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HHE 2012 DER AT o072 2019451 H25H, 7H
27 H, 12H 20 H, 202041 H 25 HIZ&# % B L
72 FT—F N —THIIBVWTETFA—LT
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1) TgG4 B AL PR A S iR PR 75 W7 25 3 2020 13 1gG4
R LIRS R BR RN AR 2012, B X OH S
PEVEIRE S MR IR 25 T 2 e 2018 0 JEARME 2 % SR L 7.

2) LEFRAATIEREDOREFIZBNWT, AFaAf K
B XD, PSSR X AT B X O R % b
FAHZENTETFRIZRFTHLZEDBHLNI RS
721, & 2T 1gGA BIEA b IRAS SRR R ST Sk 14 2012
T3 IgG4 BRI IEIRE se 0 BRI #213 “ABT &
RS Twizdy, SEWEORKELZ D LICREF#%
ORI ICEE L7

3) H O I 98 TR ARG & IR E - O lER D
2OPHEZ W LORBNTH 5. [FAERIC IgG4 BY L
ALVEIRAE 2802 B3\ T b IR WA (R & IR RE O T
JEDIRIED 2 HHA SRS 5 2 EHEETH L.
JHAEBE O R 0 RN & A, CT, MRI™,
R YNGR, AR TR CREl T R T H
5. JHAEBE W B2 20 RIS S8 O T RIS BB TS
HY, MEERIRINTVDEZETHAH. WG
THINSOHWMEN LM CTh 5. N
FRESRINEZREOSRIE L Tw 2 L) SRR 7
FEIE CT, MRI & 0 & MBS NEEE, EHENEB Sk
MR & ) BENCIR T & 2. F R R1E MRCP X
Db ERC Ol XD sHMll 2 MGt 25 ik T %.

4) TgGA BIERFALIEIRGE R ONERIL 4 S OB 55
FENB2Y, I K> TEWFMAE L 5. Type 3,
4 DOHBEBIC BTSN 2 B4 2 720 I1CERC T
WIS AERZ AT 5 2 E 0B TH S, #IZ Type
3, 4 DFWFIZIZ ERC "L ETH 5.

WIED 3T AT —® MRCP %12 X 2 WRZW o
HIZ XY, ERCIZITHCT 2 Wi{EAE 5N b L9 1%k o
T&7z. Type l, 2DHEBFIZHB VT ERC % i &
FUICMRCP DA TR 2S5 5. B OENE
o JE B IR 25 07 JL 3 201812 BV T H MRCP DA TH
Wil e R adsiti s hCcn b,

5) NHAEEMC X 2 BB OB W O KIEIZ 55-72%
ALY F R AR T S RIS TgG4 Getn
& AT L7356 1gG4 BIMRRALENRES L L B S %
JEHE D 1852% ARV TR BT B
7T IR R I IR 2 DR 55 2 L2 K D B
WES AT 2L 3N%.
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JIBAE A e M35 C IEVERIIR 2SRt ©d - T b BB
WREEZZERIIBITE R WD, MAZR) BRI LE
WdHAH. FERRITEE AR, HZ O TEEE L
TV EIIHRESLETH 5.

6) IERIZ 4 DORNIFF SN TELD, HER
BEZE B D M ST 5. HRICHFAMIRE TR
EBDODDLLGETEORIZH I N W LAE
EhoTE ZOX) IERNIIRENRE & OEHATE
Fipled, AL Type 4 I2EDLT LI o7,

7) 1gG4 B REALPERRAS 91213 H QLo e MR % %
8792% & @I APET 290, HORENR K E A B
L 7= WAL AR 9813 TgG4 B i L PR RRAE 2 o v ek
AEV. FITABWEEICBVLTE, FFHCRE
HEROGHOFEAZEL T OBMTFIEE D T
WS ZEIZEE L.

