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#1 TG4 B A COREMENTRDZIELE (R)

) IfiLIE TgG4 73 135mg/dL LA I

) HFAARRIZ 35T 164 B PR B IR 2 10 L) - (i)
) RS DTG & 1 O 1B YET &

) [RIREEZ2 0 USRI E O il # 1eGA B BB D & 0fF

e 2:(1) + (2) + (3) + (4)
2 - (1) + (2) + (3)
5t 2 (1) ~ (4) 5> bH21EH

(Nakanuma Y, et al. Histopathology of 1lgG4-related autoimmune hepatitis and
lgG4-related hepatopathy in IgG4-related disease. Semin Liver Dis. 36: 229-241,
2016. & 1)

72 1gG4 BEmE L MENRE 2% (1g64-SC) DEEFHE R

S| AR (R B | ER | | R | BRYE | 95%{E X
feRk g itk (%) (MERetk] (o) |BEBEHEEK] s | TR ER
KEE 101 | 101 |100.0| 51 | 50.5 | 191 |378.3| 10.5 |357.8|398.7
500 JKEAE 188 | 188 [100.0| 70 | 37.2 | 165 |443.1| 9.4 |424.8|461.5
400~499 K | 226 | 179 | 79.2 | 75 | 41.9 | 66 |198.9| 5.6 |188.0209.8
300~399 K | 359 | 144 | 40.1 | 68 |47.2 | 55 [290.0| 8.8 |273.1|307.6
200~299 K | 428 | 86 | 20.1 | 39 |45.3 | 11 |[120.7| 8.7 |103.7|137.7

0

0

7

54

100~199 JK 1169 | 117 | 10.0 55 47. 4 85.0 | 8.8 | 67.8 |102.3
99 IRLLF 2887 | 145 5.0 58 40. 4 199.1] 20.3 | 159.3|238.9
Sl 220 220 |100.0| 116 | b52. 549 |1031.7| 14.0 |1004. 3{1059. 1
X 5578 | 1180 | 21.2 | 532 | 45.1 | 1045 |2747.2| 32.6 |2683. 3|2811. 2
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# 3 1gG4 BAERLMEARE 78 (1gG4-SC) DEEFHHER

x4 iq‘% ;HE fi @HX IR e | HERE |PRYERR | 95%(E A X H]
stk | Miaetk| () |MeExtk| (h) |[BEK(EEK] & | TR kIR

KEE 101 | 101 [100.0| 51 | 50.5 | 191 |378.3| 10.5 |357.8|398.7
500 FREL | 188 | 188 [100.0| 70 | 37.2 | 165 |443.1| 9.4 |424.8|461.5
400~499 JK | 226 | 179 | 79.2 | 75 | 41.9 | 66 |198.9| 5.6 |188.0209.8
300~399 FK | 359 | 144 | 40.1 | 68 | 47.2 | 55 [290.0| 8.8 |273.1|307.6
200~299 JK | 428 | 86 | 20.1 | 39 |45.3 | 11 [120.7| 8.7 |103.7|137.7
100~199 JK | 1169 | 117 | 10.0 | 55 | 47.0 | 4 | 85.0 | 8.8 | 67.8 |102.3
99 IRELF 2887 | 145 | 5.0 | 58 [40.0 | 4 [199.1| 20.3 |159.3238.9
Rl PR 220 | 220 |[100.0| 116 | 52.7 | 549 [1031.7| 14.0 [1004.3|1059. 1
Gl 5578 | 1180 | 21.2 | 532 | 45.1 | 1045 |2747.2| 32.6 [2683.3|2811.2
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MRCP
AIP 16
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5.94 16.47+ 4.32
1gG4 AIP
MRCP
MRCP AIP
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coronal MRCP 20mm
Tl 2200msec
AIP
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C.
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1.

2.

Usefulness of cine-dynamic MRCP using
spatially selective IR pulse for autoimmune
pancreatitis 11  1gG4 2019 11
6
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19G4

29 G )
(AIP) EUS-FNA FACS
1gG4 (1gG4-RD) (AIP)
Flowcytometry(FACS)
FACS AlIP
EUS-FNA FACS
PBL (peripheral blood lymphocyte)
EUS-FNA TIL(Tissue infiltrating lymphocyte)
PBL TIL 1gG4
AlIP
1gG4 AIP
AIP T 1gG4
AlIP T
M2
EUS-FNA FACS AIP
19G4 (1gG4-RD) (AIP)
Flowcytometry (1) CD19+1gG+1gG4+ %(PBL:TIL,
(FACS) 5.5+ 0.9%:31.1%+ 24.4) gMFI (PBL:TIL,
6258.5+ 381.6:35862.8+ 43477.8),
FACS CD19+CD138+1gG4+ gMFI (PBL:TIL,
6207.5+ 1231.7:22695.8% 8694.6)
(EUS-FNA)  AIP TIL PBL
T (Treg;CD3'CD4'CD25"Foxp3*)
EUS-FNA  AIP (M1;CD68°CD86" ,M2;CD68"CD206™)
AIP Treg M1
EUS-FNA M2 TIL M1/M2
FACS ratio
1gG4 AIP
AIP AIP
PBL(peripheral AlIP
blood lymphocyte) EUS-FNA T 1gG4
TIL(Tissue infiltrating lymphocyte)
FACS AIP T M2
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contamination

19G4-RD

AIP

PBL TIL
TIL

AlIP

EUS-FNA
FACS
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29
1gG4
1gG4 19G4
2
1gG4 FDG-PET
A. : 1gG4 . GUIDELINE
19G4 19G4-RD Vo~F- RIETA RTA 0% E I Fbeh— ,
2011 9G4 p43-49. , , 2010.
1gG4 Ume
hara H et al: Mod Rheumatol 22: 21, 2011
21
1990
C.
/ 2008  1gG4 >
32: 478-483, 2009 ) §
> - 1gG 1gG4
4 9G4 19G4
64 15
19G4
FDG-PET
1gG4 33
9G4 40
57.6
100
9G4 FDG-PET
19G4 9G4
IgG4  FDG-PET
SuUV 3
85.9
B. 80.0
19G4
CRP 119G, 1gG4, IgE,
CH50 CT MRI FDG-PET
2020 1
19G4
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FDG-PET

1gG4

1gG4 FDG-PET
SUV 3

85.9
80.0

2020 1

Yamamoto M et al: Predicting therapeutic
response in 1gG4-related disease based on
cluster analysis. Immunological Medicine 41:
30-33, 2018.

Takano K et al: Clinical utility of 18
F-fluorodeoxyglucose/positron emission
tomography in diagnosis of immunoglobulin
G4-related sclerosing sialadenitis.
Laryngoscope. 28: 1120-1125, 2018.

