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idiopathic duct—centric chronic
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L0, A7aA FEEICL>TEET S
ZEERELTERL —J7. 28LAIP I
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I) DIER & AR50 TId 2 B ATP & ESS
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fili U7eo BERERSRI A MR AR T B IR
L7z,

(R EE ~DEE)
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C. WFFTHER

1 B4 ATP DS W EERE (n=8) I, 1K=
(IE# =183ml/h) 1% 142.6 + 35.1 ml/h,
s BLRIBHEIRE  (MBC) (Z80mEq/1) 1
56.1+£18.9mEq/1,. 7 X 7—EE (A0) (=
99, 000U/h) 1% 10, 726 + 6,314 U/h & =&
FETORTERDI, A7 1A NiEHE 3
r A% (n=6) TIIIKEIL 120.3 £ 32.5
ml/h L EITRD e by o 7203, MBC i
72.2 + 14.9 mEq/1. A0 17,999 =+ 9, 820
U/h ~ELZR DT, —F. 28 ATP O
T UAHERE (n=3) 1E, &1 139. 0+ 38. 3
ml/h, MBC /X 68.5 + 15.2 mEq/1. AO %
21,688 + 5,566 U/h & ZRFE2THOET
RO, BEOREIT 1 BB L
TRETh-oTc, A7 uA NEE3 » A
P T IR E 176. 5+ 82. 3 ml/h MBC 1% 79. 4
+ 9.1 mEq/1, AO % 36,629 + 11,308 U/h
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ORENELS . AT 04 FEEICK
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JRAE TR A TR A B & A MR B ST AR SRR 56
1G4 BEE 4 B (LR R O B WL DOWESL & TR T IE DBRFE B9~ D AF 58
Papil e

REE AR F D\ i 1G4 BEERE(LIEIRE K D2 W D VERK
Wl hE hREE 4SBT RN - RBNESE  Fhe

WFFEEL S : 1gG4 BEEME(LIEIRE ZRITERB T N RBNR LW BEGSEICE SV
ST EREDERNEE NS, BRI OE OREEE TR L7z 1g64-SC 62 # &
e UCHOE 3 54, JRFMERELMEARE 2 40 51, IRE Y 32 B2 AV CHRERG 2 Lt
BRRE Lz, B OSEMERER R KO 1g64 B2 A PHED ST~ TD type D2
W A7 BOEE Th o7, ML1E 1g64 fH>135mg/dl 1% typel, 2 IZB W TCOHAH
RAREB Thotz, REGOHBINIC X 28R, FF4EM., PSC-IBD & LV &
13 type2 12, IDUS DFT R & BB ARIC L VBB ETET 5 Z &1 typed, 4 DZWNIC
HRBERThHoT2, pE0.001LLTOLOE, FFREN 100%D H D% BR L T
ARG BRI F S\ T2 1G4 BRERE(LMEARAE K DR WT L YE A VERL LTz, BREE 100%, 5%
£ 96.3%CH V. 1g64 BB LIMEIEE R OBWNZIWTH AR AE L Bbh i,

B. Btk

HFEFIE YRR X O OB E R TRER LT

WEE U B FAY. BEEEZY. 1gG4-SC 62 #5l (Typel 32 #i, Type2 15
KL, 5 B&Y B, Type3 8, Typed 7l) &% L
N THERE 3 5 B, R3S MR L AR 2% 40 441,

1)  AEBWMRFERFER B 32 151 & W TRRARER 2 JEEORRES L

WS - AP .
2)  AEBRILAERE (B~ D)
Ml SR = DRI RS E SO

HMEEBSTERIBLZITTBY . BEAER

A. BHEER

1G4 BEEERE LMEARE 4 (1gG4-SC) 13%%
YR RE G A BT D2 DICEERI2 WA EE
LW, Fxid Ig64-SC DR BT EERI¢
NEFBESEICARIES L, 18
IR, TERAREE & 2 TSR FS AR
PEREE R L. 3T, ABNIIEERE L O
BINEECTHDLHI EEHRELTE, K
WFFEIX = OIRE B ORI FE DV
1gG4-SC DB EHEDIER E R4 D Z &
HEGE Lz,

BB Z W2 BTz, T O
FREEICREILEONET — 2 2 H
WHZAREHET, HERIRICER D
THRIZE, fERMEITR/RTH Y . P
DFER) & & D> fEbRE ARV, WERE T
ORFEIZ /N EEZ D,