1gG4 BHHE s | FE RS FR PR 5 Wi 25 3E (International
Clinical Diagnostic Criteria, ICDC) < H TS
REER B W3 20182 CRWHB ICHE TR TV 5 72
0, ABWEEIIBVTY 1 BHCHREENE, 1964
B - MEUIRSE (Mikulicz #5), TgG4 BY % IR
FHERE & & IS Z DMl 1gG4 B#g B —D & L7z,

72720, RBWikiElcB W IR E* RS 572
DI, 1B CSREERE DAL O 1gGa BIETRIR - WEE
Brge (Mikulicz %), TgG4 B HEBEMMERE, TaG4 B
TR 2 AT A2, T 1gG4 VA < B
FICEF T E T WA LIRS RIZEZ EE D & L
7z.

Q) “EHAMMAHD LW EWIIHHEZIVOV) &
LCaEamL 7.

9) IgG4 MERILIEIRES JIC 2 7 1 4 FHREEITAR)
THb. A7aA FFHEOHERMEICHE L Tid IgG4 B
FERE AR IR S i BR 25 I 2L e 2012 TLEBWIE A Tk
BFT v avkiroTnizds, Kk Cldishr
HHO—D & L7,

10) 1 B HCRERREEZ G L 2VEEE, 2
OUERIE% BT 572012, MIHD IgG4 EA T EO B
G F 7213 TgGA OB AN OB % 720 536 O
AERES, WL L.
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[ ]
1gG4 BIMEALMERAS 2% & 1, AP [gGA B L5 2, JRFREOMMEL & 1gG4 Bp I EMIIE O L WiRilh &3 % 5
L 2 A OTLTINE £ Ch 5. FeAeibii Tl m, ?T’F’Tﬁ@’é%ﬂ[’ir% 20, HERICBWTHEEZRD LW
AL D FRRO B A LN S Z AL\, 1 BIHCHRESERERZ BRICEH L, TgG4 BERER - MER %, eG4 4
TR NG, oG4 BB RS 2 & &2 G5 2956 b B 2 45, $3’$T§ér3‘6i%’a\% H5. BRIEEE LTEE
Fﬁw‘?@%‘ﬁblﬂ’% L., BISEMMIEZRBIET LI EDL V. AT0 4 NHEHIIC RO U CR RS, WS e S ok
HrxRD, RUFPREIRIFTH 5.
ZI-WE@ SN B W TIINER RN & EOEEERE, B X OEBEELERERE OB B CEETHL. Tz,
SRR 25 & 227 R LEIRE R E BRI 5 2 LB H 5.
[ 2k
A. ZWEHA
1. AN/ I MBS AR 225
a. ERC
b. MRCP
1L RS RENE (%
a. EUS/IDUS
b. CT/MRI/US
RN IR =2 {5) g N
& 1gG4 i (= 135mg/dl)
IV. JHEERT L
a. i), i), v) 7D 5.
b. v) ’5:‘”67)5
c. 1) i), v) O&TLii), iv) OP%R L —o%AD 5.
& V)U VSR, WEAIBOBEE L, sl i
i) Erﬂfl HEPL 720 10 8288 2 5 1G4 Btk T B8
iii) fEZERMHEIL (storiform fibrosis)
iv) PZEMERIRZ (obliterative phlebitis)
v) TSR % FRD 2w,
V. BREARE
a. 1 BH BRI
b. IgG4 BELIRMR - WEEIR S (Mikulicz 9%), 1gG4 RO NE NI, ToG4 B d Bl
VI A7 04 FHEEOHE