28
2019 9
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29 -
1gG4
9G4 19gG4-RD GC
1gG4-RD 166 GC Shirakashi, Sci
Rep 2018 2017-2019 1 166 65%
35% 61.2 152 92% GC 2 GC
PSL 0.55mg/kg/day GC 81% 30%
GC GC
3
4 14%
14% 30% 48%
IgG4-RD GC
1gG4-RD 2
19gG4-RD GC
Shirakashi: Sci
Rep 2018 2017-2019
B.
12 1gG4-RD
166
1gG4
A.
1gG4 1gG4-related disease,
1gG4-RD glucocorticoid: GC
GC
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C. 60 36%

. 166 2
65% 35%
61.2 62.7 58.4
86 77
72 63 40 2. (%)
152 92% GC
07 = i = j\)_
PSL FLLE ek
M2
0.55 mg/kg/day _‘
24 2 1.2% ETEL L E—
TR —MLEEZ
0 10 20 30
2017
GC GC 23 14%
81% 30%
GC
GC
GC . 2019
0, 0,
0.55 mg/kg/day 14% 14%
1
30% 48%
166 2:1
11
1. 3. 1gG4-RD
AR (6) |usd 0.50 1§G4-RD & 4
WRAR (40) |t 0.13
HTER (9) |ust 0.22
TATHR (35) |ussd 0.23 Women
fii (8) |0.00 58
BE (48) |t 0.19 35% Men
BB (15) | 0.20 108
B (13) w015 65%
HAEAR (17) o 0.24
KEAR (5) |0.00
RISZER (2) 1 0.00 T —RESIFEE
JiRE (3) 4400
TER (2) | 0.50
Z D (4) 0.50
' Women Men
0.0 0.5 1.0 )8 o
47% 53%
2018
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1) HCOREMERERERZHELNE 2018 (A C MR RERRZ W FLHE 2011 KETHR)
H AR - JEA S @R A 70 e 4 Bh A R R R SR BRI T S 3
[TgG4 BEER RO R EZ: & QNIRRT & B H8 34738 BE

[REMER]

DOETE CHE TN T2 HOREERER L, Z OFIEIC H CRIEREF OB G-0358 b 5 % T, 19G4 BHER

DPRETH L. PEEOHIEICS , BOEACHER L L bic, LIZLIEMEESEEELZD 30, HogohEg
FER L L OENBILETH L, Fy /a7 ) VILE, & 196 IE, & 9G4 IfE, & 5\ idH kG % St
IS, LI L ISR LIRS 58, BE(LPEmE iR, RIGRRAEIE, BRAL 7 E ORIMNE 2 B 0F 5 2. B A1

CiE, FHWZRY vosERS 1964 I EML o=, TEERARAEL (storiform fibrosis) , PAZEMFIIRA 2 FF & 32
lymphoplasmacytic sclerosing pancreatitis (LPSP) %23 %. A7 804 FAEYT 252, EHTRIIAHTHH, HERL
CILEEAHOWmE D H 2.

—77, WOKTIZ 19G4 BEDRER LIS &, BRRRER S BEEHRAT RIS 2 & o @, M RE P RERTRICZ
L <, JRERAR A b Bk B E2 %28 (granulocytic epithelial lesion s GEL) % %5 & 4 % idiopathic duct-centric
pancreatitis (IDCP) 25HCEMER & L TG I T w3, BLEiinl, WRNEERICH Abh, RFICRAEE
EEEES. AT a4 PR, BRIEIETH S, ERWICIT 1964 BEDREZR (LPSP) % 1 B, GEL %*%ff
e+ 2L (IDCP) % 2 BIACHIEMMA L LCHEL, EEE=a v v 2EH% (International Consensus of
Diagnostic Criteria (ICDC) for autoimmune pancreatitis) 23 2IB X LT\ 5. L2 L7 b, 28I bAE T T F
NTHB70, ABWIECIR 1 MenRe L, 2 BWESHE LTEERT 2 icH o 7.

(B2l 5L HE]
A. ZWrEH
I R
a. OEAMIEK (diffuse)
b. FRJFVEMEA (segmental/focal)
I EREE ORI -
a. ERP
b. MRCP
. s R R
= 19G4 IfifiE (= 135mg/dl)
IV. JRERRT L
a UFoO~@DFiRD S5, 3 2ULEEED 2
b. UTOO~@DFHD I B, 2 2% %
c.®O%RD 3
OmEED Y v 5k, WEMORE L, #HEL
@uaiE 1 HEFL 720 10 @B 2 5 1gG4 Bk e M
GEIEIRFAE( (storiform fibrosis)
(@PAZEMERR % (obliterative phlebitis)
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(W &)
I R
“—k— VR EET IO T AN (diffuse) FERIIATEICREEOSWITRTH 5. Lo LIRFM (segmental/
focal) MlEA CIIIEE L ORI L 72 2. BEIEKDOERICEI L CldHaaga JEHE TIETEER <1 ME(ALL L, ARG C
213MEARLA B2 IR ) (35 X 2 BHH3em, fRRE#2em) % 5 sk A% v, Fhnic X 28D H Y, BE mER L
L, A7 A FICX Y EORE INPHNT 258ICEHER RS2 LdTE L. CEANE BREEDOERICH
EhbDlE v, BEERICE T 2ERP fDCambridge 774 (2/3<diffuse, 1/3<segmental <2/3, focal <1/3) I ¥#E
T2HLABE .
1) S EEE BRSO a —RICE T2 —AFy FOHHET 2 2 L B3% 0,
2) HEHICT - MRI: AIREZR R 0 A Sl EREIC X 2 X4 F 3 v 7RG R S 2, EFZEA T OBEUR SRR G
(speckled/dotted enhancement) , #ERERE (capsule-like rim) , RHAMH C 0¥ —2 DBIEVERE 8 < 2 — v 3 FE & D
ERNCHEHTH B, T2HmFHEGR CIIWENRES (capsule-like rim) 1ZEES & LCiithang, £7-, HWEPIC TR
HHE @S (duct-penetrating sign) 23A LN 5 Z LB %,
3) H OB IR T A R0 723560, RIRFICHEA RR T 20TH (RZ X 0 B ERE 0= 7204k
IRCIECEIAME CORE —2iRE, BIROSEFRER L) 2R0 7561, BEOREMELZE LIEEICZH 2D
52 RTINS,
4) FDG-PET : iFEIERZIC LIF LITEFEEE 2R 2728, 27 v 4 NiREIc X Y EflGoEt b 2il0 3.

I EREE OARREIHIG - ERE O AL, RREECIEIMG 2R 5 (FEGRTRIZZHIR 2 5@ KX o
o TRDBZLLDHD) .

ERPHTHL

iR & (IPATMROAER E Hx Y, HIREILCHEHICE X, BEENEE X VM » o e o T 2%
BT 2. GG A 2 E R 03 o1 UE (5em) Zdid 223, RIGHEOHETH, PMHE L v LRl

DEREEICIEE L WIEREZED 2\ 2 23 % v, FWRERMEG (5 X 23cm Kil) oB5E 3 & ol 28K
THh 5. THEE DI & DR DIRAE (side branch arising from narrowed portion of the main pancreatic

duct) IEEHEIE DR D TG MR (skip lesions) 1%, g & fERICHRTH 3.

MRCPF i

FREDR D 2REDILNCHHICO7Z VR TE R illRZ 2L, ChoRLDRFy 72052 bbb, K
ZEE o EFEREE 0 BEIRIZEED b i, P & 0 o BIREE O FEIEIL NEE 7 < & 3%\, MRCP (3 R{GpkE
LI X Y RO quality I E RS, BEEREFHNCEH T 2 1Tt 2 5 2 HRERRT 2 2 L BALETH B,

. AR AT R

D iy a7V v, 196G E7211gG4 o LR, ACHiEZED 5 2 L%\, @lgGs IMfE (135mg/dl DA E) 23
—ODRHETH 5. RKBWEMEICH LN EDIXIGGE DA TH 22, 1gG4 il T s DIgGs BEEE % & T th
R (7 b e — SR, KAGE, WEAY) RO ONE 720, AERBICHT L ORI TIIA V. 1gG4 (3%
Jm e OEElIC VT, B, FFREL D ICRIENLIE~Y—H—TH 528, FECHERO < b &iEZn 30
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2, AIP AT 2IENI D B Y, TFEILETH S, 5DL 5, HRLHEEHICE T 21964 EEOERITA
HCH 5.

2) HOPERTIZER YRR, Vo~ FRFGERBIEICRZ 2 RH Y, REBOFELERES 2 & AT
3.

IV. JRERAT A

RPEBILLPSP & MEIE N 2 R i 2 R L, DT IXZ2 oRE\EMAFTRTH 3.

