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<# #FH>

AL PEAREE S > B
& B o R

BE  FERAH OB 23 F R IR 28 (PSC) & Eh T & 7225, 4E, 28O
IgG4 Bt 28 % Fi & 3 2 A % (IgG4 BIMRE LIRS 2% © 1gG4-SC) A% PSC & MO
WA L) D ENWHL L o7 RESIIC, PSC & 1gG4-SC1x ) ¥ 735k - M
i & AL 2 45 e 5525, PSC TIIMRENEM O U S AMZEILAH B, 1gG4-SC TR
EREOBBEOME 2 L 3 5. 1gG4 DIEG TIX, 1gG4-SC ORBIEIIZVF AL
SRR AFED 5B, PSC & 1gG4-SC IR HFA IR BB TH 555, RIS
BN A EE R IEBIA D D, FIEGI CHEE 2RO HNE. FFIC, HEESRLR L7120,
N B ED B B, WALV S ORRREICIIA 2 ML LB ERTWAYS, PSC Tl
MR AV A B, BIETRE R EOMG M INTW5. —T7, 1gG4-SC OIFERTIEIX1E

o720 E0 ) T, Y T g0 5%, Th2 BEALORRISEIIREERICHG L TWwb L%

AbNTwh

REIFHEE: IgG4  HUOREMEER

LU ®IC

SR AL M IH4F 45 (primary sclerosing cholangi-
tis : PSC)\INBEHE R AIE 7 BT 2 AT DS 0 »
BALPEIRE R gk s, FIRHAHOMLMEBE % &
AR ENTELY, L Lads, 2001 4Ei2, HEHIE
PG D BT, M 1G4 IREHN A3 5 2 & 258k
ENT0?, RRAHOBALEIREROFIZD, 1gG4
OB S EINL —~HOERDIGAET H 2 &0
Bt o7z, RMETICEE O 1gG4 Bl
PR WALHENEE R TH Y, 1gG4 BIERELYEIREE %
(IgG4-related sclerosing cholangitis : 1gG4-SC), 1gG4-
associated cholangitis (IAC) 7% &EDZFRTIER T
%Y. F7z, BEBEICHCRESRREE AT L9 D,
H O R B OB LI IR 2 & S IEN 5. PSC
& 1gG4-SC DERDSEE 2 O, G L THIRE
L5 TH5D. PSCIIHREORETH Y, HFBHML
PR EEREE BV, — T, [gG4-SC IZA T A Fik
PECL DB R EE RS2 LWL, MEZHEYIC
S5 A Z LD IRIIRD S 5. F 72, WALPEHE
BRUSHNIRESRE & Ofip %2 25 L ER TlEREIZH

VRO S M e B B
M RIS YNES T AT

% SuEGA

JFFAEAR

Wrg % 080 5. ARTIE, PSC & IgG4-SC Dyt
PR MIL, WMEOH/MIAICERTS. &b,
AR TIIFAEE, EAFEL L0 —k - ZRky
B REBAE & L, IFRORREEIRE & /NERIBAE 2/
BHE & LT 5.

PSC DRIBZAIEH

ABPEERE

PSC O KEINBE 1L, SAEMIBRIE & ML S
n, WENEOFIMEEIEEZES . 23 5 KEM
Faixy v osskE M E E4kE L, Bk TH
VOB H A, T, SIEMNLO 5T IZNEE PEER
T, OHAIRE Y BRI 2 (K 1a). B O
HEN~NORIRLESEOTBRD A 5N, 2 KW L/HHTE
BENEH) ZEDDH LY. T ZHOEFEMROREZ
) EAREESSED BRSNS (K 1b)Y. RAPRE
% (biliary intraepithelial neoplasia : BilIN) % &4
LT ENHY, PSCIZEMT HHEROUIEREL E
ZHNTWBY, JHERE T LA R S5 558, JHE
BEDMEIE X H L 727w, 72, TSR IR PR 2 JL D
PREHHE LA D D (] 1), MBS IR IR IR I PRIk
L 7= peribiliary cyst # 5095 2 & b H 5. KAHE
DFIERLHHLILEREICRO S, JHEISH > TO
FAMICHAT 5. BIEREHINS X9 RIEEER
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B BRI E oM. (a) KEBEONERIZYS A0d ), HENEICAL
MR OBIMA SN 5. (b) FEERE B L Ot FBIEIESRONS. (o) HER
JEPR I FEIEYE DR R 5 %, (d) IFP/NLIRASJE BRI onion-skin AROFHEILA
s, (e) MAF LEeo/NUE, Bz & oEFREGEES . ) MEOWHEL LN
%. a:100f%, b :100H%, c:200 K%, d:400f%5 e : 400 fF, f:200 fF

BEIBETHZ LT E A LR L, PSCIIERMRE
EELZGEE, BESCIHEEOGHE &N 54
Ehh 5.

