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Abstract

Immunoglobulin G4-related sclerosing cholangi-
tis (IgG4-SC) is a recently defined disease entity
characterized by elevated serum IgG4, chronic
progressive obstructive jaundice, and diffuse
or mass-forming inflammatory reaction rich in
IgG4-positive plasma cells and lymphocytes
associated with fibrosclerosis and obliterative
phlebitis, which shares a number of clinical, bio-
chemical, and radiological features with primary
sclerosing cholangitis (PSC) or cholangiocarcino-
ma (CC). IgG4-SC is commonly associated with
autoimmune pancreatitis (AIP). Steroid therapy
comprises the mainstay of treatment for IgG4-
SC patients. However, liver transplantation is
the only useful treatment for PSC patients, and
CC patients require surgical therapy. Therefore,
the accurate discrimination between IgG4-SC
and PSC or CC is a very important issue. In this
article, we will review the features and role of
immunoglobulin G4 (IgG4), the diagnosis and

therapy of IgG4-SC, and the relations between
IgG4-SC and AIP, PSC or CC.
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95 IRE 6 GAAE R ARAL M A2 4 K (immunoglob-
ulin G4-related sclerosing cholangitis, [gG4-SC)-&
— A I VIR A B F 1 gGAT & REBEAT
PEPLE MR B, R R B TR g G4 Ta M 3
oAk AL LRI A | AT AL RO R
ok KA AT M SRR R, FFA B S
e S5 AR K (autoimmune pancreatitis, AIP), 3
R AR BB FHIEL R AR
& ¥ (primary sclerosing cholangitis, PSC)2x 2 /&
J(cholangiocarcinoma, CC)#84. 3 B BE#k & &
1gG4-SCH# £ &6 97 F &, mITFAHAPSCE—
# R LG 97 % ik, CCRI B SMEFARis77. Ak,
[gG4-SCEPSC3CCla) &y £ #5572 B 47 @ s
A=At o ELRM. AFERBERT L
JHE G G4(immunoglobulin G4, IgG4)#4 4
fEFa g, 1gG4-SCHIL W F2iS 77, 1gG4-SCH
AIP. PSCACCZ A % 2 ¥t &, H1gG4-
SCHY¥EH 5 Wi Fo i J7 1AL T #7089 B3
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G BRI GARH AEAL I R4 9 (Immunoglobu-
lin G4-related sclerosing cholangitis, 1gG4-SC) & —
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BN 1gGAMERIBI It IBENBVHNHE 2555
MM LRI LY S A IETEF IR 20 322 J2 ti TR B R4 R /st I 2 i 4 il (antigen- :ﬁélﬁﬁg\ﬁ
R 1gGA-SCHEIgGAMI L MES I (1gG4-  presenting cell) KV 77 25 (4T i BEL w41 F Y. 4%%%4;55% ;;
related sclerosing disease, [gG4-RSD)F IR A 1G4 — AW im 1k, L 51gG4-RSDIF R FR MMM (PCa),

B, 5 BRE a2 AR A e
TENEFRIK R Mg GABH P 41 B i, nl ez 2
4 B e AR . I, B3, JHIIR.
WERAR . SRR Ml BFAE. BmiE. BT,
PRI R G, HURIR. FLIR. Ao, K
BT E SRR E 5T 1gG4-RSDIE ] B K/
A IRAMI. JIUHE S IR e = Xz 1
WFFUR DL, 1646B1HR I R ol iz
AN1gG4-RSD, H AR & il M R TgG4RH % 41
i, A, AREALYE G 2 A2 O R
G ST YA DL B B 2 RHE 1T g G4-
RSDB ILARIE. BEAEWTTCIAWIRA, H B2
HEA G RETE ) 2. 1gGA-SCH A A & %
P 3 4 (autoimmune pancreatitis, ATP), A
IR FRAE S RO AL PE IR & (primary
sclerosing cholangitis, PSC) /AR50 48
5 # NN TgGA-SCHPSCHIAE 7RI (A =2 (1)
KA, AN SR ) 55 Fr ik R bR
.