1) EEDY vER PEMEOREE, MHECEED 5. FEEEREE LI LIRS 25, iR RS 2 e
L, ) VoNEREEOALNG b B D, RAEATRI/NGEN, /NEM, BRI, R LR TE L v
25, R b BEN~ 0 AEMIIRE 1358 & 380 75\,

2) FHL\wIgGs B EMIEES B TH Y, YIBREEIC X 25T Tldsh & ofEfl<, @ik (400 £5) 1 HEFY
72 V50fEH LA L oI EMIE 2580 5. L LAad s, v 7ro/hX AR O ZE 2 iEcT 5720, H
BRI ICHRYEL (REPY 72010 M2 2 2 RHERH WO T WD, RBWEHE D Z it - 7228, AIP LIS KAEMER
S CTh CORMER LT LI H Y, REBHIEEO@ DT R D R TAIP OEEZW & 1XTE 7w,

3) EFERARAMEL (storiform fibrosis) (%, RAEMAE (V v o8Bk, TREMAE) =i & MM o8 £ & 7 2 i[4S

T, fEREIR & RIL S N2 R 854300y 2 L, X & oMMt 2. Baliks X o8 FAGIh A I H
HLL T,

4) PAZEMWFMRZ (obliterative phlebitis) & 1, /NER, BEREIBAREIGEMRIC BT 2 V) v 8k, TREMIEOENE & #AEL
XY 7 2IREHENRNICER L, ChEAEd 2 I3 T 2MACTH 5.

5) EUS-FNAIZJEAX BET 2720 0BREERY =L TH 208, EMEZRO TN L0 T LIEERET S 21T

bR\, 1-2) TERAZZERITR 7 LI X 0 & Ol % BRI IC/T S 2 & B AFEC, & o IiiF AT R, SR
275 ¥ O R e A RNICHIl L CTEEICEH 21T,

ZWricHv o s e, YIBREKE, AR wIFhTh by, EUS-FNAMIEES X, EEES & ofiliciio
THHABKRETH 25, AIP OZWHICITHEH TR\, EUS-FNAKRKZ I3 E 23+ BREUE AL, AIP DREE 2
CEBZed 2, T, WERCRLIEIC %5 DI19G4 IGIEEMIE 280 5 2 L%, I IZLPSP FEILL o HH k%
FiREED D WD 2720, ERMEICcHCREWRER 22T 2B XIFEE2 TS 5. BRI, 5muvirh
BRI, R L 7 HEF i AR S ot R 2 8o 72354, AIPE L TIIIEIR <, [HELMBZHI ko 51 5.

(] 2 BIH %ML (IDCP) iIc2WnT

INBERIEE DED 2\ 1d BN~ DU BRI % Rl & 3 2 RINARBA D ER T, LPSP & [FIkk, ERERAICIHHRE & o
HRARIEIC 2 2. BB LR ORPIC Y v oNER - TR IR & BRHE(L 2 £ 5 RUZLPSP Il 5 7290, Do Tl
LPSP & [A] C#ilg DR L EEk T T\ 7z, BUR TIREIR-CERIRFT R Cld@BW Tt 2 37, ZW o 7 o1 3R E AR R
RBBHATH S, Lhd, VIRECHIMEE: &R 2 REARTIIMEZ T2 223, AMREHECOMZ IR R 2 & 23%
v, BRI R AIP ORI 2380 5 b o0, MIRENREETRZ R GEICE, 18, 2 BnFho [ CfE
MR O D ZE 2 b5, 2 BHCHREERER CIEIRER LRI RABE L HEE L T2 boxnb 0, HE
& DR EERINCHEE R Z L 23H 5.

V. [ESEZ (Other organ involvement : OOI)
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1) HOREEERERICEED & 2 FEIMEZE & 1318 A C R tER 2 ic &0 3 2 19G4 BIEWA % Bk 3 2.
2) BEUSLoREBNEER X, PACRRRER, BRI - MERR, HURMR, B, OBEAE, TPDR, ML, IEZE, BNE, Rz,
BHERRE, ) v N E iR S OWMERDH L. LA LAESD, U Vol TR LICZ L, b T RTCOlEER
JWZDHER AL SN T E DI Tlde\v, HMERBILIFE L v, BUT D457z E fuiuid B St %
& OERREEN:, b bIgGAEEERETH 5 2 L SHEHITE 5.

O BB ORE - W <HCRIEERR AT 2 2 L2350,

OIREERHARAT LT U v o BRIRIE & BRAE(L, PAZEVERRIRZ, 19G4 TR EMIIL DR R~ R % 29 5.

AT HA FIRBEIC XV WET 2. F 72 3FINZE L SR DIREIC X 2 BB L BRI L Cwv 2.

@& g OxIGEE & DRI H TS B,

FROSFRMAE B2 L T2 b0 LT, MLHEER, THEMRERAE - MERIRAE (Mikulicz 75) , IR
HERE, WPURBMRZS, BYRELR YRS . BURTIE, a vy H20E LT AELIEIRE %K, R - i
%, BIEIEHRHEE, BRAIC L E® 5, TNLIEINEE LA CREERER & Rt 272 6§, BIFECb R b
5ZLDH 5,

3)  WHALPENEE 2
OB CREMRER I AP 2 AL PERRAE 5 I IRE R LRI A 2 320, THARE DA IR £ 72 13 TR
JE e D, FFN - FFFTERIRE A2 (2R AL S % (primary sclerosing cholangitis : PSC) R & D #EHI %
B35, WEROA L LT, HERNEE (EUS) , BHENEEH (DUS) , Mg, Ml Lic X REn
ICHEEICHEN T 20505 5.
@) PSC EAJEICAHASLNBFLHEHERIZTAT oA FIck+ 2 K6 - TEIELRY, HOfKETHS. PSC TlE
Hrk % (band-like stricture, 1~2mm DRIV HPRIEEE) |, BERIRAT R (beaded appearance %7\ %8 L ik % 28 A
Wi IRIFTR) , BTERFTR (pruned tree appearance ; BJiE L 7z X 5 ICHFNAHE O A58 L T 3R
AT R (diverticulum-like outpouching) 2SI TH 5.
(3) 1gG4 BEEREAL ARG 281 T A D A O FEHI % &0 2 5, BERAD e LTI A 2 223 HMR o<
DM N5 L ZHTH L. HOEREMER Z2W 3 2 72 1A FH = IEEJRZS 2T B PTERIEA D 1%,
LA ERIRE DL P EEEIE CH 5.
@IFREESAM I, IEEERS K oGAIREL, 2ECEE0 ) v i3k, WEMIORE L s abn s,
JRENITIZ L DIgGE IHHEREMIE RS b s, HE LRIZIEFICRZNTW S 2 238, [EERBAEL
PHZEMERMIRR bR D o 5.

