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IgG4 PR LIRS 9¢ &3, M IgG4 D E5., AR OMMEIL L 1gG4 BEBEMIEOFE LW RiE % &2 K L
T 5 NAHOWALHENEE £ Tdh 5. RAHAL TIX 2R MEDOBEILIE % 580, $R%E % i % WML b FROZLA A S
2L, AOENEERZ SRICAIE L, BLIEMERIR S, SRIEBRAE 2 &2 &0 2561 S » 5 2%, BT
JETOHELH 5.

FRRIFRR L L CIImmo BRI L, MBEMREEZIET 5 2 L% . 27 04 NBHIC R SOS U CHERRE
Bz, WHRFT % EOWEERD LD, B FREAHTH .

AIEDFWI B TINHE R B % & OIBGERZ, B X MR L 5 & O mO CTHEETH 5. 72,
JE R A3 & 707 RIS R 2 BRI 2 LD B 5.

[BEPRES T A H#E]
A. BHIER
1. JHE GRS CTHFA - IFPMIRE IOV AR, & 2 W IZBRIB T O BRI 7 B e 1 & BENLE & 2 5 BEALPERRZ % 80
5.
2. MIEZEMICE 1gG4 e (135mg/dl DLE) #3280 5.
3. HOSIEMREZE, oG4 BRI - MRS, 1gG4 BEBIEFEAHHEDO VTN r 05022 5.
4. JHEEREIZLLUT OREMMR AN R A R0 5.
ORERY ¥ 8B, BRI OB & ML
@it 1 BB H 720 10 % #8 2 % 1gG4 By E Mg i1
®FEZERHMMEAL (storiform fibrosis)
@OPIZEM Rk %% (obliterative phlebitis)
73 AFuA FEFEORE
NHAE A AR 8 Dk IR S T il %5 172: (Endoscopic ultrasound-guided fine needle aspiration, EUS-FNA) % 545
BRADTE 2 HMMZR BT, IR R BN 2 EOBEMIEE 2 BRyM2I2, A7 84 FIZX 2083 % B HiE
Hicgt I e TE 2.
B. MR
I. #% :1+3, 1+2+400, 40006, 40@®
0. %D 1+2+F 7> a v
M. %% :1+2
7272 L, AR RN 72 & O BEVER A, IR LIRS 480 B 25 © 2 2 ZURPEREALPENRAE 58 % BRAY 9 % 2 & 5
WTHbH. BWHHELGZ VA, BIRIIC IgG4 BEA LA AR ETE R WA, RHICAT UL FieHEET
DFICHEMBERISHENT LI ENEETH 5.

(i)
1) ERZH
(1) pPEERER
a. MRCP IZTHRZRDOFAEBIT I H 2 BEMHETDH 575, FEAMIZIE ERCP R RHFIRE 4 &2 X AN
B IPLETH .
b. HOREMNFESZ AT 2IER DZ X THEIE D% (stricture of lower common bile duct) £ A%, JHE
BEDQNE &, WEDJIE & RIEIC X B 5B )7 2 MK U CEli3 2 B2 D 5. RIETIE, Rk L %
O Lo Hisiiiik (dilation after confluent stricture) AUFEAITH 1, FESHEMLMEINE 20BN L R S 1-
2mm OEWHFIRAEZE  (band-like stricture), %2 & IR 2 R HAZHE D B3 IR L (beaded appearance),
598 L7z & 9 ISR 8880 LT A 3552 IRF1 AL (pruned-tree appearance), S RE2EH (diverticulum-
like outpouching) %D 5 Z L3 7w (M1).
c. EANTREEBRZAEICBXPERIZ4TCHEENRE (K2).
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Type L IE FHIHEORIIRAEEZ & 72 L, BB AERERIC X 28O F 7213 FEIRENE &L oA 2 25 5.
B PIBE PR A (Intraductal ultrasonography, IDUS), EUS-ENA, Mg, REEMRZLZ &0 X Y ENZ N %
119 BEEND 5.
Type2 [ FEHIRE DA 55, WHAIEICHRENS L, FEEUEEAERERE 0N % ET 5. Type2
X E S ERIBEORMILEE LS a &, FPRIE ORISR & D IR kb 2w b IS
ns.
Type3 |3 F AR & HFMEEIRE 1ok % & 72 L, Typed TIINFMERIHE O AICHRAEED RO SN, WFhbH
BREEOENZES 5. BT AR (Endoscopic ultrasonography, EUS), IDUS, #iigi, NH&A#7Zz
WX ERZATS .
B, PREHS LR AOOMIGEINZWIREREET2EMDFAEL, SHBBE L T LEYN D 5.
(2) PEEEERES
JEEE A (US), MEE CT Mg, BEES MRIARFE, EUS, IDUS IC CTHREFHAR TS 4 1t o BE %ﬁ%w
o, PWIEE, SMEEIE TR —Ch 5. T2, WO RRERUILOIERE, FZIXIHFEREC S LIS
RO MIEFT L% 383D 2 O TH 5.
2) MmERE