1 IgGABYFHIERRTNRE

HIE B H G(immunoglobulin G, IgG)H 44
W 1gGl. 1gG2. IgG3MlIgG4™. 1gG4%) Y
1%-7%, PR A 40.35-0.51 mg/mLY. 5
HABTgGWEBYAN[A], {2 He AL T 1g G4 & 548
PeAEw B, ks 110 pg/mL-1.4 mg/mL
REEW Tg GAR A G o3 MO+ 3 ek RS 8 B
75 FIgBA B Th2 40 fa (0 4l B s, DAL 3
TgEA: St st il 7= Ak 1g G4, 1gGaE
KIENE R A« R SRR . SO WG LA
LR At 2 A USRI Tg B 5 1 9 i g I3 v i o 2
YER, 1H1gG4PiiA7EIgG4-RSDH (13 AE B AL
AN 27 TgGAPTIRI L TR, ¥ 24y
TR R, B “Fab-Ea0#e” |, XAAR
YRR I AARAE #0308 5 3 SO S AN 5] IR T A A
HZHC M HUANY, N1gG4RI P 4 T 5 Th2
AN 4 B, S5 32 25 Whinterleukin(IL)-4
IL-5. IL-6. IL-10F11L-13, 75 & it #ix N
e PEAE L, S g G4 e & LB R R T
e84 Y04t 5 (non-microbial antigens)!'™. 1gG4 4
LY T 1R 55— AN SRR AR A ) T AR R A
(1 G358 SN i, AETgEA 3 I I U N, 1gGAdt
AP R BT 5 REIR 1) 28 A 2 DI AR G, IR B

FIRE S e T fid A g GARH S 41 it o S8R ) 4t
R 1 A= A, TgGAAN K R e S R
REOREAR, p 5 PELg GAPL st (K I BLR WP R« Tief
AU O . th T1gGa A K fE4E,
H ERPIRIN T R B S PRk e AT B T
ST FR G AN I 24 () J o S .

2 1gGA-SCHIRZ AR
1gG4-SCIW A Im HLHI M ANE 2, W fig 5 Th2 Y
o g N BT PE T i (regulatory T-cells,
Tregs) ¥ BG A KL TAERIITUR I, WhiE i
AR BT h2 8 498 S W 0 V] BE 2 1g G4-S C I
G B AE LR N FH 52 P CRASIN R
I, 1gG4-SCREFH I ZHIL-4/ 14 # (interferon-
gamma, IFN-y). IL-5/IFN-y. IL-13/IFN-yff]
bl % I 35 i o B, SR R A 2 AT R W
SR, RGN M A T -4 5 8 3 KA T4
L O 5, 1g G4-S CIAI AR JE Ifi S A 40 Jfd 3= 22
FEAEIL-4. IL-5. TL-10. IL-13%5Th27 40 iy
B 1gG4-SC i I M2 1 40 rp Tre gs ]t 18
Jin, Foxp3(forkhead box P3, — 55k I Tregs
SR FImRNAR AR B 5/ T80 E 5
G B VRS A, 20 U 5k 48 i A~ TL- 1010
TGF-BC AL KA 1By th 12 2 s, B 4o
R UL AT R B, 1gG4-SCHEE % B4l 4
H{CD4'CD25 Foxp3” Tregs i # #/1, Foxp3”*
A MK S 1g G4 R AN MU AR B A OCM. Ak,
AIPHE M CD4'CD25"" Tregs i 2 i 1814
JBIR R B, T 5 MIE1gGA/KT- A G, TR
IR TregsN T Z /D, HILHER Tregsif/b ] figi)
M 1gG4-RSDIF) &4, MiCD4 CD25™" Tregst i
A fERs K 1gG4-RSDIRHE ",

3 1gGA-SCHIIBERFE

[gG4-SCoE X [ I R MUK . 5 ATPE YA K
(I NRAE 58 ks, LI R R IR L e AR SRR IR S
PSCH3AHA™. 1gG4-SCJLT HAIPIFAE, Hik
AR KT A (P SCH B, H R A
PHIEPE B, V. RREIEAGE . R, I
T S g s % M5 1 g GA7K S 2 ™), jH
FEVE B N TgGA-SCHe iy WLAR D, X ] Rg L
ATP B Sk Ji K B3 1) JE 35 7 A o),
HIf 5PSC. il (pancreatic cancer, PCa)
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FIFRBERR P, Ml g MR BRI 4T 4
P B IR ER UK 2 (periaortitis) .