4) HFEFVRVDODMEKRL 7=+ IR GILEE AR D196 YetulZiBIZki e LCERTH» 3. LaLl, HLET

b BTN A DB KIC L 2 D TH Y, BINREOFRRICIZ AL 7\,

5) MELIERMR S - EERR 5
O A CRIEMERER AT 2 IRMRSS - WERIR A CILIRAR AR T IS A IR 3 B Rz A AR S8 AR <o 101 i A6
FEREFED v, ROTHBHEDZ L%, BTRERDOL Wy = — 7L VIEREE L R Y, HCORENMK
RICH LN LMERIRRITTA TR S <, AT a4 FIRBICRIFICRIGT 5. IR - MERARO JER 0 % < 138450
PETH Y, EEEIERIGE TR, SE TR, & PR, NERRO i TH 2 2 L%, FEIRE - HERIRE D13
& A EIEHISS-A Pifk, PISS-B PUKIEM:TH b, v x— 2L ViElRREE B7n 5. EEs2WiEHE (19G4 B
Mikulicz KD ZWIHAE, HARY = — 7L VIEREEFFTS, 2008 4F) I X W Z2WicE 228, 19G4 MR EHIEo
FHRRERO o, HERERICIVZHTESZ2LdH5.
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@IRHEIIC I, NENIC B W CREMIBOME, EED Y v o5Ek, REMRRE, Vv o iERERE &2 L,
INEERNICIIARHEE A3 A D 5. NEOREEDEE X N, &ED Y Vo ER - TEAMIE ORI & #RHEL X 0 75 24
BOEAECERENE b H 2. IWEMIEDS < 1321964 BMETH 5. {LERIRHMEL-CEHZEMEIRE 2580 2
TeHH L, HORERRICIHES 5 & 2 DB T,

6) RN NEHRHERE
OBIER Z .0 & 3 2 BHETERS Ao OV A MR & S5 IC X 0, JEERCT/MRI BiHR < REET R BIARE P o k505
CHER A A LND, IREHEL R LKBIES WO bbb, T2, EHMRKBIROILRRE % Ev, RAE
PERZERKBIIRAE & MR IEN 2R REZ R 2 L 23D 5 238, fhoJRIKIC X 2 KB/ & oAl NEEcH 5.
@IRBESARIC I, @D ) Vo Bk, TEEME ORI & AL X 0 7 2 IERRIGE TR T . RERNICIZ S
DIgG4a M EMNEA RO b 5. TEERMBHEIL PPAZEMERFIRE b @A Il b 5.

7) ENE
OB CREERER O R A OB CIEEERCT 21T 2 & BREEOEH AR L 23 5 1gGABHE K © &1
ERDODLI LD D,
@IgGABTHEE R © % < \LIRME B E B K OfRBEAT LA B U, PRATR O BE JRE ., (CHIAIILE 2 &I
055, REREHLEZGHT 2 LEAREZRD 5, @EBREIIERD L CREEETTH 22, @K THIC
ERET LN D,
DR RLIZFE CERCT T EE O L RIS A R, BB IR, PR % f b 73 v B BE o S
2, HMCTTUOE ANBHEAZED %,

VI. A7 a4 FIREOHE

B TR AT RE 2 ZE 2SN RCTH O, BEAAER S M FT R IR Gl Ot R & L 7z, 2 AN ICSEERA 5 D
BEICIIHEESLETH L. T IR VNHEMHMEZRINT 28 N2 3 X2 ThY, A7 4 FICX %5 h2HkN
BREEBICEDRETH . B v AECIIRT oA FRGIC X hekET 2 AREMES 5 5.

VII. FENA b rE
HRI 70 B S REMERER <1k, ALV WEREERE S L OHIRE 220 5 2 L% v, 274 P51 X ) FENS
TIMEHERREDWEZ D 2 2 L b M nne,
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Table 1. Japanese Clinical Diagnostic Criteria for Autoimmune Pancreatitis, 2018:
Revision of Japanese Clinical Diagnostic Criteria for Autoimmune Pancreatitis, 2011 (The
Japan Pancreas Society, the Research Program on Intractable Diseases from the Ministry

of Labor, Health and Welfare of Japan)

[ Disease concept]

Autoimmune pancreatitis (AlIP), widely reported in Japan, is suspected to involve an
autoimmune mechanism in its pathogenesis, which is the pancreatic lesions of 1gG4-
related diseases. This disease is commonly seen in middle-aged to older males. Since it is
often associated with pancreatic enlargement, mass formation and obstructive jaundice,
differentiation from pancreatic or bile-duct cancers becomes necessary. Laboratory data
frequently shows elevated levels of serum gammaglobulin, 1gG, 1gG4, or the presence of
positive autoantibodies, and the disease is often associated with extra-pancreatic lesions
such as sclerosing cholangitis, sclerosing sialadenitis, or retroperitoneal fibrosis.
Histopathological study features lymphoplasmacytic sclerosing pancreatitis (LPSP),
which is characterized by prominent infiltration of lymphocytes and 1gG4-positive
plasmacytes, storiform fibrosis, and obliterative phlebitis. Although treated effectively by
steroid therapy, its long-term prognosis is not clear; relapse occurs often, and some cases
are reported to be associated with pancreatic stones.

Meanwhile, besides 1gG4 related pancreatitis, the United States and Europe have
reported idiopathic duct-centric pancreatitis (IDCP) as an autoimmune pancreatitis; the
clinical symptoms and pancreatic image findings are similar, but abnormal immunological
findings are lacking compared to 1gG4-related pancreatitis, and it is characterized by
granulocytic epithelial lesions (GEL). It is seen in both genders with no significant
differences, also in relatively young patients, and sometimes associated with inflammatory
bowel disease. Steroid therapy is effective, and relapse is rare. Internationally, two
subtypes of autoimmune pancreatitis have been proposed in the International Consensus
of Diagnostic Criteria (ICDC) for Autoimmune Pancreatitis: type 1 related with 1gG4
(lymphoplasmacytic sclerosing pancreatitis: LPSP), and type 2 with neutrophil lesions
(idiopathic duct-centric pancreatitis: IDCP). Since type 2 is extremely rare in Japan, the
diagnostic criteria described here are intended to cover type 1, commonly seen in Japan,

with type 2 noted only as reference.
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[ Diagnostic Criteria]
A. Diagnostic items
I. Enlargement of the pancreas
a. Diffuse enlargement
b. Segmental/focal enlargement
I1. Image findings showing irregular narrowing of the main pancreatic duct
a. ERP (endoscopic retrograde pancreatography)
b. MRCP (magnetic resonance chorangiopancreatography)
I11. Serological findings
Elevated levels of serum 1gG4 (>135 mg/dl)
IV. Pathological findings: among i)~V) listed below,
a. three or more of i)~iv) are observed
b. two of i)~iv) are observed
c. V) is observed
i) Prominent infiltration of lymphocytes and plasma cells along with fibrosis
i) More than ten 1gG4-positive plasma cells per high-power microscopic
field
iii) Storiform fibrosis
iv) Obliterative phlebitis
v) No neoplastic cells detected by EUS-FNA (endoscopic ultrasound-guided
fine needle aspiration)
V. Other organ involvement (OOI): sclerosing cholangitis, sclerosing
dacryoadenitis/sialadenitis, retroperitoneal fibrosis or kidney lesion
a. Clinical lesions
Extra-pancreatic sclerosing cholangitis, sclerosing
dacryoadenitis/sialadenitis (Mikulicz disease), retroperitoneal fibrosis,
or kidney lesion can be diagnosed with clinical and image findings.
b. Pathological lesions
Pathological examination shows characteristic features of sclerosing
cholangitis, sclerosing dacryoadenitis/sialadenitis, retroperitoneal
fibrosis or kidney lesion.
VI. Effectiveness of steroid therapy
A specialized facility may include in its diagnosis the effectiveness of steroid
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therapy, once pancreatic or bile duct cancers have been ruled out. When it is
difficult to differentiate from malignant conditions, it is desirable to perform
cytological examination using EUS-FNA (1VVc). Facile therapeutic diagnosis
by steroids should be avoided unless the possibility of malignant tumor has
been ruled out by pathological diagnosis. Accordingly, VI includes IVc.
B. Diagnosis
I. Definite diagnosis
@ Diffuse type
la+ <II/IVb/V(ab)>
@ Segmental/focal type
Ib + la+two or more of <III/IVb/V(a/b)>
Ib + lla + <I/IVb/V(a/b)>+VI
b+ 1lb + <IN/ V(a/b)> + IVb + VI

(@ Definite diagnosis by histopathological study
lva
I1. Probable diagnosis
Segmental/focal type
Ib + lla + <II/IVb/V(a/b)>
Ib + 1lb + <Il/V(a/b)> + IVc
Ib + <I/IVb/V(a/b)> + VI
I11. Possible diagnosis”
Diffuse type
la + ll(a/b) + VI
Segmental type
Ib + 1l(a/b) + VI

Possible diagnosis*: A case may be possibly type 2, although it is extremely rare in Japan.