& 1gG4 e & 13 135mg/dl YL EAS—2DH#ETH 5 (e ik - A7z X M) —i). 1gG4 &y, 7 bE—14
FZRE 4%, KA, Wil SMHRBICORDOONL 20, KERBICLT LR TEL V. FRICHEE BEt Lo
MOBENREDOERRETLEMEEZET I2HENH L7 0EEEET 5.

3) EENRE

AL H ORI S % REICE T 525, HHICRIE S ZH D i%ﬁ L KRS, 2 e Bk o SEAL PR -
W S, TR IEIEHRHERE 70 &4 2 [gG4 BIERBZ T2 2 20 1), BMOBE L 45 5. WALTETRM - HERH 5
HE%%K@EH%%%&?%%?%Eﬁ%?%ﬁhﬁ4%ﬁﬁ%'@MWkkwﬁéhfwé i o b o
bEt. EIERMLYEIRE 220 & 5 ICEERRBE AT 3ENTH S,

4) BEOREBHEBFHOFRR

JHASBERE BRI IIED T IED D ), FRBIEHTHEZ ML\, Lo L, MEC RN GELZ S L T, B
O LEEER PR L ETABREOFFERREEZNE) ZL DD, KES EEEFRETELD0THEYEAICIE,
JRFEVEML PR 6 & OB R EN % BT 5.

— RIS, MR IIRENE L oEICH VoS, BRILFIIBE LR D INER 2 BRI T 2 20 1T S 528, @
ﬁﬂgﬁ%ﬁﬁ%ﬁ%m%’ﬁﬁm&ﬁﬁﬁﬁ%ﬂ@%%ﬁ%ﬁ%&E@ﬁﬁ@%ﬁéCEH%LwJH1HW@%
BRI % R0 DIEBI TR ARSI AR 2 2 L hH 5.

5) &4 RN & ZRAGEELIEREE &
UTORRZE X2 KB LIS R Z BT 5.

- IR A - HHAE AR - 4485
- PHE AT - JeRVEANE ;ﬁﬁ% - RN g
- MR PERNE P e - AIDS B HAE - BEALARIEIC & B HAF IR E

6) A7 ar: 25704 KBEOUR
R CEAG T e WA R TH 0, BRI MO G & L, IHEREZ &0, B, R,
W, BIEE R CONEIRZE THRMB T L W EX D A, TE LR HIEMMZRNT 2L 58N, %%
HATHEA ML T VIERRICHEGRETH 5.
AT FiEHREIT) L&, LTFZ2ORIBEEMHRET LI ENLETH L. AT uA FiHEOKMD S EETER
BEHRGETE VYA, BIREEEELS © SEICB W HEH 21T ) LEFH 5. T2, —HOBEEEEMERETD
2784 FEREIZIVUET LI ENHILOTEEZET 5.
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eG4 =R L 1R E [RFEMEEEIERRE X