/R EEIRE

FRBERRAS <> /N 32 B B 4E o J8 B % HL Y P & onion-skin
ROMBMALDHF I TH 5 (K 1d)°. MHE BRI,
YA, Mifamttofln, Mg oFmtEsts
DNEREGARONS (K 1le). WEDHETT S L,
JREE A L (ductpenia), #AEMERHR CEIRI NS

(K 1f). AHFEBEASRENE Z E23H 0%, il
ATH 5. D oM oFRI e, PIRISUE B O i
MBI, o) RRda&EAOwE (Fves v
Beta THERRICHERR T E %) R oD, F72, PR
BUZISHIHAS R € D B O AF i ERIZE AR 5 1 b
ZENHY, WALEERICL BT TELS, K
RIPHAF OFRAE (A D KB ZMREALA D - T B
bOEEZOLNL. MIIRBUSHHEEICIIR L, &R
WIS I 5. B IR O HUHENE R BE D T I
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R, FEBEABEROFIEREE, B9 o WA
W TR CH 5. KBBE L Ry, NI
DI GIFPNIAE A 5720, FAERIZE S
PSC DFMFEEL W2 EHZ W,

PSC &, interface hepatitis 7 & DIF 2L D H
SEOREBIASH V), MIEFIIAT A S &, PSC L HER
¥ % IF 45 (autoimmune hepatitis : ATH) @ overlap
LB s %, PSC-AIH overlap (A X 0 /NEHIT
HHEEDSE ., NEBID PSC @ 35% T, AIH @ overlap
WHbHEENTBY, HWIPNRFIDO AIHD I B, 50%
(2 PSC 121249 % ERCP &R O & 8TWnB7,
NRBID PSC Tid, Sz 72 Eo3mHkIic XY,
— R IR R RE O E A R b b A%, KINF4
BAREENTWAY,

I1gG4-SC DIRIEZAVEFE

ABRERE

[gG4-SC I3 NBERERTRED U F AMESE & IR RED T
2l 35 (M 2a). JHERENIZIZY v 8Bk ETRE
MR A R E U7z SEM IR A4 S 1 (K 2b),
IEERRED X <PES. ) YN BBOBE LA SR
5. SIEMMILIZT & LI X 0 BRSPS 5, B
EMHIRESPEFTRONS (K 20). T/, MRE
Wi - SEMERE O Bons. — s, Ko
O AW LIZ 723, IREHE LR #Ee371c
BAT3 5 2 &%\, HERHE R R BN 2RI O #
HEALD L S RSN, ffi 2 OFEE D SIEMTERE A2 S .
AU R PR BIIEAS 720 T/ &, BT & FAED
REVPRONDZ L2H 5.

N RETREE

[gG4-SC T, JFW/NEIIHAE R PSR & o & 9 2k
FNEANRI ZONIT LS Do Tnhnof. A
VIHER R EI TR, IREF BT, ISR, R
FE (BMRFHLTRANER) L okFEET, BER
VR O BB SRS N EREFMG L, PN
INENBERIFHEBEIC O E MBI E L TCnb I L%
PSP L2Y WL Oh ORI S S — 2 ANRIEL TR
LMD T EAET, MR RA: R MRS O S
1214 % 5% & 4 5 large bile duct damage pattern = por-
tal inflammation pattern (Xl 2d), RIS O BHF 7 M
PEREAL % $i# & $ % portal sclerosis pattern (X 2e),
B T4 % 2K 3 % cholestatic pattern, JFHNE® focal
necrosis % £ O FEE K % F§# & 9 % lobular hepatitis
pattern 2XEN b D TH 5. PSCIZILIKT 5 &,
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HRRFENEIZE TH o, FIvb A v et THERR
SN DMK EAOLE TR - E2RET 5
FrRC, 27 F ¢ PSC R FFYENRHPEIFEZ (primary
biliary cirrhosis : PBO) IZ4FM AT R & Z 2 STw
7255, B CRIE 2% [gG4-SC T, 24% DREHIT,
FE G EA DA RD b7