B B 22 AR E B BT B PR R ) B bR 1 i
REVEE . 1gG4-SCIIRINHIEA MANTH 1, 5
IgG4-SCIHIEIR 5PSCHE B, 54 i H1gG4
AP B3 TP, i R g G4-S CHl ] R
£ ATPP i 351g GAY i TG 5E S 1g G4-S C i
FURe Sk 4R AR, LA OB R4 R (R 4R ARk
Y- ERE A E (L T50% 8 #) . TgGli
(60%-70%)~ PUZPUIR40%-50%) R KT
(20%) FERRTERLAN M3 2 (15%-25%)1". Ak,
PLSS-A. PISS-B. HrZkithpuik Kb rh Hki 4
Hi 5 A T S5 (<5%). I35 1 g GARE ik
ANRENE A 1gG4-SCIE Wi & brd, MHY T Hh1gG4
B BT AL AT 4 1gGA-SC—FFT (12 Wit
b, LA AT 5PSCHHIX 5P, K2 $i1gG4-SCHi 7l
(IRT P9 AT AN IR TE R ge s ] ™ sz B9, BRI
AR RHIEREUPS C, (H 7 5 Z AbTE T1gG4-SC
R R R AR, MPSCRRFHEAME A
WA IR TT FBEOPS), 1eG4-SCH R N
PSCIMIELRIGTT, #701gG4-SCik if 2 My IHAS
Jii(cholangiocarcinoma, CC)Ifi 52 AN 1T
Rigyr. B, HE A M1gG4-SCie Wi £k

AL

4 1gGA-SCRVSZERSHHHIE

PN 19 4 7 JIH 45 345 ¥ (endoscopic retrograde chol-
angiopancreatography, ERCP) A i 7R1gG4-SC
S AR (R AR e A, T HAR R L
BeAEt H R R v I 2 B (L1 90%), IR
BT o — b 4 mT o IR ML (R %, 29 10% 1)
1gG4-SCHEH AT W IHE B2 5PSC+ M,
AHAERIE 5 R, 1gG4-SCREE R BN AT N AMIEES
(kg Pk El s BRPERR 7, HPSC AR/ CC i
RIS AR AR AR AU, GhazaleZG P 9T B,
S3BI4TIHIE I A A [TgG4-SCHEE T, 51%2
AN H S TR 9 BB, 49% 3 I3l BT AR
B BT IHAE B, oA, 9% ki BT AN IH A
Az, 8% M HF N IRAE A, 32% Won 2 i Bk
%5, KalaitzakisZP5%20411gG4-SC. 104]PSC
S 108 CC R 1R N B2 AT IH A 1 5% (endoscopic
retrograde cholangiography, ERC)Z#71 & B, L&
ERCi2Wi1gG4-SCIHIHE T AR GF, (HARUBIEIR 22,
INFEERCH T, Y2 1gG4-SCREE W HEMRIZ N
PSCE(CC. #7522, IKIFERCHS A 45 HIFApeit