HMHERICB VT, R IR %Kfﬁﬂf& 2, AFuaA Figk 6(‘#?01%%&3)?@@ Ebo b TE L. EBE
*0)%51]73 L WA HE’EE%?’PHE(JHHIH@ SIELET, WHEEN R EREE OBRZH R, XA7a4 FEE5I2E5
RHRIBRNBIIIE T HRETHD. LD ->TVIIZIVD 28FELTWAD
Z5a4 Fik Jﬁﬁﬁﬁufﬁ 2 B LLMIZ ERC % 721 MRCP 12T 1 [BIEFAi % 47\, xﬁ%‘%# LS NI, RSN R A
&bfﬁfﬁﬁ%%ﬁﬁ?@‘
B. 7
Lﬁ "ﬁﬁ % IgGA B LIS R E T 5.
I
OVadh
45538 Types 1, 2 Ta/b+1Ta/b+111/VI
%1% %8 Types 3, 4 Ta+Ila+IVb+III/VI
@Vaznl
B 1% 538 Types 1, 2, 3, 4 la+1la+1II+IVa/VI
@ BLALRE A RS
Ve %589 5%
11. #efES
®Vadh
IR 55338 Types 1, 2 Ia/b+1la/b
IR {5538 Types 3, 4 Ia+Ila+IVb
Ta/b+1Ib+ VI
@Vail
4% 5% Types 1, 2, 3, 4 Ia+Ila+1Va
Ta+Ila+III+IVb
Ib+1Ila+1III+ VI
. %3
DOVadh
45155738 Types 3, 4 Ia/b+1la
Ib +1Ib +1III
@VaZkl
B4 1% 5538 Types 1, 2, 3, 4 Ta+1Ila+II1/Vb/VI
Ib+1IIb+III+ VI
+ 500, /iR

* AR Type 1, 2, 3, 41 3EHD e 2o L.
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Type 3

X
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I REERRER

a. ERC

[gG4 B AL TENRAE 2 TP - IFAHIBE IS E A
PEd 2\ IZBRIRPEIC IR A 2 38D 5. AIEDIHE R
72213, [NHEREC BT 2 &) 82k, TREMIRRE
DIFH & HEALIC X % B DT BRAERA A IR R v
LA TH BT, S BITIRZENBEE O Lo AL
i (dilatation after confluent stricture) %% < i&ff-
TWwb., $72, RECEBEEICAENT S 1A CHE
PR % A8 5 JE B CLRE A IEE (BRNIEE) okzEss
FEALICEDENS 2 L O REDIRFE GO TH
5. VLo HERkZE O Fr 7 A ERC CTlEBIBIC i S
Nns. —J%, PSCIZHEINZ K S 1-2mm DR WafIk
372 (band-like stricture), k%2 & LIRZCHAITHED
B EERIRFTHR (beaded appearance), B2 L7z &9
WA B %080 LT\ B85 2Rk R (pruned-
tree appearance), # % k22 (diverticulum-like
outpouching) ##H 5 Z LZEFNTH D™,

BRI IHA 2 1 & 2 R D ERC & [IERIC
JHERAEOFHICHH TH 5.

b. MRCP

JFA - BV B33 2 FEEE DT PR ARH © & 72

35 % 4% (2021)

Type 2
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-

Type 4

IgG4 BIEREL ARG e DG ik 19) L h5DH

wO(RIER) PHEBEMEWIREGEZET 5. fFIC 1R
HO B R % A PE3 288121E, IR ORI
Mz <, WEGROFE S TRETH Y, ERC FTH 2 Hlise
FTHIENURETHS. L1, BREETIEIBERAE

OMERICEH L TIZ ERCITH 2B H T2 O Tld %\,
MRCP (3 AR 4112 X ) iR @ quality 2% %
R0, NHERZFEICET 21282 ) 2 BifR % k%
THIEDVLETHA.

c. HERIT R E A ST
Hahs (KDY

Type Lid FEIBEFOAIA2% & 72 L, BBt
B X DR O F 22 FERIRE Y & R 2 By
5. EHepyEE A (Intraductal ultrasonography,
IDUS), EUS-ENA, #iluis, MHEEMZ &I XD Hil
T EAT) LEN D S,

Type 21 FEIHE DA 59, RS 220 %
%L, PSC Lo A% $ 5. Type 2138 512 1k
JRE O HAERZ 9 2a &, FFNERIBE DRV &

SEMILIZE I X D IR A b 2 2b ICHAH S LS.

Type 313 FHEBIHAEE & FFPTEIBA ICBkz2 2 & 72 L

2B & HEBRI

Type 4 TIZFMENE O BIIRIEDED L, Wi
b RN & oF & T 5. BEWRNEERA (Endo-

scopic ultrasonography, EUS), IDUS, #iifuiz, [H4E

MR S X D ENEAT .
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Wb B NI % Bk < IFAMIBAS O3k 22 13 IREHE &
OEHNAEETH Y Type 4 I[CHEL TBWIT 5.

