THY ., ED XD 7R1g64-SC
FEFNZHRT AIFERMBAER TH 201K
PN E 22TV,

Pl EA#ER1C . small duct involvement
DEERBIZ D> EBRET 21TV, 1g64-SC M
BRI AFAEROFEREEZH LTS

BBy, EBEOBELEHTPSC &

DB & P LICRET 21T o 7,

B. HRFAIE

FHERE X ONHREERMITHEIEE &5
DSWEAT 37z 1gG4-SC19 f5il & PSC22 5l D
FrARBIZOE R Lz, HREFBRE
IHE & L7T(1) portal inflammation



(2) bile duct damage (3) canalicular
(4) bile duct loss (5)

periductal onion-skin (concentric)

cholestasis
fibrosis (6) eosinophil infiltration
(7) plasma cell infiltration (8)
(9) portal
inflammatory nodules (10) central
venulitis (11) lobular hepatitis ¢ 11
HEIZOEMETEIT o7, 7= 3HPF
D 164 BFHEREMAEIZ DV THRE L
7zo 10 {8/HPF DA £ 1gG4 B E M
RE 25 N OREMIRR O EE
B2BDHDLHO% small duct
involvement & &3 L. small duct
involvement %388 BIEH| D EEHK G DK
Bz oW TRHMEIT-o72, £BEg%
BRIBDEAIZ LY Type DFEL (Type 1 :
THAEESEZ2, Type 2 : AFAREE SE2E,
Type 3 IXTHRABE & APPSR D e,
Type 4 [ZFFFIESREE O A DZE) | RS 8
ERTERIZEIT 5 1g64 IBHER IR 3 &
DERIZ DWW THRET 2T o 72,
(REEm~DERE)

AL BRI M K GHREESD
ARDS L IZHEIT SNz, T T 44
R RV RERBREIREZETHY | #F
RABEDTFA N —HEHE SN TE
V. WEEOMEIIRWEEX S,

neutrophil infiltration

C. ME#ER

1. 1gG4-SC & PSC DF4AMKE O 8k
(1)

1gG4-SC DT ATk % TH Y, PSC
L E#9 B & canalicular cholestasis
HEBIEEHEETH > (32% vs 5%,
p=0.029) 25, FDOMOEB IZIIZEE BB
TR e, 1864 Bt MM 3R T TgG4-SC

T 7.2 {E/HPF, PSC T 0.41 fE/HPF &
Ig64-SC TH B I Z K Td » -
(p=0.0003), LA L7225 10 {&/HPF 2L |
D IgG4 BHEFREME 2R O - 00
1g64-SC @ 5 #i] (26%) IZF & i o te, —
7. PSC T 10 f8/HPF LA LD 1g64 M
EHRERDI-0F 0B TH -,

2. small duct involvement DHEETD
BB OLE: (F2)

small duct involvement % E2¥ BIE
B TITERD IR VER] & ELlE LT Type2 @
BEROEENEEICERTH-7 (80%
vs  21%.p=0. 038), F 7= .M. IgG fiE (3343
+1356 vs 2579+990mg/dl, p =0.092) .
IgG4 fH (10061131 vs 392+434mg/d1,
p =0.094) i small duct involvement
ZRODEF TERVVEBEZRLEZNEE
EiXH bR hoT,

3. Type2 1gG4-SC & PSC DfF £ D H,
B (%&3)

Type2 DIHEHR AT D BH 1g64-SC 7
PITHREZIT O &, 1264 BB M
i% Type2 1gG4-SC T 13.4 f&/HPF, 10 {&
/HPF DAL 1g64 BBHEREMIRE RO T
D 1g64-SC D 4 1 (57%) Td> > 7=, Type2
1gG4-SC & PSC TLL#ET 5 & moderate LL
£ ® portal inflammation (71% vs
23%. p=0.030). 10 f&/HPF LA £ plasma
cell infiltration (57% vs 0%,
p=0. 0015) DT Type2 1gG4-SC TH
BlLEETH-T,