T2 W SIS TX B (14 36 5 VR AR T 2L

5 19GA-SCHYLRLRRIBSFIE

iH 75 N #%(endoscopic ultrasonography, EUS)5| 5
IR S R AT BEXT ATPAT S W . L
SR I D02 W A7 4, (R R 41 21
HBR 11 g G4 PEIR I /E1gG4-SC. AIP147
WL, TTPCalll ", AT iK% 1gG4-SCERATPH)
W AR 02, (H1gGAPH P40 i > 1041~/HP
W REA B T 1gG4-SCHPSCE M. 1gG4-SCHI
Y2 2R AE S R I A T IUE 1D X P vk 2 S 4
ROV £F A0 RN PR SR K A, H R R Al )
% A T IR T2 0 A M v ) B £ Ak, i LA IR g
ARERE SCIRHEF7, 555 41 LAk 240
ALK, tm] WA 2 W R R A, AR T
e, Sags A2 E Y 0 R B TgGATbk 2% 40
R, SRS SR AT, 1g GAR o
Y AUAE 2 Y (0 6 T g G4-S CIR I FEL 22 12 W i X
K. Deshpande5!" R FH . A& 2 Al s 41 234k
2279k, KE10%11gG4-SCATT 74P S CIR AT 3G 5k
ARG H LR AN LU IR, 5H11gG4-SC(50%)
(T VA X L2 b ] LB AT e 20 S 4t i
I EEL 4 I A 7 0 L S P R e P 4 A ¢
JELETT. 661gG4-SCr] WL RN g GABHPE 1) 5 41 g
RIEEG10M41HI/HP, ~F3)604~/HP, Y 0-1407
/HP), T4 3BP S CI 5 K T b £ (E (*1-340.084
/HP, JuH: 0-14~/HP), LA AT 5 PSC 3.

6 19GA-SCH R RIZHITEFBIIRIEPRIIR

Nakazawa5" %} 1991-20104E3 A [H] & % [(1gG4-
S CAH G & SCSCHRBEAT T [ BL Ik 43 A7, 2% 18 i
FI1gG4-SCHRIAT R, AN T e B if
19 11gG4-SCiZia & 4. 4R R, 1gG4-SCZ
W HE, RPERE I B TPSC, I 2R IR
F Ik BH FEME BOE RS 1 g GA/K P Yk 25 T =,
BRIFIESZ2 24N, %A FEATP, Mi1gG4-SCH I JE
P 799 (inflammatory bowel disease, IBD)/b> i,
X 0%-6%. HRAJEIHAE FEAR BT 7 I Bk 78 AL A
[, ¥51gG4-SCor4%y. 1740: R T B BRIk
755 280 N AMIBAE RIS Bk AE; 3L FFITIIX
MR N BOR A 478 JFTIXIHAE R PR E
s, 2T HPSCH, 18, 3B A4RT
CC% 5. 1gG4-SCIHICTHIM4E R o2 BHE
(R BESE I, 1 P AT, B9 9 C T4 Wl 3l ik i
WAk, GBI A AL, (AT 2 B I
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P 7 (intraductal ultrasonography, IDUS) .75 [
A% X IH A BE L >0.8 mm A 1gG4-SCIH i
HIRREAE, LA AT 5 CCXE ). T1gG4-SCIK41 412
FHIE 5 HABIgG4-R SDAHALL, Tg GARH Rk
0 W 2% 20 B LR AT YAk S PRI FEPE R K R .
AR DALl R AL, A ATIPE T 1gG4-SCHRIM i
TR T IR SR BR A 2 1 B A B
FEVEHOFR A, BR5PCa. CCHPSCHHIAL, I
PRIEEAE IR W 1 5 5 1g GA-S ). 4w el
JRE AR, BITHERRPCa. L W1 2 K&
P Y IEE B I, AR A BT e 2 21
T IgGA R B A LML 2 Gt 45 R 5 PSCHM.
JEATIPTCRE L2 Wi1gG4-SCI R A 1M, &
FFIBDI B HE/RPSC. 2 HF 1] X Bl ff o 3 Bk A
i, MIE I8 (ultrasound, US). EUS. IDUS
NN SR HCCH . MHE1gG4-SCIH
E R BARE T E B2 W R PSR, A 18RI
B, NITEBRNR, MINATE A NG5 -
Jil(endoscopic ultrasonography-guided fine needle
aspiration, EUS-FNA)LLHEERPCa; X T2 L H)
#, BN S5PSCHA, Skt HIRRL L
Lg G4 T e HEME 2 Je AT B T /125 X3
B AR, ME S CCE, FIATEUS.
IDUSKI#, 0o BEINAT JHAETTAS LA B B2 . A5
2 EiR K B A RIS, WK H 2R R AT
RS R