RIEMBEEOEH

KIURE A & e L CIEBWRE 2352 L8
HY, IEWBEEOGIEHRINDY. F L, BR
PR (ESE) WEEZ R L, WM IO
WMETHSTWED D B, BEE7n EWIHE 2 BYPr hs
TR B SRE T BES & A TV B 1gG4A-SC I A BE
T2 SIEEBIES I MBI R AT 5 2 & 0% <, W
TRIGICHTFERIRSENE & ORISR 2 & 258\, 1gG4-
SC AP 2 S IE S 1, PR oML PR R % &
[FRkDMARIGZ R L, T % HiAR O JERT ] o 1
HMEMFTE L, IEMMIERZ TR L TD, ER
FAELIZ IR E OB EMBRICRE 35 2 L 9% <,
FEBNDIEN B IIEDOWEFIT R SN,

WP F6 49 2 SHEPE IR D 4 CTAH 1gG4 B &
BDIEH D . I TG4 BIHE B LA 0 St
EE b AT S, bhvbhid, o SErBiEg 2
DI TEDLEEZTWAY, 1DH X lymphoplas-
macytic type T, 22 1gG4-SC DEDH 1, 1gG4-
SCIZEPET HRIEM IS LR~ Exbhb. 2
O H i fibrohistiocytic type T, IgG4-SC & @B M: (X
72\, PUEG I inflammatory myofibroblastic tumor 3 %%
SEMEBIER & TN TWe2s, HHENICEOES T
HHZ LIS N, Lk 2 B oRGEEABIEYE & 1X
BHREICIX B B BN D 5. RO inflammatory my-
ofibroblastic tumor (& #i ¢, lymphoplasmacytic type
% fibrohistiocytic type M #AEMBIEE: & Likd 5 &,
S B IR,

1gG4-SCIZA D3 % lymphoplasmacytic type &, IgG4-
SC & Bi#.o> 72 W~ fibrohistiocytic type (213, B mRHIS
1Y 7238\ 53 5 . Lymphoplasmacytic type (&I EBIZ
558 L C, PR RE & OENASHE L 72 2 A3, fibro-
histiocytic type (& KM IFAAKR O ARG IR ZE % 25 5 5
FEASE <, HERTERAL O IR & o X B AR &
759, Lymphoplasmacytic type Ti&, iH 7% & DJF
PREESLH CHET 5 Z &A% <, —7, fibrohistiocytic
type IXFER I 2 L0 HEMERZ NS 2 &%\,
JRHEI 21, fibrohistiocytic type Tl ERIZ I A3
Hib, ZBEMBE EORWFEEEZLD LITLIER
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.
- P Tt : g
2 IgG4 B b 2 oMk %, (a) IHAFRE O AHE IR B 1SR L & Sz A

Wons. (b) EEMIICEZBOBEMEAE TN 5. (o) BIRICHES 2 HIRIC H2ENE
RIS W s D (EvG Hetn). (d) IFP/NRIPIIRISIC 3 2 JEAIR R  AS b B . (e)

JFEP/INEL PRI B 2 BEAL S I S5 B (D) 1gG4 DSk dett TR ORI LB D
PRI A 5 5. a - 100 i, b : 400 £, c:200 4% d:400 %, e: 100 4% f: 400 fif

b, IgG4-SC & FW OM#kE % 7R3 lymphoplasma-

cytic type & 1357 5. 1gG4-SC (2B L 7= lymphoplas-
macytic type & A 7 0 4 FiAFEHBFERNY 5 25, fibrohis-
tiocytic type ASA 7T A FIHHISULT 523555 > T
W,

IgG4 RERENDHERMEEIER

[gG4-SC T, ZH D 1gG4 BB M 0 FEH % I
BET 5. KBBEOWETRIZIE, EFITOTAMED

DLED 1gG4 B RN DR AR T X 5 (M 2)Y.
1gG4-SC D/NRIIREJEPH T, 24% DIERIT, HRILA
1 #5712 10 fE Lo TgG4 BatEiNg oA/ S 59,
JINRIEAE i PR O B PRI B IERNIC & - THELBD D,