4. eG4 BBMEREMRaE L BEHB O
" (R4)

REE BRI I51T 2 B4 D K b FFEIAS
FERNREE Td 5 Typel Tl [g64 BHEE
FMAEIEEE DT, FFMERAEE T B Type3.
4 TiE5.5%6. 2l JFNAEE CTH 5 Type2



TiE 13.4£10. 8 B D 1g64 BB EHIlE
BaBOT, FEHPFRANIES<IZD
NTHEICEE O 1g64 BT E MR 23R
7= (p=0. 0217, Kruskal-Wallis test) ,

D. Z%

AAFFETiE 10 {8 /HPF LA E D 1gG4 FBE
FHEMEEEE LR
involvement I3 1gG4-SC ORFAERE D 26%IZ
A Bz, E£77 small duct involvement
RO DIEFIIIRD I VER & B LT
REE BT R D ATNAEE OB % S E
BT (80% vs 21%. p=0.038), F
730 DA ENARE . AT Y
HAEE . FFWARE &SI S
ICOIT, BED 1g64 BB MR %
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225 5B DIEFIZRT LT, PSC & DR %
GO THICERATHIEEZLNIZY,

Fe# 1X 1g64-SC ZWTIC kT 5 REFLIER)
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DD BT DAL T 23%D PSC O BE THE
&R 2D 164 BB MR 2 385
LZHFFRNICIERD T2 e ORENH
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4 ¥ T Ig64-SC

small duct
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% 51 AIP < 1gG4-SC DIFERBIT X E
IFE fifﬁ’fﬂ%%ﬁ‘]%{t%% 7o L. IgG4
hepatopathy & ™9 & BL T3,

— . Deshpande E)5)jZIgG4—SC'CWjZPSC

B LT, MRS ERICER R K
EMEELEELLT EHE L,
inflammatory nodule i 1gG4-SC (2 &F{KAY
RERLEBRRTWND, AR TIE
1gG4-SC IR R BB L E X2 6
D B R KRB o D E RS R

(central venulitis)Z 1l CRH,
LLED Z &b D% D 1564 BHERE A
iEZEOFEE. @portal inflammatory
nodule, @central venulitis @ 3EHHE
P 1gGa-SC IR ITERB EE XD
i,

ABFFEIZ I T, PSCIZxt4 5 1g64-SC
DM OREITL 26%, FFREIL 1005 TH -
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B 21%, 60%ThoTr, Fxr OBRFTZE
i1 % 1g64-SC DB I 26% & ZITIC
EAR+2THE EEL NN, FAKE
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T, eG4 BIEZRB SN RE SN
TW5, 1g6d BERB LT, Vi Bkd
IgG4 MR EHEIREOFE LV R & 8%
MEfbIZ LV . EIRtED D2 W ITRREIC S
5 FEEES O RO - IREMRER Y
ZROLBERAHAOKRB T, HOREME
BERIZZFOERETHDHEVIEZEZ LR

RENTETNB?,

e IgG4 DFFO>ERICEAL TI. 2
VORIR S PRBIFBMEORIEY L 0& %
HbHEBFHLRRLE,
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EIRENPRATIRIOBIZEB L, 164
BEE R BIZ T DR ECHESNRZE DB
i TG4 EDOME LRI 52 L & X
RLAHEDOBERE LTz,

B. #FEGE

XRIIAF T H CARBEMERER OZUTE
HERF O TERE I Tz 2002 FELARIT, H
Beio C2Wr S - B CREEpER 484 &
PEIRENED Lo - 1g64 B S H
TR 5 & O 53 fil, H e
ROZENIARILD B DR 2N E
#2006, 7 T E#EG L < IX HISORt 27
RV TiThh,

BIEBNC 2R DIREE & L 1g6 &
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DWHIEE T RRE, Y - B -