7 1gGA-SCHISRHTIZ Wb EE

BT, Nakazawa 5" SUHI5E T 5o f1gG4-SCi
WrbRvEE. AT IR AR A A A 4 IR, K624
1gG4-SCHEF 77 34, LMEHPCa. PSCKACCHE
il AZ13201, HPCaFHEAI(1Y); BAL15HI, 5
PSCAHA2AY); CAL15%], 5CCHLLGEL. 47).
35(|PCa. 40fIPSC K326 CCHE 5t E4H. Al
[l b T AZH 5 PCa, B4 S PSC, C415CC
IR RN B, Mg, A2
SERFIE DA S SEAh 38 B 2 BB L. 45 R BOR, Ik
AIP(P<0.001)F1 A28 1 52 B (R 7 1 100%) /2
HB3A g GA-SCH-EH H WINA B2 Wi 24, 1ML
HIgG4TF F R A B IgG4-SCHRF H B2
W 2% (P<0.001); NHEIEF(P<0.001). JHIE:
(FF 1 100%) M B AN B DCES 57 100%) /2 B4
KA 2 5. WA AR 5 45 5L(P<0.001) L &2 i
T S R A0 I TR (R 5 PE100%) 7 CAHL I
M BH. YR 5 P<0.001 804 FE100% 13X
BB S KT I E 1 g G4-S C2 Wi bs v FL AU

100%, 5571 096.3%. Kk, JETF IR A% 2% 5
i 1gG4-SCIZWiks A ) T3 5PCa. PSCHI
CCI%5). 4R, Ohara® " Ak, H1F1gG4-SC
HPSC. PCaMICCHIBAF AN, (AL 5%
AR AEAE LU 2 2550, (M, OharaEt Wiz
(11g G4-S CHHIE Wibr v N [l I L 4% 1 3k 461
(D) IF (P RRAE S5 45 0 (2) MTETg G4V B T i
QBRI A G A4, 165 HAhIgG4-RSDIFA7;
(4) ST (R 21 P05 BR 22 E . Ak, 2R ey skonT
VE T2 1gGA-SCHIBI AN E R FRUE.

8 1gG4-SC5AIPHIXZ
JUEA1gGA-SCAR A IFATPIIAS E4RE™, H K
BT R, 1gG4-SCJLT 5 AIPIFAERe44,
T K Z150%-90% 1) ATP .3 H:- K 1gG4-SC™, Af L
1gG4-SCH AIPK R ). 1gG4-SCHE A MiF1gG4
BETH R, 70%1ATPE# FFF g G4 ot ]
SN, R L B A T R A
W, R4 IFAIPIIIgG4-SC, A2 Wl Bk b,
H 2552 HCCMAT FARIGTT, IgG4 PR 41
L RS W I A L AT SR N 3P AN [ PR A v
Rt (D)= 4 R IR QT FHESRL (3)
NSRS ATPRR I A JBE I K M 45 FF1gG4-SC
Ab, H A ARS8 52 BRI, JLR L
HIR 51gGata Kb, W K2 R B & Pt
IRAh, ATPALZR i i 2 1 il B % A el 75 2
N, PR S P R 4 B O, I
UM A M 5 PRSS1. PRSS2H [ & Hidk K Hit
Ji 5 A0 I R TP S TLIY 1 5 Hidk B 7 e,
PEoR I [ G Gy ik BE T BE U0 A B R IR v 40 i S
FEOP A PR B TP, ATP B AR 5L R 98 R B
Jip B3 9 R L oy 0 P AR % 115 % 6% K
iR RPER AR 0 1/35%,) 2 WL T2 45 NP, LlIgG4
BH P 90K B Al Pt vie 2T 4idb . P ZE T Tk 4
T tet 2% ] I3 3 (AT RN 2 A R AR 278
ACTHI R B 52 UL IR 3 5%, EECT o ik
It 8 A kB I [ B R TR A TP )
WL 2R AN A AL IR 28 (lymphoplasmacytic
sclerosing pancreatitis, LPSP)FIHF & P38 H 0
P JE iR 4 (idiopathic duct-centric chronic pancre-
atitis, IDCP)2FHEAL, Fir AN HRL40 b Bz 45
f4i(granulocyte epithelial lesions, GELSs), 1 J&5 &
FEATGELs, J1 AT S0rb /N B sl I i Al s A i
3. Kamisawa®$ %90 R I, AIPAETE Hdak 72 =,
LPSPFIIDCPA HARFAEAN ], IR AR &
AR