IREA/NRNBE RPN L L TV WIERI T, 1gG
4 TR O b A 2. PSC Tl 1G4 Bytkdiia o
BRSO TDH 5, Wi, BRI
% OB RO NS 2D 5. FRCKBIHE
PAIJEE 00 3 o Y SE NV 0 DEBRLICEBE L TR OB &
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F= 1 EETERALVEIRGS 95 & 1oG4 AR L PEIR A 2 o BRIR B8
JEFEVERAL IR A 95 TgGA4 BHHUREA L R4S 2%
e B> B>
AR AR > AR AR
FEAERR iRt O
TR A N 2R EN e PUEHUR T
IgG4 Al 1G4 FifH
ANCA Btk IgE it
sIL-2R =il
Al i e 22 JEREVE N R H O PERE %
e P A e W B 9
e WL IS A fE A
B IgG4 BT
b S JIF R A AFuA §
F2 FUSTEMALYEIRGE & L& 1gG4 BE AL LIRS 28 O Ji B2 Y i
USRI L MRS 25 1gG4 BY AL PENR A 4
TR D JRHTE 0F A BRIGE > O F AE
JHAE PIEA LS
WK (f2hEs) L »Hh
DIDPAS: S AL Rl »Hh »Hh
IR ki »Hh 0
A0 R S A S AE »H0 L
Lo S AEZEL i g
JEAE b pz oo BEAIPE: RE2H D L
A4 I Wit JE PR > BE AL i CEDR BV
PZETE IR % L »H0
IgG4 BRI 3R L~ % 2 ¥

ERBHY, TOL) REFTIHIEEILETHS.
1gG4-SC 25ZBH E N5 2o, TALHENRE KOBWIZ
BT 5 1gG4 REFBOREREEDHFA I N TV S5, »
KODPFEBELETNE RS RVENH S, LakLzE
BY,PSC T REMIC IgG4 BptEfla o - 6 h
5ZL0HBHDT, IgG4 ML O O F AR % 1
BT BUEND L. NEMRTIE, R L 2ERIL
T&7,1gG4-SC THEHOBE ML MR TE LW
ENBH D, Fio, JIEEBIELICE L T, 1gG4-SC
L B9 72 W fibrohistiocytic type DIIEMABIES TD,
1gG4 Bl ik Z  Aoh s 2 e b ), 20
& 9 %dEB % 1gG4 (2R3 L 72 lymphoplasmacytic type
LEALEVWIEDPEETH LY. 1gG4 BEE BN
CFBMENDIZON, [gG4 Sy et o TEM: A EF X
NTWV 2, WAL 25 C b HEMEBIES: T b 1gG4

BB BW T 51213, HE O RAEEHRT 5 2 &8
VETHEH I EFV) FTL RV, SRR RAEAR 2
EIRELRDEFHMETE 5D THNIE, PSC & 1gG4-SC
DX F]R, lymphoplasmacytic type & fibrohistiocytic
type O JEHE IS O X BE, K5 DHEH 1L HE
R TOENTELEbNS.

PSC & 1gG4-SC D L& & $& Rl =

PSC & IgG4-SCIZ AT T4 FRIGEEASEZ 0, WY
WZENTBLENH L. TNTTHRRLEBY, HRHE
FEWICL R BHETHDLZ EIEWHTH S, PSC
& 1gG4-SC DFEERNCIE, FRFRME, WRTA, FREPR
EREINHWT 2 LB D D, BRI % 85 5 % &
112, WBEMEVEE 2 IRY. BRIIC PSC 137
FEZITH AT A8, 1gG4A-SCITBF I EEDOR AL
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ST 5. MK T, 1gG4-SC Tl IgG4 #LiE
DEERIC EA L, A IgE iR IL-2 Ly 78 —
b LIT LIRS Z 2R, PSC Tld ANCA Akt & 7
LI LhdbH. RS, PPk, SA <o
7' YI%EIR PSC T 1gG4-SC TH RO5NBFTRTH
D, EERNCIEBL v, MR T, SN
FEOEPHE PSC 2RET 5 AT R T, H O R%k,
MR 5%, P IR ERRAEAE 72 & D Mg #F > 1gG4 BEHR R
DOEBHZ 1gG4-SC #RET AT R TH S,