II. REEEEER

S TR PR, bR MR 2 7 A BE AR (e A i
WThs". F7z, MERELEGIZMEGRICBT S0
ERAE D RIZT TIE R L, EIRAETRICBNTD
IRFEPHIC TR B 2 L\,

EUS : PIBETE 234 2 BERUIE % 5004 20 & T M
R4 F CILHRICRRD 217,

IDUS : 48P TR o BEIE 2 2 L, AR & 4F
LT, WNEBIEH — Rz a— %205 2 LAt
. Tz, HEIBRAHBAI BT H HERAER &
B2 BED L % 86 %17

CT/MRI : &R, [HGPIRO I REILE & U CH
s, JREE RS IR - TR R R REALE
A SN LY BERLEES Tl PIERNE S SR -
% 2 EH% L, MRI @ T2 i {§% MRCP Tidakift
L 72 I EASIR B S5 & L ChERRIISR % 2 L 5%
W F 7 AMIC D FEBRIR AR & oo B 0 IR
W72 D EBNC & > T IR 2 £ FE AR A RE IR =
VBALNDLZEND 5.

US: iz 23 20Kz a—oRERE L LCHil
Ehn",

IIL. MiEZHFRR

1gG4 BLEMALTEIRAE o B B W T EHE S
1% 1gG O % 8 5. 1gG4 IAE & 13 135mg/d]
Y EBN—D2o0Rki#ETH 5. & 1gG4 MLAE % 720D 7\
IgG4 B LIRS OB ITEE L WS 5. LG
IgG4 BARKEBIZE > TENZIME~Y— A —TH 208
T LIV =g, RIEE, FAEMUREA ST BAT
HZENDHY, wlgGhe MAEIZ Y L b AHHBIC R
Cld 7, F 72004, PSC, BT 5 1gG4 IE
RS T END LT DREEIULETH 5.

IV. IREMR

IgG4 BLETALIEARE OB B VT, s, I
WZHEHE & DN D 72 0 W A M 2 13 BT
»B. Ll IgGa LN O IRE AR X
LHEEZWIE LIE LIEHEECH 2. 1G4 B dAE L EE
BHROFIEIE, HE ORI DRI TOEA
PED ) o8Bk & TR RAMIRAER, AERERMAEL, PR
RSB & OUFERERIZM A2 5 & 37278, B Lo
WMHEFTRIE LIELIZEH THE720TH 57,

PUT O B0 2 AT % 520 % .

D) EED) v 88k, WML &b 2o
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5. LIZUIRIFRRERZE % 89 2%, iFhEkidEiz s h
Th 5. JHE FEAHINR SR SRR LA S h
Z\, TgGA BELAEALPENBAE 98 D528 0 T2 I3 HAE BE N
Zhy, HEEMTHERIERNEINSZ LIFFENT
o, LEEEZMNES SELRDYAITE, PSC L
OMEREN % T3 5. 1G4 B LIEIRE 2 DY) Bk
MEHCBWTIE, B LA ERZHERP S AD
B2 BD 5D, hIEATF Y MEEICHES RN
BALEEZEZBENT NS,

2) BRIL 1 BB 10 % #8 2 % 1G4 Btk
MR %R 52, 72721, IREHER PSC DIERI O
FIZHZohy bETEZEZL2D00HY, WHPS
Wi H 1), 2) OO AT IgG4 BIFERLIERRE 50
FEEZWIIE 7 & 2o\, 1gGa BHERE LIRSS 2512 B 1)
% IgG4 FpthEfiie L, AN AMIZEBL, ¥
Bbr R Cldis, smdn 1 4720 50z 5.
IgG4/1gG BatEMINa L s i (>40%) TH BT & b IF
MTH5.

3) fEZEIRAAMEAL (storiform fibrosis) (&, ANHIHIZ
IR A B9 2 AL T, PEBICISEMIR (V) > 738k,
TEEMIRL) BEEES 2 L%,

4) BHZEMIRIE (obliterative phlebitis) &, %IE
FINRIE T & MAHEA L 5 72 2 IHEATHIRNICER L, &
NERAED D VIIHET L LDOTH L. [LERMEHEL
R PHIEE IR S X VA B CIE R ICRRO 55 B
DD, EHHBTHEBTLZILIITNTH 5.