| I A

AXLHERLERET
IgG44F 1. TgG4-
SC4 & . #1%
FHAE, B
F- Ao B AR R Y
& A E R 2R
VA% 1gG4-SChH
AIP. PSCACC
Rk R, A ITAT
w it — AR
BT REHAMEL
e EEp
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B R, 3% AR
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MiE1g G4 BT = CAF H1g G4-S CRIUB I 1ML
Pz Wia bR, PSCREMALYEINGE & (sclerosing
cholangitis, SC)H1 [\ —FlRe RIS, A2 LK Y
IER=R1%7 NN 3 N ER = IV G 2w 2 AL SRR ]
Pl bk JOREVE Y, LSRRIk TR
B KA A2 K I R IBD, FFRSHE it & K
PSCHE—A M IT 5 1°”. 1gG4-SCHPSCA
ASOtS A ] P i 3% S N A [, L4 200 B 22 R AE
i S A DRI PR SRR HEAH B, 55
TP 5024 23 (A ASL D) B SO 438 5812 PS CHY
BT Mg GARM, LAHERRIgG4-SC. 9T 2
7N, 9%IIPSCHH IMLE1gG4ATH &, HALFHE Y
KIEZE ", NavaneethanZE™ VR H, 5041
PSCHEE P 10615 1gG4T s, HIHA G A fER
BEM T 1gG4IEH IPSCHAE . IR WFFTIESK,
12%[fIPSC H % M5 1gGAFH ™. KatoZE R I,
M35 1g G4 = (P S CHAE 47 1 K % 48 B e fy Ff
AP VAT BT H 51gG4-SC% 5. 1gG4-SC L
MFHTgGATH = R P S C Y 3 4 T S 4 sl Al
P Tk — DS, PR S C R i L
KT GAI IR 2 X, AlswatZ5P% 16841SC i
(1 B B T 2 1, S ot 2895 DR AT IR
IS S (T R, 43S C R AT 1 g GAR Nl
A EE R, XA )T I R 2 S 2
e p IR

10 1gG4-SCECCHIX R

1gG4-SCAT I 5 CCH 3 AL, DRI AR A s 1y
FEAIAL, JEHE R G IFAIPE B w12 bk
MRTE B AT AL EE I FARIATT . e, o
IgG4-SCR L HCCHIBUEMIE . Jbs, Ha-
radaZS MY R I, 43%IATANC CRT L3 1)
LgGAFI VRS 4 iz, Hoor 7 LB T-CCani
B VF e AR L IRPUR 4 fii(nonprofessional
antigen-presenting cells, APCs)F1Foxp3BH 175
41 M (Foxp3-positive regulatory cells)f {4, 1H
TE R TIL- 1000 A2 i R) 422 B E #2175 ‘T G4 BH PE4H
N AR, X TG HE A1 g G4-SCHIC CH % 5
SN AE. Nowatari®5 38 2451 4% WL 1A 7 11T
1B IgG4-SCHR B, MELLTHFTIHBCC. Al
WA, TERE ST, N R R AR,
WUFEE . MR BERE  WREA . B ELL K
MM 9 Ik AR 257 ARG 2 8 B % B R G
Lg G4SN AT LLVER 2 WilgG4-SC, MM E S As
DEERANRER TR, AR LT R 2 [ o

AT FEAMIBAE D) B (0 I = v & R, Ja
2o S0 BAE A AR g G4-SC. L ] 1) i
B T RIS W gG4-S CHIMERE . iR HHiR
19-9(carbohydrate antigen 19-9, CA19-9)/& il
PCalf) F2hrEY), A fe LU %0 CCHI R
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