C. WFERER

1. 1gG4A-SC 1 B4 & [EEfE oD LR (3R 1)
WG AERNT S5 2 CHRARERIZED
Ty MR DA PFOF I (p<0.001) IgG4



fE>135mg/dl (p<0. 001) . IgG4 BERHA
PHED GO OFE (MR K, %
NENERRAEIE DA F & EFR) (FFEE 100%)
THoTl,

2. TgG4-SC2 BY & JRFEMEREA LR AEE 2k D
e (3R 2)

M &R 5 9 2 CF A7 TE BIXER

#F 1 typel IgG4-SC & JBERE D Lhiss

(p<0.001), HOAEMHEXDOEHOE
i (p<0.001), IgG4 BRELEEIHEDE
PrOFE (p<0.001) IgG4 fE>135mg/dl
(p<0.001), JEEHBOHBIZ (p<0. 001
). PSC-IBD ZAPF L2 2 & (R EE
100%) . FFAER T 164 ICHE R T B A
BHDHZ L (FEEE 100%), Thotz,

Typel FRERE R KR P&

1g64-SC
iE 13 32 35
Fln 62.2+10.9 70.4+11.7 0. 001
M (B ) 24 : 8 22 : 13 75 37.1 0. 420
B SRR oA 0F 32: 0 0:35 100 100 <0. 001
(BY :72L)
1G4 B2 5 & ffiE* 6:26 0:35 18.7 100 0. 024
1gG4>135mg/dL* 19/23 (83%) | 1/26 (4%) 83 96 <0. 001
(meam+SD) (548+771) (49+73) (0. 001)
1gG>1800mg/dL 7/31 (23%) 1/26 (4%) 23 96 0. 100
(meam=SD) (1812£1059) | (12774296) (0. 006)
CA19-9>37U/nlL 16/29 (55%) | 31/35 (89%) | 89 45 0. 006
(meam+SD) (73+87) (2190 4400) (0.001)
CEA>5ng/dL 4/27 (15%) 9/35 (26%) 26 85 0. 465
(meam=SD) (3.1+1.6) (5.0%3.6) (0. 030)
% 1gG4-SC Wz H M2 EH
& 2 type2 Ig64-SC& JRFEMEM(LMERRAE 2% O Lhis

Type2 JRFEVEREAL | RREE ReELRE P
1gG4-SC AR 5%

FEBIEL 15 40
EE* 70.5+9.0 | 42.3+19.6 <0. 001
P (B L) 13:2 20 : 20 86. 7 50 0. 031
H R R D& 14:1 0:40 93.3 100 <0. 001
(B :72L)
PSC-IBD DA 0:5 21:10 67. 7 100 0.018
(bv :72L) forPSC

08 —




1G4 BB L5 A PFiE+* 6:9 0: 40 40 100 <0. 001
1gG4>135mg/ dLx* 11/11 1/21 (5%) | 100 95 <0. 001
(meam=SD) (100%) (50+45) (€0. 001
(884+854) )
1gG>1800mg/dL 14/15 21/36 93 42 0.034
(meam==SD) (93%) (58%) (0.001)
(3150 &£ | (2067 £
1162) 665)
MR OB (IE :4%) n=15 n=34 93.3 100 <0. 001
14:1 34:0
T At n=7 n=22 57.1 100 0. 001
(Ca=xiy 4:3 0:22
5% 3 Type3, 4 1gG4-SC & RHEWE D Lk
Type3, 4 REE R ReRE P
1gG4-SC
FEBIEL 15 32
i 68.0+7.9 | 70.5£8.6 0.315
M (B &) 12 :3 23:9 0.813
H TS R D& 13:2 0:32 86. 7 100 <0. 001
(BHY :72L)
1gG4 BEE 25 A& HHiE* 5:10 0:32 33.3 100 0. 003
1gG4>135mg/dL 11/13 4/18 (22%) | 85 78 0. 002
(meam=SD) (85%) (64-59) (0. 001)
(514+542)
IgG>1800mg/dL 10/15 3/18 (17%) | 67 83 0.010
(meam=SD) (67%) (1378 =+ (0. 006)
(2439 £ | 394)
990)
CA19-9>37U/ulL 5/11 (45%) | 19/31 61 55 0. 577
(meam=SD) (101£191) | (61%) (0. 240)
(303:£524)
CEA>5ng/dL 2/11 (18%) | 8/31 (26%) | 26 82 0. 922
(meam=SD) (38.3+2.9) | (12.9 =+ (0. 262)
42.0)
IDUS findings * n=3 n=23 100 91.3 <0. 001
(B3t * i) 3:0 2:21




Bile duct biopsy findings* n=4 n=29 55 100 0. 0385
(BBt B2t 1:3 16:13 forCC forCC forCC
forIgG4SC forCC