BN EIRR S ERTH L, PSC & 1gG4-SC
OXBNIILEEDATZ B, 12721, ARG
AR /NS ORRT, TiE 2 X132 2 L3 L v,
JRE AT, Z50 1G4 B0 E A TE R
1, 12G4-SC OB idmE v & Bbh b A, 1gG4
Bt oM D L IZIZEA L RSN Ww
AIWEOEINITE v, FFAERTH RS, 28
D 1gGA BrttEHla BB S FR AR L S g, TeG4-
SC Dz B RET 2 ATH 5. 72721, AR
T IgG4 BB OB L R S e WERITLE,
PSC & DX BNIIEFIZHE L. 2 F T PSC I H#m
L XN T W2 IHEEEBH @ onion-skin IR OFHEIL, TR
&, ERER, WHEARAOILEL wihd [gG4-
SCTHHREZLWDHD. NTREEDEAE LOIERIR,
FAPBAE B8 A <2 R PR O &F R ERIZ T A B Lo B, TgG4-
SC % X YRS HHTR L # 2 T, 1gG4 FrtAiiy
DEBORFEBR SN2 TIUEL, HERTHSZ TS
LIXREEE BDbIA.

RIEBFRRICH & D CIEBERDELEE

W AT RO~ 7 ot e KL L7z b o & & 2
S, FRHEANECIIERZHICOISHTES LB D
5. PSC % 1gG4-SC D~ 7 it B3 % @iz
EAERVD, ZO—Bl%X 3I1ZFT. PSC DR AH
B, BEOMEIZH 723, R S 7 A i %
AL, WEICIRHAS) > #59 5. 1gG4-SC TIEHE R 75
MRS 2 ), HEREEIOEES 5 (M3). #
JE 1 D 25 4L A8 PSC T MM 22 012 xF L T, 1gG4-SC
TRAEZEBMZRT (K3). Ziud bk LMk
HEIIMLTWS EEbNS. PSC TIIIHENIE
M OIRAEATR <, PIRELC A IR <0 35 £ PO 3 D MR
MG 5 (K4). —J, 1gG4-SC TIRIAEEED U E
AMEIE M TH D (K4). 2F 0, IRENEOR
Fakzz1x, PSC TIZMHENEM O %L %, 1gG4-SC
TIRNEREO UV F AMIZI b ) $ese L BFCE % (X
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5)¥. F 72, [gG4-SC DIHEREEX PSC X V) b A EICHE
LTH Y, WG DO NLE A H LD, 1gG4-
SCHALDRBENS. $12, 1gG4-SC TIZILIEIRDOIHE
BICHBRESSRICHRDOONS. T2, SEMBIE
B DAL 1gG4A-SC ZRET TR TH 5. MRS
PSCIZVFAMDORERET 5 2 L W%, 1gG4-SC
TIIWEDIEEBEIC A2 B2 255 (M5)Y. PSC
& 1gG4-SC DIHFIRIC D Lo g, iRER A
(BT LR FRBERE RS ASEEMN e LT
DT, THLLEBRWIZE WD,

BLMEREE R EBERE

PSC IZHEH 2 AP 5 2 L IR EMICIIAZ T
H DAY, A TS SN ERHRRIC X > TR
%19 %5, PSC OBMIILHEI BN H L DL EDb
Na. KIFTid, IBEH LG L7z PSC oz %
, ADEBIL PR L - ENBR0D, Z0 14
%X 6 127”9, PSC TIRAREPIREDB/ME R S L 2
HoH7-0, BEFROEHZFEWIIBNT 5 2 &AW
THb. —7, 1gG4-SC DJRER O EBEIZ, 2 TIC
BB OB L% <, 1gG4-SC 23385 L T
WD D5 H o TWiR WY TgG4-SC DFREANZRMEINT
POBELDPZ->TELY, BB L TIEARH
B EAFRENT WS 1gG4-SC 12 BT 5 JHER LM
HEREOAIICE LTI, 4BOT— 72 Rn5.

PSC Dfiskg

PSC DJHREICH L Cid, SuErm R Bfn ey 2 ity
A ENTE 7 PSC TlEsEMRE % ERICE b
TB720, BIIZHE) MR~ O RGN 22/ B DA D
PSC OIRIEFEAICHE L OB D %05, SIEMEHE
B0t L avwiEslR, KIEWERHEIZ PSC 235 %
EBDHY, BENZER LD LY. SENEREE
PSC TiZ, R EIHE THE L T 3 RIEINSICHUMS
Vb EEZLNTBY, K THEALL 72 T Milleas
MIRE AL THFNICHRAT S L DEZLH DY, 72,
PSC @ 38% T cystic fibrosis transmembrane conduc-
tance regulator (CFTR) gene R ENHOLNL &
WESNTEY, CFTR ORRERE DS, PSC DFAEIC
BG5BT ReE ST S hTwa ™.