5) IRENE % b3 % 720, IR R IR s
fa, RIAFEMIEEREIT) ZEPEETH S,
WD RN BT B KA 7200, Bk (i
Pifae L) SHESNTOEEOREMAEET S
bOTIELV. EIRSH LM - ERBEsRs 5
WAL, MAEERMVELAY, FIREDLEET 5.

6) 0 PRALAR 7 DRE RS | LB LISV AR R IS B v
THROND. AW CWRBHR W2 IC R b 2 k
FENTH 5.

7) T 3N FLEE AR M 1 E OO S o A
& g % 28 1gG4 B REALPEIRAS 4 DO MBI 22 Wr 12 A7
MaYEbH 5™,

V. BEEIRE

JHEES D 1gG4 B & L C 1 B H otk st
TgG4 BN - ME AR 25 (Mikulicz %), 1gG4 BH#E %
REREAHERE, 1oGA BRI £ 5.

EEIC IR OB GO 5720, 18IH
CIEVERE 2213 1gG4 B A LPEIREE K OB KZE
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B 7 1gG4 BB TH 5. M%< @ 1gG4 Bk
BEAIT 229, avbryH20HB5RATVD
IgG4 BEHENR - MR JE, 1G4 BE 2 IR IR HEAE,
IgG4 B MR 2 A Wi LM (2 B 1) 2 A AR & &
T4, IS OREIT 1gGe FIHATAL IR 2% & Rl RE
DR ST, BRIFEIZORDOLNE I LD 5.

) 1B

BEDORERCHERIRE B L, EWE ORBEHG % §F
L35, HORIEMERE SRS I LHE 2018 % v C
R

2) IgG4 BIHELIRAR - WEIR 5

GO B RIS - MR 28 LB IR RE R T 12
IR 5 % Wz £ 5 I8 S TR LB R IR TR RO 72
W, BOTHBREOZ L. HTFRERDZ W
YTV VEBREE R, ST, ATu
4 FEFICRIFCRIST 5. - R oERO%
QAL TSD O, MR RIENR (5 TR, 50 R,
TR, ANEGRIRO—HTH D 2 EhS . FRE -
WER IR 9 D Fh &13 P SS-A Bk, $t SS-B HLiREEETH
D, ¥z =27V L R 5. dss ki (IgG4
BA 3 Mikulicz B O Wi ke, HAR Y = — 7 L VIEfERE
Wrges, 2008 4F) 12X ) BWiT& %25, IgG4 bhiE
PRI O W 22 A% S U, TURBRERIC X
V)‘“l}ﬂf’(%é t%)zhé

RIS, ANERICBWTREMEOWEE, &
EE@‘) ‘//\”I«ﬁ, TR, ) iR % & 72

L, /NERICIIBHEILDA SN L. INEORESE
SN, BEOY Y8ER  TREMLORE & RS D
% B AEEHARRENER S NS 2 L b H L. WHEMRD
% W TgGA B TH 5. FRREIRFHEIL R I ZEMEFRIR
KEBDDLIENDH DD, HOREERERIZILIKT 2
& Z OBHEEIZR .

3) 1gGA4 B f IE IR AE R

BIENE & s & 9 2 BHEVERS G RR O OV F A VEIERH &
KAV X, BEHE CT/MRI g CTHRIEE R BRI ERA
BRI R R A LN, JREMEE &2
LAKEIED WD 2 L b H 5. T2, EEKEIIR
DRI %, SHEEIE A RBYIRIE & I 2 %
BaRTIEDNDH DY, MOFNIC X 5 KRENREE O
FEANIHNEETH 5.

RS, BEOY VSR, IWEMRL oS &
ML E D 7 ZIERPIRE DT S N 5. HENICIE
%D 1gGA B E TR MR 25580 H 1 % AERE DM
bR PHEEVEHIR 25 b mMHIEICRRD BN 5.