LEEBMENRELZO EHRDELLeE 3 HREE (band-like stricture)

(dilation after confluent stricture ) 4 3% IKFT R (beaded appearance )
2 TEREDEE 5.8 FIKFT R (pruned—tree appearance )
(stricture of lower common bile duct) 6.BA=EFRZEH (diverticulum-like outpouching )

1 MERIZ & 5 TgG4 BERALIEINE J¢ & B PEREAL TN 28 o JLi

Type 1 Type 2 Type 3 Type 4
a b "4
P4 el
g - - —
v
FLEAEE BE [RFEEMELEIEE ¢ fEEE
e FEE 352
2R
FHEMKEE  IDUS*(EE) PR EUS(REE. )
EUS-FNA** (JEfR ) EHILENRERE IDUS(REE)
GEN-RE Y (REMBEBEHDORR) GEN=ga

2 IgG4 BEEM L PEIRE S DS 0 555
*IDUS : Intraductal ultrasonography
**EUS-FNA : Endoscopic ultrasound-guided fine needle aspiration
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Clinical diagnostic criteria of IgG4-related sclerosing cholangitis 2012

The Research Committee of IgG4-related Diseases provided by the Ministry of Health, Labor,
and Welfare of Japan (chaired by Kazuichi Okazaki)
The Research Committee of Intractable Diseases of Liver and Biliary Tract provided
by the Ministry of Health, Labor, and Welfare of Japan (chaired by Hirohito Tsubouchi)
The Japan Biliary Association (chaired by Kazuo Inui)

IgG4-related sclerosing cholangitis (IgG4-SC) is a characteristic sclerosing cholangitis showing the increased level
of the serum Ig(G4, the dense infiltration of lymphocytes and IgG4-positive plasma cells with extensive fibrosis in the
bile duct wall, and a good response to steroid therapy. IgG4-SC shows various cholangiographic features similar to
those of primary sclerosing cholangitis (PSC), pancreatic cancer, and cholangiocarcinoma. Therefore, it is not easy to
discriminate IgG4-SC from those progressive or malignant diseases on the basis of cholangiographic findings alone.
The Research Committee of IgG4-related Diseases and the Research Committee of Intractable Diseases of Liver and
Biliary Tract provided by the Ministry of Health, Labor, and Welfare of Japan, and the Japan Biliary Association or-
ganized a working group consisting of researchers specializing in 1gG4-SC. This working group proposed the new
clinical diagnostic criteria of 1gG4-SC 2012 in order to avoid the misdiagnosis of PSC and malignant diseases as far
as possible, after several meetings and the open forum on 17 September 2011 to discuss the tentative proposal.

Clinical Diagnostic Criteria of 1gG4-SC
1. Biliary tract imaging studies showing diffuse or segmental narrowing of the intra and/or extra-hepatic bile duct
associated with the thickening of bile duct wall.
2. Hematological examination shows elevated serum IgG4 concentrations (=135mg/dl).
3. Coexistence of autoimmune pancreatitis, [gG4-related dacryoadenitis/sialoadenitis or IgG4-related retroperito-
neal fibrosis.
4. Histopathologic examination shows:
(DMarked lymphocytic and plasmacyte infiltration and fibrosis.
(@Infiltration of IgG4-positive plasma cells: >10 IgG4-positive plasma cells/HPF
(®Storiform fibrosis
®Obliterative phlebitis
Option: Effectiveness of steroid therapy
A specialized facility may include in its diagnosis the effectiveness of steroid therapy, once pancreatic or bile duct
cancers have been ruled out.
Definite: 1 +3,1+2+40®), 402G, 4D@®
Probable: 1+ 2 + Option
Possible: 1 +2
It is necessary to exclude malignant diseases such as pancreatic or biliary cancers.
JJBA 2012; 26: 59—63

Members of working group for the clinical diagnostic criteria of IgG4-SC:
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Kazushige Uchida (Kansai Medical University), Kenji Hirano (Tokyo University), Hitoshi Yoshida (Showa University),
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