7+ refers to “and”, and “/” refers to “or”.

[ Explanations]
I. Enlarged pancreas

A diffusely enlarged pancreas with “sausage-like” appearance is highly specific to
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AIP. However, the problem is how to differentiate a segmentally/focally enlarged
pancreas from pancreas cancer. For the definition of enlarged pancreas, many facilities
use the criteria suggested by Haaga and consider the pancreas to be enlarged when
“the width of the pancreatic head is more than one full transverse diameter of the
vertebral body, and the width of the pancreatic tail is more than two-thirds of the
transverse diameter of the vertebral body (which are approximately 3cm and 2cm for
the pancreatic head and tail respectively).” Precise definition is difficult due to age-
related influences; it may be considered as an enlarged pancreas if steroid therapy
reduces the pancreas size.

1) Abdominal ultrasound: An enlarged pancreas often shows a hypo-echoic area

with scattered hyper-echoic spots in it.

2) Abdominal CT-MRI: It is recommended to perform dynamic contrast-
enhanced CT-:-MRI with bolus injection of contrast medium wherever

possible. Useful findings for differentiation from pancreatic cancer are
speckled/dotted enhancement and capsule-like rim at the parenchymal phase
as well as delayed homogeneous enhancement. Capsule-like rim is seen as a
band-like low intensity area on T2-weighed images. Duct-penetrating sign is
another characteristic finding of focal AIP and is rarely seen.

3) Even when characteristic findings for AIP can be found, careful diagnostic
procedures should be conducted to exclude the possibility of pancreatic cancer
if concurrent findings suggestive of cancer are present, such as upstream
dilation of the main pancreatic duct, heterogeneous delayed enhancement, or
severe stenosis of involved arteries.

4) FDG-PET: Abnormal intense uptake is often seen in active lesions; the uptake
is reduced after steroid treatment.

I1. Narrowing of the main pancreatic duct

Diffuse or segmental/focal irregular narrowing is seen in the main pancreatic duct (The
pancreatic image findings described above may be observed retrospectively from the
time of diagnosis).

ERP findings

Narrowing is referred to as being unlike the obstruction or stenosis, it extends to a

certain degree and the duct diameter is smaller than normal, with some irregularities.
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In a typical case, the narrowing extends over one third (5cm) of the entire pancreatic
duct; even when the lesion is segmental, no significant dilation is observed above the
narrowed area upstream of the main duct. If the narrowing is short (less than about
3cm), it is difficult to differentiate from pancreatic cancer. The presence of side
branches arising from narrowed portions of the main pancreatic duct or multiple skip
lesions in the main pancreatic duct are effective in differentiating from pancreatic
cancer.

MRCP findings

Narrowing or invisibleness of the main pancreatic duct is seen on MRCP and is
extended to a certain degree, sometimes appearing as a multiple skip lesion. No
significant dilation is observed above the narrowed area upstream of the main duct. It
is usually difficult to evaluate side branches arising from narrowed portions of the
main pancreatic duct. Although image quality of MRCP depends on the MR unit and
scan parameters, it is necessary to acquire sufficient good quality images for the

detailed evaluation of the pancreatic duct.

I11. Hematological examination

1) Patients with AIP often show elevated levels of serum gammaglobulin,
IgG, or IgG4 and autoantibodies; an elevated level of serum 1gG4
(135mg/dl or higher) is one criterion for the diagnosis. Although the
diagnostic criteria defined in this paper reference only IgG4, since
elevated levels of IgG4 are also observed in other diseases, including
IgG4-related diseases of other organs (e.g. atopic dermatitis, pemphigus,
asthma), it is not necessarily specific to AIP. Serum IgG4 is the best serum
marker for differentiating from pancreatic cancer in terms of both
sensitivity and specificity. However, caution is advised since elevated
levels are also observed in some pancreatic or bile-duct cancers, and there
are cases of pancreatic cancers associated with AIP. The significance of
elevated serum IgG4 in the pathogenesis and pathophysiology of AIP is
still not clear.

2) Autoantibodies such as antinuclear antibodies or rheumatoid factor
become positive in some cases, from which AIP presence may be

suspected.
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IV. Pathological findings of the pancreas

AIP shows a specific pathological image, called LPSP, whose typical features are as

follows:

1)

2)

3)

4)

5)

Prominent infiltration of lymphocytes and plasmacytes, and fibrosis are
observed. These are often accompanied by eosinophil infiltration, but without
neutrophils infiltration in most cases. Lymphoid follicle formation may also
be present. Inflammation is prominent in inter- and intra-lobular regions,
peripancreatic fatty tissues, and around the epithelial cells of the pancreatic
duct, however, infiltration of inflammatory cells into the epithelium of the
pancreatic duct is rare.

Prominent infiltration of 1gG4-positive plasmacytes is characteristic of this
disease; resected pancreatic specimens show 50 or more positive plasmacytes
per high-power microscope field (x400) in most cases. In order to make
diagnosis possible for small needle biopsy specimens, the criterion of more
than 10 per high-power microscope field has been adopted worldwide.
Although this diagnostic criteria has also adopted that guideline, since there
are inflammatory lesions or tumors other than AIP which also meet this
criteria, 1gG4-immunostaining alone is not sufficient for making a definite
diagnosis.

Storiform fibrosis is a lesion comprised of inflammatory cell infiltration
(lymphocytes, plasmacytes) and spindle-shaped cell hyperplasia, which
presents complex cell arrangements characterized by the expression
“storiform”, and associated with differing degrees of fibrosis. The storiform
fibrosis most often appears in the pancreatic rim and peripancreatic fat
tissues.

Obliterative phlebitis is a finding where lesions caused by the infiltration and
fibrosis of lymphocytes and plasmacytes in inter-lobular regions and
peripancreatic fat tissues extends into a vein to cause venous stenosis or
occlusion.

Although EUS-FNA is a useful tool to exclude cancer, the absence of
neoplastic cells alone is insufficient; it is also important to exclude cancer

using the image findings shown in I-2). Moreover, the diagnostic process
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should be done carefully, with comprehensive evaluation of serological

findings and other organ involvement.
Either a resected or biopsied pancreatic specimen may be used for the diagnosis. EUS-
FNA cytological examination is extremely effective in differentiating AIP from
malignant tumors, but is not effective in diagnosing AIP. EUS-FNA histological
examination can provide a definite diagnosis of AIP if sufficient sample volume is
obtained. Diagnosis of AIP using biopsied specimens requires caution, since
pancreatic cancer also shows a large number of 1gG4-positive plasmacytes in and
around the pancreas in some cases, and pathological findings similar to LPSP in some
isolated cases. Careful histological diagnosis is needed when atypical findings for AIP,
such as necrosis, granuloma, and abundant neutrophil infiltration, are concurrently

observed.