F %12 CD4 & CD25 @ 2 g%, Foxp3 DIREY:
C, PSC O JEPHIZESR§ % il T il 2 #eat
L7-e s, ZoKidhoar ro—VERBICHKLT
WAL TBY, HEFEMHOHIEM: T Ml omd 5 PSC
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PSC IgG4-SC

B3 IR 5 (PSC) & TgG4 BERLIEINGE % (1gG4-SC) D~ 7 uji k.

PSC IgG4-SC

4 JFEFEMERLIEINGE 5 (PSC) & TgG4 BIEREILIEINGT 5 (IgG4-SC) @IV —~f&. PSC Tl %
O TEESNBEMIZSH D, BEIREIZH 2727 v, 1gGA-SC TR BE AR M ) JeiE & BEALIE A3 ©

b5,
DFRIERCTHERICEG- LTV A RE 2485 L= (X 7). WBHEEZLNTWY, 213, 1gG4-SC % &t IgG4
FROBS I RERBRETIEE S TB Y, E R B DR FRALRE A S RNA ZHiH L, 4 b A A
DRIZILEDE LTSRN 5. YOFBTOT A NVERE L7zE 25, PSC % PBC

. WS 5 &, 104, IL-5, IL-13 D3EHIAT 19~46 512

1gG4-SC OiRkE FALTHY, The ORI LA LTS & &

1gG4-SC DIREMIZEIZIA T - 72130 0 TH 5. 1gG4 PSP E 72 F 72, HIHEY A N A4 v TH D,
BB O T, HOREERZII DT SIS IL-10 % TGF-betal & 39~45 fIFHBATLHE L Tz,
NTHY, ZORHAEIC Thl B OGRS Y- LT o2, IS A ML U EREETLEELONT
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PSC 1gG4-SC
X5 FEEMEMALEEMNE % (PSC) & IgG4 BRI LPEIRE 48 (1gG4-SC) O IHAE {45 Fl.

EHRO NS, (b) YKHHEARTIRIKAASEROEE S SN S, (o) EEHEREIE P55
AL RVER IS DOBITE D & 72 5. (d) FRIESFER O A 1213 S MR A L P IH A% 28 O #LREIT HL A L
5Nb. a:CTHR b:~Z7OBHE, c:2004%, d:401f%

X6 JHFPMIRER & & 0F L2 BOETEREEPEINAE 58, () &% CT WRIST, B SEICIER LR

53 : 665

WA HIEYE T iR %, CD4/CD25 @ 2 Ejkfh, T MO BERE B W Lotz (X 8)W,
Foxp3 D% dts THE 4 5 &, 1gG4-SC Tl 2% 1, IgG4-SC Tl Th2 & HlfE D IS EANE
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2255 (2008)

CD25 Merged

X7 JEIESHEMALPEIRG 950 CD4/CD25 @ 2 Yt CD4 FatEfifniz 2 51 51 % 28, CD25
s lifH]lJLLi’)iﬁl“( CD4 +/CD25 + Ol T Mg Z < AL » RSk, 200 £

CD25 Merged

X8 IgG4 BHmi bR 460 CD4/CD25 2 EYefts. CD4 Pyt & CD25 Mytkila»s%
iLoh, CD4 + /CD25 + ol T Milled il S ha. 400 £

LENTWEEEZLNSL. Th2H A b h A TH5D,
IL4, IL-5, IL-13 13 IgE @ LA RufeEkiiEIc 5§
B AL ALV THY, 1gG4-SC DBZETHOh L Z &
DB IgE O L5, THENOUFEEERERIC M L T
WL T REMED B B, F 72, B A PA A D IL10
BRI 5 & 1gG4 AEFFET L EEZHN
Twb. TGF-betal &ML ZFLET 294 M A A >~
TH Y, IL-10 & TGF-betal %%, (L & 1gG4 Bt
N DR & v o 72 TgG4A-SC DEFBLIY 72 5 B RIS O R
HEICEBICHEL T2 LR L Tw5. Th2 Rl
PDORIZICED S HICEFIZH D T 7 F VI LTIt