REER CT Wi, BEES MRI M. ARSI
ITHREREEERE (ERCP) . BEEA
HEERZE (EUS). FDG-PETCT/H U U LY
YFEACTRAENIIT T, BIERE
BRI D7D OB FERImA L LTk

ERCP Fiifazs. EUS TH#HARR, WEEIRAE
B, U REERR EREE TP,

(R E ~DELE)

AT LTI 2 EAFRRED
REREDSE, BxANOTTA NI
T EUE L TiThoi T,

C. WERER

EGIE R : S Bl Ox5: 63 i+, IDCP AEH
X 14ICBD LR, fhizZEkRomF
1gG4 fEAS 135 mg/dl K, VWb
sero—negative 72 B SR B EESRIERIZ 6
ZICRDONT, UTORFNIZEN LD
SEGI & BRV Nz 1964 BEER R 46 FiZ T1T
=77,

AR T BRI GIEF OZ WO
RERIZOWTRLICRTT 5,

#1: RAEFAOER

FETIIATROME Y B CRE R E 5
8. 1%L B ZELS RO LN fITHE
{LHEREE KA 0HE], RRLMEmERRK ., R
SRBREE, %IERMEIED S GFH2 % <
R bfz, U EEKRKICOW T
P - fERR U o ETIER A 47, 8% DAER] TR
D HTz, RBFFE T o ENTEEE,

JiiFH - WEPR. REER & 3 MEIRICX L. Y
v ER OB L TICHRE L, K
DOFEIRICRIEN R SEF H 2 <. B,

LR &, B LMERER AR K & 78 <

FEBIRE 46 £
% 334
-8 13 4
s RE 67 % (35 - 84)
H TR R 41 4
FRESR 2R 0D F 74
JESVIREE B 344
BEwERL 54

M IgG & (EEIESD)
e 1gG4 8 (CFH¥ELSD)

2127 £1000 mg/dL
658+ 715 mg/dL

EH 3T > TRIENRD LN
FEF 8 FEFIZER O b/,

F 2 RIENRRATBR L BE

RIEN R AT ISR AN HE®
Enall 46 100
g - B OeEtEER 41 89.1
B EE{LHEARAE R 22 47.8
HEVRAR « AR PEMER AR 17 40.0
BRI« AR (AIES 9 19.6

1% AR B RRMESE 8 17.4
fitifs - #tha Y > <Ei 22 47.8
BEHE D v 5 10.9
iR IV i 4 8.7
FOIRIR - B FOR R 1 2.1

fifi - PR MR 3 6.5
R RIE MR 5 10.9
= 1 2.1

R gk 1 2.1
R AA R L 2.1

SR R AT RED R AT
sBH LRy //\E’“Hik@&ﬁﬁ)ﬁ%*ﬁ
L (F2), Y CRER LT 1564 BE

TRED R A TEEIREK & i 126/ 1gG4ED
REE : MR L TG/ TgGA fEZHIE L.
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N—=FWT TRHRELTZ(E 1, 2),

ABE: 1RO A (n=7 £ TH CRBEM

%)



BRE: 2f8E (n=11 4 : B etk
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= A 399+175
0 " . - > - B 470262
C 470432
D 986378
s M5 Ig6 /& (mean=SD : mg/dl) E 1649+ 1295
A 1511322
B 1888785 BT, REZ LTI Tg64 & DREE
C 2092+764 COWTHRNT Uz, BE(LMEMEIRIRR &
D 2329435 B U&BECH(LMMERE 2 28 L7 iEf
E 325941905 FAEKRLITTRT,
ETMAP IgGEIZOWTHENT L7, R # 5« AL RRMER BRS¢ O SR
R A TERRIBEE A 2 DT L TgG B OERIE AR CMEERRA K %
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i TgG4 fEZ B L7 (R6)
# 6 : FLIREIRAR S OF & Mo 164 8

BLMMERIRSE  ESIE i Tg64 &
(mean=SD : mg/d1)

A 17 1251+ 950%

i3 29 448+305

* P< 0.01
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