[Notes] Type 2 AIP (IDCP)
IDCP is a pancreatitis of unknown cause which is characterized by the infiltration of
neutrophils into the lumen or epithelium of the interlobular pancreatic ducts. As in the
case of LPSP, clinical differentiation from pancreatic cancer becomes an issue.
Because of its similarity to LPSP in being associated with the infiltration and fibrosis
of lymphocytes/plasmacytes around the pancreatic epithelium, IDCP was once thought
to be in the same category as LPSP. Currently, IDCP cannot be diagnosed by images
or clinical findings, and therefore requires histopathological examinations for the
diagnosis. In addition, while resected or necropsied specimens of pancreas are large
enough for a definite diagnosis, biopsied specimens are so small that a definite
diagnosis is difficult in many cases. If typical pancreatic images of AIP are shown
without abnormal hematological evidence, the disease could be either type 1 or type
2. Some of type 2 AIP present clinical symptoms or image findings similar to those of
pancreatic cancer, which makes it extremely difficult to differentiate type 2 AIP from

pancreatic cancer.

V. Other organ involvement: OOI
1) Other organ involvement (OOI) observed in AIP refers to the 1gG4 related
lesions associated with type 1.
2) Other organs reported to be affected include the central nervous system,
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lacrimal/salivary glands, thyroid glands, lungs, biliary duct, liver,
gastrointestinal tracts, gallbladder, kidneys, prostate glands, retroperitoneum,
and lymph nodes. In the lymph nodes and lacrimal glands, however, fibrosis
is scarce; not all of these organs have established concepts of their lesions. If
the following conditions are met, there may be a close relation with AIP,
although no clear basis is available.

1 Investigations/reports of many cases show association with AlP.

2 The histopathological findings feature lympoplasmacytic infiltration with
fibrosis (often storiform in morphology), obliterative phlebitis, and
numerous 1gG4-positive plasmacytes.

3 Steroid therapy is effective; or, the onset and offset of the effect
synchronizes between pancreatic lesions and the lesions in question.

4 There are clear points that differentiate from diseases of each organ.
Diseases that satisfy the above conditions include sclerosing cholangitis,
sclerosing dacryoadenitis/sialadenitis (Mikulicz disease), retroperitoneal fibrosis,
respiratory lesions, and kidney lesion (tubulo-interstitial nephritis). Currently
consensus IS limited to sclerosing cholangitis, sclerosing
dacryoadeniti/sialadenitis retroperitoneal fibrosis and kidney lesion. These lesions
could present simultaneously or in a metachronous manner with that of AIP.

3) Sclerosing cholangitis

1 The sclerosing cholangitis associated with AIP shows lesions over a wide
area of the bile duct system; the stenosis of the lower bile duct caused by
AIP must be differentiated from that caused by pancreatic cancer or
cancer of the lower bile duct, and the stenosis of the intrahepatic and hilar
bile ducts caused by AIP must be differentiated from that caused by
primary sclerosing cholangitis (PSC) or bile duct cancer. It is necessary
to make careful and comprehensive differentiation using not only the bile
duct images but also endoscopic ultrasoundscopy (EUS), intraductal
ultrasonography (IDUS), cytological and/or histological diagnosis, etc.

2 PSC is a different entity from the sclerosing cholangitis seen in AIP, because
their responses to steroid therapy and prognoses are different. Findings
characteristic to PSC are band-like strictures (e.g. short band-like strictures
of 1-2mm), a beaded appearance (e.g. alternating short strictures and
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dilatations), a pruned tree appearance (e.g. a reduced number of
intrahepatic duct branches ), and diverticulum-like outpouching.

3 It is controversial among specialists whether to include cases showing only
lower bile duct stenosis within 1gG4-related sclerosing cholangitis, or to
view them as part of the pancreatic lesions. The findings in bile duct lesions
effective in diagnosing AIP are stenosis of the intrahepatic and hilar bile
ducts and the sclerosing images or wall thickening of the upper and middle
bile ducts.

4 Most of the pathological studies show a thickened bile duct and prominent
transmural infiltration and fibrosis of lymphocytes and plasmacytes. Many
IgG4-positive plasmacytes are observed in the lesions. The epithelium of
the bile duct remains normal in most cases. Storiform fibrosis and
obstructive phlebitis are also observed.

5 The 1gG4 immunostaining of enlarged duodenal papillary biopsy specimens
may be useful as a supporting diagnosis, although this enlargement is
infrequent. An enlarged duodenal papillary is considered to be spread from
lesions of the pancreatic head, and therefore is not in the scope of extra-
pancreatic lesions (other organ involvement).

4) Sclerosing dacryoadenitis/sialadenitis

1 Sclerosing dacryoadenitis/sialadenitis associated with AIP shows no or
slight (if any) symptoms of dry eye or dry mouth caused by decreased
function of the lacrimal glands. Unlike Sjogren’'s Syndrome which is often
associated with swollen parotid glands, sialadenitis seen in AIP often
demonstrates swollen submandibular glands and responds very well to
steroid therapy. While most enlargement of the lacrimal and salivary glands
is symmetrical, enlargement of the salivary glands is part of the enlarged
submandibular, sublingual, or minor salivary glands.
Dacryoadenitis/sialadenitis in most cases test negative for anti SS-A
antibody and anti SS-B antibody, which is different from Sjogren's
Syndrome. The disease can be diagnosed based on the diagnostic criteria of
the organs (diagnostic criteria for 1gG4-related Mikulicz disease, Japan
Sjogren’'s Syndrome Study Group, 2008), however, if prominent infiltration
of 1gG4-positive plasmacytes are observed, it may be diagnosed by labial
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lip biopsy analysis.

2 Pathological findings show the disappearance of acinar cells in the lobule,
prominent infiltration of lymphocytes and plasmacytes, formation of
lymphoid follicles, and interlobular fibrosis. In some cases, the lobular
structure may be destroyed, and prominent infiltration and fibrosis of
lymphocytes and plasmacytes may form diffuse lesions. Many of the
plasmacytes are 1gG4 positive. Storiform fibrosis and obliterative phlebitis
may be observed, although the incidence rate is lower compared with that
of AIP.

5) Retroperitoneal fibrosis

1 Due to diffuse hyperplasmia and the inflammation of fibrous connective
tissues on and around the retroperitoneum, abdominal CT/MRI images
show soft tissue masses in the retroperitoneum, sometimes around the
abdominal aorta. This can cause ureteral obstruction, and subsequent
hydrophrosis occasionally provide a clue for diagnosis. In some cases, the
disease is associated with dilated lesions of the abdominal aorta and the
condition known as inflammatory abdominal aortic aneurysm may be
present; however, it is difficult to differentiate said aortic aneurysm from
those caused by other etiologies.

2 Pathological study shows mass lesions formed by prominent infiltration of
lymphocytes and plasmacytes with fibrosis. Many 1gG4-positive
plasmacytes are seen in the lesions. Storiform fibrosis and obliterative
phlebitis are also seen very frequently.

6) Kidney lesion

1 In the patients who are suspected AIP and undergo abdominal contrast-
enhanced CT, decreased enhancement of renal parenchyma, suggesting
IgG4-related kidney disease (IgG4-RKD), is occasionally seen.

2 1gG4-RKD usually displays histological tubulointerstitial nephritis along
with mild urinary findings and hypocomplementemia, but sometimes
shows proteinuria when glomerular involvement is present. Although
IgG4-RKD typically exhibits normal or only slightly reduced renal
function, it can also progress to an advanced stage of severe renal

deficiency.
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3 Characteristic image findings of contrast-enhanced CT include renal
parenchymal lesions seen as multiple decreased enhancement areas (small
peripheral cortical nodules, round or wedge-shaped lesions), solitary mass
(hypo-vasucular), or renal pelvic wall thickening without irregular lumen.

Non-contrast CT may also disclose diffuse renal enlargement.

VI. Effectiveness of steroid therapy

Targets are the lesions for which image evaluation is possible; clinical conditions or
hematological findings are not subject to effect evaluations. If no sufficient effect is
seen within 2 weeks, reexamination is necessary. Effort should be made to take
biopsies for pathological examination as much as possible, and facile diagnostic
treatment with steroids should be strictly avoided. The administration of steroids may
be effective in improving malignant lymphoma.