L G- TBLT, SHOMETHL LI LERITN

37 52w,

1gG4-SC ZHCRIEWIRE L DA 9 B 1gG4 Bk
BT H CSEMEER 2 & O BB SATEE S hrz.
HOREER L, diitko LARET vy ~raT
Y VIBEDS R SN A Z L, fllgEEo HOREERERO
G0 A7 04 FIHEVPANTH S I LIZD LDV,
HOREEEZZ 5N THRD, L LMD, Ykt
e\ Ar=ru7) YIEZEFICAONEBE T
%<, MufE#Eo B ORBEERE & E 2 5N T 72K
Brae, PR, BIEBRHEAE W3 b AL O 1G4
BERETHDL I LD T0EY, F/2, 250

FiHEE I HOREERB DN LA TH L. O F
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D, BEEZLNTWHEREREORRIIH LoD
HbH. SHOWIEE, HEREZ T Th {MMomED
BHICEWZAWHETIT ) LEXH 5725 9.

SHOBE

JE4E, Mayo Clinic 7*5, PSC & L CTiB# L 72RO
95 9% T IgG4 D LA RSN S L) B
EHEN L ENTD. 2D 9% LI EERP LETE
AHOTIELWNEEL TSRS, PSC & ENTWBIE
B D] % A% 1gG4-SC % D H T B LEND 5.
RIS, ARFTIPERGEEICIL L T, AR PSC D%
BIDZ W EDBRIBENTE Y, ZoRIcE0RE
IgG4-SCHEEFN TV B SLNPICL R ITIUI R S 4w,
F 72, 1gGA-SC BRMENTHY S, HIE L 22 7zoTHE DS
¥, TORMBEEIEIAYTHY, RIEHDT—
FOWENLETNG. 512, PSC & 1gG4-SC DiiE
WFZEIEEA TE ST, 5B OMEOREIMHEEI NS,

EbhbWI

PSC & 1gG4-SC O HNIMHIRIICEE TH 5 & [k
12, ZORHBOENEIFEHIIC S PR FFzh D, 2
DFIFN BT B HADGRIZE & STEVFEAH, R %
V= F35Z &MLz

X #

1) Mendes FD, Lindor KD. Primary sclerosing cho-
langitis. Clin Liver Dis 2004; 8: 195—211

2) Hamano H, Kawa S, Horiuchi A, et al. High serum
IgG4 concentrations in patients with sclerosing
pancreatitis. N Engl ] Med 2001; 344: 732—738

3) Zen Y, Harada K, Sasaki M, et al. IgG4-related scle-
rosing cholangitis with and without hepatic inflam-
matory pseudotumor, and sclerosing pancreatitis-
associated sclerosing cholangitis: do they belong to
a spectrum of sclerosing pancreatitis? Am J Surg
Pathol 2004; 28: 1193—1203

4) Hamano H, Kawa S, Uehara T, et al. Immunoglobu-
lin G4-related lymphoplasmacytic sclerosing cho-
langitis that mimics infiltrating hilar cholangiocar-
cinoma: part of a spectrum of autoimmune pan-
creatitis? Gastrointest Endosc 2005; 62: 152—157

5) Nakanuma Y, Harada K, Katayanagi K et al. Defini-
tion and pathology of primary sclerosing cholangi-
tis. ] Hepatobiliary Pancreat Surg 1999; 6: 333—342

6) Zen Y, Adsay NV, Bardadin K, et al. Biliary in-
traepithelial neoplasia: an international interob-

8)

9)

10)

11)

12)

13)

14)

15)

16)

17)

18)

19)

55 1 667

server agreement study and proposal for diagnos-
tic criteria. Mod Pathol 2007; 20: 701—709
Gregorio GV, Portmann B, Karani J, et al. Autoim-
mune hepatitis/sclerosing cholangitis overlap syn-
drome in childhood: a 16-year prospective study.
Hepatology 2001; 33: 544—553

Feldstein AE, Perrault J, ElI=Youssif M, et al. Pri-
mary sclerosing cholangitis in children: a long-term
follow-up study. Hepatology 2003; 38: 210—217
Umemura T, Zen Y, Hamano H, et al. Immunoglo-
bin G4-hepatopathy: association of immunoglobin
G4-bearing plasma cells in liver with autoimmune
pancreatitis. Hepatology 2007; 46: 463—471