3.1gG4-SC3, 4 B L JHEF O LG (8 4. ZWEEDOIER

3) DM EEIEL VERLT DI H T2 > Tl p EN

MEAERNT 592 CHAZERIERED 0.001 AT Db D & KRR 100%D 76

TR DEPFOAFE (p<0.001), 1 DaBR LTz, BEEREDIEEZ £ |

DU S TIHERZAEH O IBEEED JEEA 0. 8 R E T OE /\/f@@ﬂﬁ'éz%@%g@@ 6

mm ETHDHZ L (p<0.001), Ig64 B  ZEMRIHETLINL 3 ETOIEHDORN

EHEFGIHEDOEFOEE (FFEE 100%) .  1HEHE &7 81F [g64-SC L W6 e

REAE iR CEEMERT R AR RN & (5 DWIERELERR LTz (F4), ZWEED
B 100%) Thoiz, 1. SIXEEBEERD type (T 6 FTEAIC
# 4 BERSBEICE SV 1g64 BEmE{LHERRE K DO W1

JREBEDIEEZME D . CEAMETISIRFEDOEERELRD,
UTFTo3EEF1HEEL EEET &
1. B CSRMERER I L O 164 BRE 25 & HHED A BF

2. BEBROSFRICESN-ZHEHE
Typel: [EREDFERA L MTE 1gG4 i > 135mg/d1
Type2 : PSC-IBD DR L LUTD 3B HF AR L L 1HBU LZRTZ L
f1.% 1gG4 {E > 135mg/d1.
Ry e IEE S CHIBINIZ L 5)
BRI ARG
Type3, 4: BB DRI & B 5A072 IDUS £ GEXRZ2ER o B BEE 0. Smm)

3. FWIEARIZBWT 1g64 BEDOEMBOBREZ LS
ZELVRHEL L Y L ERIBHE,

BRpEREE AW, ZEEED (R ERAVRTHE THERR LT, BMEERED
11T ORI KO 164 BE 2 5 2 O typel [ ZHEE DRSS & 1MIE 1G4 1H >
BOFEDEDFE Uiz, ZWiEED 31XF 135mg/dl TZWr1 5, Type2 IX PSC-1BD
PHEANZ C 1gG4-SC TR 72 315 DRI & T TeG4 fE >135mg/dl, JEEH
bz E/—\%g‘\tﬁ_f“bf%éo WAL OHFIFUT LD 1g64-SC LZMWrah s =
D 2 FEEB D type IZ XV BHTO & ARG 1g64-SC DRI —Br3
modality WE/R AT & é’f%“f%’ L T4 type HZ EDWTN1IEE B -EIEE



NEEETH D, ZOZWEKEIZE SN T
1gG4-SC Z2Wrd 5 L FRE 100%, KR E
96.3% ThH o7,

D. &%

ARSI BV TIL E s R ¥ &
O Ig64 BE 2 S HED B HFRT~TD
type OZMICHAZRILLEDOHE TH o7,
1m.3E 1gG4 B > 135mg/d1 I typel, 2 128V
TOREHBRER THoT-, IHEBDH
BRI L BRI, P4, PSC-1BD & & 0F
L7222 &% type2 12, IDUS DpTR & E
BAERICEIVEEREEZEET S LI
type3, 4 DZWICHHBRER THh o7,

1gG4-SC IXEHE - B OB R &
EBE9 B 7%, 1g64-SC DZEHZ BT
B O REEERDOEHOEELZSZZ 2
Wrd20o0b oL bEERGETHD,

Lo LB @R 2 603 Bl
T 1gG4-SC ZFEAE L 7=V . focal 72 type
D H CAR R X & O8RS IER
\ZHE LN 19G4-SC BRDZ I EYED
TERRITERTh 5 & B,

My 1G4 fE > 136mg/dl iX typel, 2123
WCKEFHARIEH ThH oD, typed, 4
DBZENZ BT p ERRIET L,
T OHEMAEE LTI types, 4 DHF T 1G4 fE
NEEE B LUTZEFN 26 H 0 BEE
THEE FRE UIERAN 46D > 772
THolz, typed, 4 DM IgC4ED T >
N7 E EERET B NERD D L&
Z bivie,
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FeEEAFZE Iz L 0 ERL U 7=, BEER D type
BN SERIE W 24T 5 BB Wil T, TgG4-SC
ZhricaEHATH -T2,
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1) Nakazawa T, Ohara H, Sano H, Aoki
S, Kobayashi S, Okamoto T, Imai H,
Nomura T, Joh T, Itoh M
Cholangiography can discriminate
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sclerosing cholangitis
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Gastrointest Endosc
2004;60:937-44.
2) Nakazawa T, Ohara H, Sano H,
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K, Yoshida M, Nojiri S, Kanematsu T,