VII. Endocrine and exocrine pancreatic functions
Typical AIP shows impaired exocrine pancreatic functions and diabetes. There are
quite a few cases where steroid administration is effective in improving impaired

endocrine and exocrine pancreatic functions.
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(IgG4 BEEREL M IHE KSR 2 WAL 2012 SKETHR)
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IgG4 BEERE(LIEIRE 28 & 13, 1HhIgGe ED EA. ARt O RAEL & 1gG4 BIEEM D

FZLWRELR 2R L T 3 RRAH OB LIENE & TH 5, PRATRAL Cld 28Tk o B % 32

UU

O, WAEZRD IR VEHIC S FEROZELA A LN S 2 L%\, 1BIHCREEKR Z&mRICE
L. IgG4 BHMEENR - MR, 1gG4 PR IGRRRAERE . 1gG4 BEEE NG 2 & 2 A 0F 3 2 0E
Bl > 255, FICRIES 2560 H 5. WIRINFEE L CidEimo BrhicksE L, PHZEMERE
ERIET 5 2 D%, AT A FIBHRICRIFICRIS U CHEREME, HRAT R & & o 272
O, RATFRIEIRFTH 5,

AAEDZWIC I\ TIIHERE C e 70 & OIS MR B X OJFEFETERILMEILE & & il 25

ODTHETH S5, L7z, FREDH DL D70 “REHLIEIE R 2 RN 2 0B H 5,

(W kiE]

A. ZWEE

L JHEPRAER
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a. ERC
b. MRCP
I HHEEEACEG
a. EUS/IDUS
b. CT/MRI/US
I MyEARY TR
& 1gG4 IffE (= 135mg/dl)
IV. JRERAT R
a. UToO, @, O%#E0 3,
b. ®%E®» 5,
c. D, @, ODFTRTELER, WDV Ld—2%RD 5,
OFEED Y v 5k, WEHORE L . fHEL
@ik 1 HEPY 20 10 %2 % [gG4 BIERE MR
QIEEIRARAMEIL (storiform fibrosis)
@EAZEMERR 2 (obliterative phlebitis)
OB % 528 72\,
V. MHEIEZE
a. 1 HHCHREMERE
b. IgG4 BEEEMR « MERARE (Mikulicz %), IgG4 BEZNGIERMMERE. 1G4 B B igm
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fg. HEtEZ % 1gG4 BERELIENE % & 3 5,

1. fE2
@ Vadbby

Type 1,2 Ta/b + lla/b+1I1/VI

Type 3,4 Ta+ Ila + IVb+1II/VI

@2 Va7l

Type 1,2,3,4 Ta+ Ia + III + IVa/ VI

@ JREAHATED

Ve #3589 5%,
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I R

@O Vadb

Type 1,2 Ia/b + ITa/b

Type 3,4 [a + IIa + IVb

Ia/b + IIb + VI

@2 Va7l

Type 1,2,3,4 Ia + Ila + IVa

la + Ila + III + IVb

Ib+ Ia+ I + VI

I1I.

W

FE

@ Vadbb

Type 3,4 la/b + Ila

I[b+ IIb + II=

@2 Va7l

Typel,2,3,4 Ia + Ila + III/ Vb/ VI

Ib+IIb+ I+ VI

+5 2o, /5 FmE
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L N7 R

a. ERC

|gGARBSEREAL EREAS 28 CIIATI « FFAMHEE IC O E AtED 2 IR RS TEICIHE A 2380 3,
AREDRHE A (X, [HEEBICEH T 2 S L ) v 8k IREMIEEORME L fiiitic X2 b @
T AT AR R W E BRI TH 5, S OICHEERE © Lo BfifisR  (dilatation after
confluent stricture) %%  IZfEo> T3, 72, NECEHEICEIT 2 1 A CREERE %
5 SEHIC IR IHE  (FENAEE) OREMZ LA LIRS b5 2L b ARIEDHERDFHR
THb, UEoMEREOHAAERCTIIABICHit s, —J7. FFRMERCIEIRE &R
72X 1-2mm DI WERIRFEAE  (band-like stricture), 242 & HE9R % 28 HACHE 0 3R 3 BERIKPT L
(beaded appearance). BYiE L 7z X 9 ITHFNHE 73 ECH3 A L T 2 5ERAT AL (pruned-tree

appearance), RHZERZEH  (diverticulum- like outpouching) ZFE® 5 Z L i3TNTH 5 (K 1),

TP ARHFRRAE &R 1T X 2 1EHHER D ERC L MR ICHHE SRR OFMICEHTH %,

b.MRCP

PN - FPAMIEE 238 2 R DI WHEI IS © % 22 v (RIABR) 2HEBHRWIRERZ 25
%, Fric 1HIH CREMERER 2 60F 25613, IHWEROFHEIC 2 T, WEGRDHE b A6

THY. ERCITRZMITEST 5 L3 A[HETH 5, HL ., HFm CRAERETROMERICE L TIX
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ERCHT A%z #E T 5 H D Tlde\vy, MRCP (RGNS & Y liff D quality IC £ %272

MHE G % SRR 3 2 STt 2 5 2 HR 2 IR 32 2 L 3B TH B,

c. HHlT~FHRELZQHEICEEPERIZ4 HicnEIhs (X 2),

Type 1 12 FERIREE D RICHAE & & 7= U, OREIRIEIESS 1© X 2 o (1 ¥ 72 03 T SRIHERE &

O & BT 2, EIENHEE HE (Intraductal ultrasonography, IDUS), EUS-FNA. e,

IHE B 7 &0 X O ERIWT 21T 5 BER D 5,

Type 2 I THEIEE DAL o F . HNBEICRELSTE L, JEFEMERCIEIE & & Offinl 2 %

T %, Type2 3 o IiC LA O Btk Z M5 2a &, FFPUREIEE ~ i SOEM AR i

XV IRZ DR 2b I I NG,

Type 3 (X TERAHE & FFFTERIEAE 1ICf%E % 2 7= L. Type 4 TIIMFFIERIEE © HITRAE D ZED H

N, WIS HERE L oA BT 5, HEHENEFEME (Endoscopic ultrasonography, EUS).

IDUS, sz, MEERZA & X v ifihl 2179

Wb W 2 FENAEE % BR < IFAMBE O P72 IZIHE R & OFERIEHE TH Y Type 4 ICHE U TEWT

35,

B IE AR

S CFE R iR, ERMR 7 2 HEBEEE R AR T H 5. £ 72, IHEEELERIT
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HERICE T 2 WERERO AL T TEAL, HEIFEREFICE T LHHICHED 5 2 L 2°%

Uy,

EUS : PJEH 23 P 72 BEAL)E 2 T ERIHE 2> o fFFTE LS £ CIA#IH IcEE0 5,

IDUS : &t cnitE o LR 2 2 L, Al e Sl I FE e, RS —Rta—-2@80 3

Z e, Fie, IHEIFRAETALIC T H IHEPEL & RRREDORIE 250 5

CT/MRL2JEM, FLOFHAROIERLE & L CHit & v, HERET M > THER GIEE
BENEIE 284 6 1 % o BENEJEAR I PIERNIZ FE Ic /72 B C & 23% < MRI @ T2 iR MRCP
TP L 7 IHE s ik 5 5 & L CRERRIIR 8 2 & 3% v 72 9MAlC b FBR AR AH AR &