35 % 4% (2021)

4) TgG4 B B g

JEHRIER CT 2 T4 % &, BEHEOERARE
B35 IgG4 BHEE RO ERDL D 5.
TgG4 BY M > % < 3 bRAHAE -1 S 98 o0 3 LT
RERL, RTROREIIRET, ﬁ%ﬁﬁiﬂﬂf"i’%‘%
WZFR8 B0, SRIROIR A % &P 5 & &R % 52
S ERERBITERE D L BT TH 5725, mfﬁm‘
THNZHERET 2 E23H 5. MR RISAFEIY Tk
CT THEHROL I AR, (REOLHICBIT
B/NS I EE, MR 72 34 ) B R IR (ifi
TAKT), WIEREZ PED 7 W RO NUERE % 720
720, HACT COFAUBFHARLZRADS.

VI. X704 RigEOHR

AT A FIBHEOR) R B IR R M T i T &
fliTidze <, MG, CT, MRI % & oM

ﬁﬂﬂﬁ’&@_’\gf&wé 2 R LA RRA T 55 0 55

WIXHEOWBENE D ZE L CHRBEVLETH D, A

TD/f FIHHRIZE D BIWICHET 5 2 &LV, I
WCREDPERAFTHZ Db, TOLEILITELMRY
WHMR RIS 282 TXETHY, ATl
W& RS B WNERIE I ELRETH L. L
L, Y U ETH AT FIRGICLDSEET S
R D 5. T2, HEFICBVWTb AT A M
Ak, B, RENGE L TR EMN?D 5.

&

IgG4 BERLPE IS RO B MR CHEES 2T —
FOTTN=TITEY, —REDB L OTHALGEEM L
L 7% R & 5 502 TgG4 B MR IR AS SE BRIR 35 I
ik 2020 2 VER L7z, 55 Bl OERR, B&AFERD
FERE, JERENRTZEIC & D RS RE DS IRE S s,

ARG W AR HARNRE =2, A7 )4 1gG4 BER B0
ZWOIEENE NSRS O & HIRTHFSERE, JEA 57 1)
AR TEIF - IR ERRB S 2 T ATHE SR IE O 1)) ) T
S

K Fi 3 1 journal of hepato-biliary-pancreatic-science
(Clinical diagnostic criteria for IgG4-related sclerosing
cholangitis 2020 (Revision of the clinical diagnostic criteria
for IgG4-related sclerosing cholangitis 2012) ] Hepatobili-
ary Pancreat Sci. 2021; 28: 235—242.) ® second publication
Thhb.
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Clinical diagnostic criteria for IgG4-related sclerosing cholangitis 2020
(Revision of the clinical diagnostic criteria for
IgG4-related sclerosing cholangitis 2012)

Takahiro Nakazawa”, Terumi Kamisawa?, Kazuichi Okazaki®, Shigeyuki Kawa”, Susumu Tazuma?,
Takayoshi Nishino®, Dai Inoue”, Itaru Naitoh", Takayuki Watanabe®, Kenji Notohara”, Kensuke Kubota'”,
Hirotaka Ohara'’, Atsushi Tanaka'”, Hajime Takikawa'”, Atsushi Masamune', Michiaki Unno"

Several years have passed since the clinical diagnostic criteria for IgG4-related sclerosing cholangitis 2012
were published. New findings and knowledge have accumulated since then. The Research Committees for
IgG4-related Diseases and for Intractable Diseases of the Liver and Biliary Tract, in association with the
Ministry of Health, Labor, and Welfare of Japan and the Japan Biliary Association, have established a work-
ing group consisting of researchers specializing in IgG4-SC and have drawn up new clinical diagnostic crite-
ria for 1gG4-SC 2020. The diagnosis of 1gG4-SC is based on a combination of the following six criteria: (a)
narrowing of the intra- or extrahepatic bile duct; (b) thickening of the bile duct wall; (c) serological findings;
(d) pathological findings; (e) other organ involvement; and (f) effectiveness of steroid therapy. These new
diagnostic criteria for 1gG4-SC are useful in practice for general physicians and other non-specialists.
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