Ohara H, Joh T. Small bile duct

involvement in IgG4-related
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JEAE S BRI S0 B Al BY & BEA M R RO IR 20 36
196 4 B £ B LR B OB WHE OHESL L 1B IEORFIZE T 55
Sy E
1G4 BB BRI I 1T 2 B - MBS DERRE R L OCTFRIRF OB
W HE FEERE HRZTFERRKENTRERE 7 —HEbENE D

oRE'S « SRk 22 FEEEIL. BB U7 164 BB B ORRRBRIZ DV TRET L7, 2010 4
10 A F TIORRER U7z 164 BEETRER 48 4 (534 : &E=31: 17, ¥ 65 5%) % RANRELS
P36 FFABRERY (n=23) . BESEERE (n=11), MOERE! (n=5), HIEREE (n=3) & L &5 (n=6)
D 5 ODIREFEEI DT, BERE & et Uiz, HE2E (B /M) I3 AERERY | BREERAY,
for il IR X OV SR K 4 15/7, 5/6, 4/1, 1/2 BLUV'5/1 THY | HEHFH
HEZEI Do), BESEER T, LIS VER 25RO, MiE 1¢64 & (ng/d1) IXAFAE
RERY  BHSHEREY . MoEpAl, BEEAR X OeHM THK 2 4101400, 680520, 400360,
330290 33 L TN 12001100 TH Y, £2HH T, HFEIZEE (p<0.05) THoTz, A7 A R
IBIEORISHEIL., BREEMTREFTHY ., Eided oz, ¥k 2 3FEEIX, 2011 4 10
B E CITHER L7 164 BEETR BB 53 | FF+ 0 R BN FRE Th o 7= 43 il (B - 2otk
=27:16, F¥ 65 %) R E L, - WEAORKE R XL OFREF OB E21To 7,
43 flH PSL IRIREEIZ 33 I TH V., 95 14 BINTER - HHEZRD -, FRBEHIT 10 #
ThV., 55 3HITER - HELE D, FIERFO PSL 5 & TIX, bmg KM 13 L %
MoTe, B - EEOFRIAF L LT, BEEMRIT CIX, B - BEH CIREROMIE 1g64
EREBEIZEME (p<0.001) TH Y | & I, W OTIEIEGHES N B EICEETH o7,
MyE 1gG4 EDH » b A& 7EIE 245mg/d]l TV, FLEE 88. 2% L UVRFRE 83. 3% Tdh o 7,
1B D IMTE 1964 [EBMHEOEFHL, Te64 BIEEBIZBWTHA - HEOTRIRFIZR D
AREMELR D D LB X DT,

Kew words:IgG4 BEERE, IMiE 164 1E

A. BB/
TgG BEEEEE BT, U o /RERkE 1G4 [k
TEEMIDZE L WRE B icE Y, [

WEME & 2 WO T B R ME IS 2 5 FE s D R,

FEE - IEEMFEER 2RO B FREARHD
FHREEZLNTVWDS, L LAKREBEORE
PRAG DB R 722 S3 72 < T2y,
Rk 2 2 4EEEIT. TeG4 BEER BB DR 5
WZOWTREBRE L BRBIZ OV TRE %
1ToTre WNT 23 FEEEIX, TgG4 BEEEA
DOFB - BEEOFRE IOV TR 21T

27,

B. WFFHIE
1. g% 22 4R
2010 4F 10 H F TITREBR L7z 1G4 BAHEERE

B4 (B« Lotk 31017, 5 65 %)
gL Ui,

JRASTEI X, 1. AR /AR S AT - AE -
FEWZBRR LTV 5, 2. BHSHERRY « FFARME+
BHSHERIRZE (RMR - B R) . & 2V ITERSH
ERJE S B 3. MO ERAY - FFRERE 4 Mo (HERm
Ko HERRY OoREIER) B DI ER B
4. % HEIEAY  BFRRIEE + 2 AE IR 2 (WA,
BIEFRMERE) 5. 288 3L L &
EFE LT,

JRZE DA OV T, 4 (CT, MRI, Ga
v F 8 L ERCP) . ARBRAT AL, ERIRAT R
DWTNPBEETHIVTHRES D & L,

BB LT RN OWT, BEST.
ZEREI & B AR , ITE TeG4 fH & WA TR D
B X OME 164 EH &R L OB EIC



DWTH R LT,
2. SRR 23 R

201145 10 A £ TITRRER L7z 1gG4 BEE R
BE3FIOR T, +aRRrEET s &
BAFETH -7 434 (M : F =27:16, 1y
65 %) AR E Lz, 43 HOF TP S LA
FEREATRE 33 B TH Y . PSLIBEEITOT,
RIBBIEO A & LI RBBIZERE 10 fiTh
Do

TgG4 BEERR B DO FRA - PEIEIL, FARMRE
R, MERRAR, T - HERR D o SEE R, FFER.
MHIE 3 K OVEENRR, AERE, BRIZB VT,
Ef% (CT, MRI, Ga > F & L OVERCP). #H
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