Zen Y, Fujii T, Sato Y, et al. Pathological classifica-
tion of hepatic inflammatory pseudotumor with re-
spect to IgG4-related disease. Mod Pathol 2007; 20:
884—894

ML 4 By BRI OB M & HE
MLOHARHALERSSEE 2006 5 103 @ 1325—1332
Nakazawa T, Ohara H, Sano H, et al. Cholangiogra-
phy can discriminate sclerosing cholangitis with
autoimmune pancreatitis from primary sclerosing
cholangitis. Gastrointest Endosc 2004; 60: 937—944
Burak K, Angulo P, Pasha TM, et al. Incidence and
risk factors for cholangiocarcinoma in primary
sclerosing cholangitis. Am J Gastroenterol 2004; 99:
523—526

WL BRSO R, ANESRIESE, (3. ACRE
HEREI A BE L7 o—F1. IHE 2006 5 20
389

Narayanan Menon KV, Wiesner RH. Etiology and
natural history of primary sclerosing cholangitis.
Hepatobiliary Pancreat Surg 1999; 6: 343—351
Eksteen B, Grant AJ, Miles A, et al. Hepatic endo-
thelial CCL25 mediates the recruitment of CCR9+
gut-homing lymphocytes to the liver in primary
sclerosing cholangitis. ] Exp Med 2004; 200: 1511—
1517

Sheth S, Shea JC, Bishop MD, et al. Increased
prevalence of CFTR mutations and variants and
decreased chloride secretion in primary sclerosing
cholangitis. Hum Genet 2003; 113: 286—292

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

Okazaki K, Uchida K, Ohana M, et al. Autoimmune-
related pancreatitis is associated with autoantibod-
ies and a Thl/Th2-type cellular immune response.



56 : 668 e B 22%5% (2008)

Gastroenterology 2000; 118: 573—581 serum IgG4 concentration in patients with pri-
20) Yoshida K, Toki F, Takeuchi T, et al. Chronic pan- mary sclerosing cholangitis. Am ] Gastroenterol

creatitis caused by an autoimmune abnormality. 2006; 101: 2070—2075

Proposal of the concept of autoimmune pancreati- 23) Takikawa H, Takamori Y, Tanaka A, et al. Analy-

tis. Dig Dis Sci 1995; 40: 1561—1568 sis of 388 cases of primary sclerosing cholangitis in
21) Hamano H, Kawa S, Ochi Y, et al. Hydronephrosis Japan; Presence of a subgroup without pancreatic

associated with retroperitoneal fibrosis and scle- involvement in older patients. Hepatol Res 2004; 29:

rosing pancreatitis. Lancet 2002; 359: 1403—1404 153—159

22) Mendes FD, Jorgensen R, Keach J, et al. Elevated

Pathologic features of sclerosing cholangitis
Yoh Zen", Yasuni Nakanuma?

Clinical and pathological discriminations between primary sclerosing cholangitis (PSC) and 1gG4-related scle-
rosing cholangitis (IgG4-SC) are important, because therapeutic strategies are different for these disease enti-
ties. PSC is pathologically characterized by lymphoplasmacytic infiltration, mucosal erosion, and frequent asso-
ciation with biliary intraepithelial neoplasia. In contrast, IgG4-SC shows diffuse lymphoplasmacytic infiltration
containing abundant IgG4-positive plasma cells, diffuse thickening of bile duct wall, and obliterative phlebitis.
These two disease entities are pathologically quite different, but discrimination only by non-invasive examina-
tion is sometimes difficult. We have to carefully diagnose sclerosing cholangitis based on clinical, radiological
and pathological features. Different pathogenetic processes might be involved in PSC and 1gG4-SC. Regulatory
T cells are decreased around bile ducts in PSC, whereas these cells are increased in the affected bile ducts of
1gG4-SC. Interestingly, expression of Th2 and regulatory cytokines, such as IL-4, IL-5,IL-13,IL-10, and TGF-beta
1, was increased in 1gG4-SC compared to PSC. Overexpression of IL-10 and TGF-betal might be involved in
IgG4-production and fibroplasia, because IL-10 and TGF-betal induces IgG4 class-switch and activation of fibro-
blasts, respectively.
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