DN EF AR ISR 7z 2, FEFNIC X o TIRIBEBE R S RIMEELES A LN S Z L 23H 5,

US: BiEE2Ed 2R a—oBERE L LI ns,

L IEFRIAT R
5 1gG4 MAE & 1% 135 mg/d/LA B3 —D2 DHEHETH 5, & 1gG4 ME % 7B 75 > [gG4 BdfAl
PR R OZWNICITTERE 2T 5, IUF [gG4 ITAKBIC L o TENLIIE~Y—H —CTH E037

LAX—RE REE, FERRELR ST ERTEIL24H Y, & [gGa MAEIRL4T L b AR

210



BICKR RN TRy, EHERE, RAEECHIEE R, e cbm [gG4 MAEZ D 2 L 25dH

27-0DFEBMETH S,

IV. JRELAT R

IgG4 BEERILPEILE R OBZWHIC BT, MWIRE, FRICHE NS & Ol D 72 0 1 JHE L e il i

ZRLETHL, Lol 1gG4 BIELIEIE R OHEERIC X 2 fEE20NE LIXLITWNEECH
%, IgG4 BRERE(LIEINE 28 DIRHERIZ, IHE ORI S BREIC T TOEAED Y v oSEREEE

MR, fEERBAHEL, PAZEIERIRAR 3 X OIFIRERIRIE 2 R & 3 % 25, & B O BT L

FLIFLIFIERE CTH 270 TH 5,

LUT e 75 8T R 2 580 %

1) @EEOY voBk, TPEMEORE & S 2R 5, LIE LIRIFEBERIZE % 5 A5, 4FdhEk
REITENTDH 2, HE LRICHIfERESE 2 ZIEMIRE X2 b kv, IgG4 BhERELEIRE
ROKREDFEEFIBERENICH Y, HEEROREERI NI i3EhThb, BK
[ A S RIAE 2 RO 723561k, AL EIRE & & oEE RN % %3 5, 1gG4 B
FEALERRE R O UIBRM BN v Tk, B ER~ DM pERIZIEL U0 A DK 2 29 5 21,
CHEAT Vv PREEICHE RN EZLEFE2zonTw 5,

2) ik 1 N0 10 Mz z 2 1gG4 G EMIRE 2580 2, 7272 L, BHEECRTS

MREL MR B DIERIOFICd Cohy b A Z7HZEA 2 D25 Y, JKEZHEA D20
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AT D 4T 1gG4 BEERE L MEILE B OMEEZMNIC 1372 b e v, [gG4 BEELHEIRE 2 1 B 1F
% 1gG4 AT X, FRAENIC O E AR L, VIBRME i@, ik 1 18479 50
iz 2, 1gG4/IgG M2 EiE (>40%) TH2Z L DRHTH 5,

3) AERERBHEIL (storiform fibrosis) 1. AHIHN &R % 23 2 FHEL <. PERIC RAEMNE
(U voiBk, PEMIE) REZMES 2 L%,

4) PAZEMEEIRZE (obliterative phlebitis) (%, ZRAEMINRE & #RHE(L 2> © 75 2 FRZE DS EHARPY 1 3
L., CnEED 2 VIZEA%ET 2 b D TH 5, (LERIHMEL L PAZEMEBIR 2 12 UIBRM R
FEHEICEDONE b 0D, RS TERT 2L RENTH S,

5) MERZRNT 2720, HIHIEE CHEREMEZ, RIATHMEEAREZITS C L EE
THHH, WTNHHEEEMICE T 2EREMEWo, Bl (EEMeaL) tHESh
THMHEDORREMEZGET 2D DT\, AJRERIRY . HEOBRE LA G DS THiITT
5 EHEFELL, HIREH L MIEE - AREZWSR L 256I1CE. BROEET 2,

6)  JRELFHARARIRERS (L@ F IR R IC B W TR O L 5, AR CR B E TR
Kb el3ENTH 5,

7) T REFLEEARILEE (X B SRR R O A KT 5 5% [gG4 BEERE(LHERRAE 4 O H
ZgWicEM =56 b 5 5,

V. EESREZ 1 RE R, 1gG4 Bl - MEg R (Mikulicz ) . 1gG4 BeEif

MEREHRHERE . 1G4 BEEE B gt
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ERICIBACREERR ST 2720, 1B CRZEMEER I3 gGABLE L IEIRE K 02
Wi b A 7R IgGABhEIR BT H 3, e  DIgGABHRE 2 AT 225, av e v+ 20
b T 51gG4 BIEURAR - MEMRARSS . 1gG4 BB IEARHERE. TgGa BeE B R0 % A2 My kit
CHTZHEIREL T3, 2D ORI IgGABLERILIEIRAE % & FFstE D & 7e &9, HEHE
CHRDONEZ 2D 5,

1) 18IE Rzt
D U F AMEIER-CIERIRE 2 L. FHEONEIME AR E 35, ACREERELZHE
HHE2018 % FWCTizlhi 3 %,
2) IgG4 BEERAR - WERAR K OADES 2 IRARA - MERARZS CIZIRMR - WBEREIR N IR 3 5 52
TR A RS R SRR 2 I 2 REIR 13380 v, RO THERED Z L B3% v, H FERD %
Yx—J VU VIERREE R, SHMRAS . AT A FIRRICRIFICRIGT 5. R - HERR
DIERD % IZEARNFRETH b MERARER X H TR, SE TR, & IR, NHERRO T d
22 H %\, FEIRE - MERIRK OFE &3 PISS-A Fifk, $ISS-B fitkatkch v, v = -2 v
KEERE & B7r %, lRsn2WiiiE (IgG4 BS#Mikulicz JRDZMIEME, HAY = — 7L VIEREENT
Fiax. 2008 ) I X W EZWITE B4, IgG4 BB EMEOFHRREAZ® b niuid. FUSH
ERICX VB TE b BB, @ HEFIICIE, NENICEW TURBEMBOMA, BEDY
VoSER, TREMIREENE. U v osIEIEIE R R & 72 L, NERTIC IR L 2 A b B, INEEDREE
BRI, "EDY VoK - B ORI & ML X D 7 B REETIRIRE ST I NS 2 b b

%, IWEMIED% < 131gG4 [G1ETH 5., [EERMEACPPAZEMERIIRE 2580 5 2 L 05H 5 2%,
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H C SRR MR I HI S 5 & DB IR,

3) IgG4 BRERENMAEE O BIEREZ f.O & 3 2 HEMERE Gk D OV % AMERAE & RIEIC

« BEERCT/MRI (g CREERREARE PH D ERE R g s 2 b 5 . IREPAZE & ¥ 72 LKEEDS

PO Z L b H B, T7z. IBERBIROILRINEA 2 fEv. RIEEIEECREIIREE & 130 5 0

BZRd 2 LdDH 2 H, MDRKIC X 2 KERE & o IINEECH 2, @ JRHEEICIE, &

ED Y v Bk, IREMIE DR & B XY & 2 BRIKNRESER I NS, WERNICIZZED

IgG4 [GHEIREMIEA D b 5, (LRI CPHEEMRHIRR b @A I b 5,

4) IgG4a BER R OEHER CT 2itifrd 2 L. BEEOEEARE LY £33 1gG4 BHE

O AR R B T L 0B 5. @ 1gGd BB D% < ILIRANE PTI98 DT L %

2L, KPR ORFIZEE T, KEERIMIEZ SRICO 225, RERIMREZZAHT 2 LEHK%E

W5, WHEEHEREED L CIIBREKRTTH 228, GEETHIGERESTZ2ZL0H5, O H

&R IR cE® CT CHEHEDOLAMEGEH AR, HREREEE., NWEAEZHED L WE

FEEDNENRZE, Hif CT CUOFAUBEEREZRD 5

VI. 278 4 FigEONE

ERCRHE ATRE RN AL AR TH Y . BRI P MR AT RIS RFHl O R & L7z, 2

DI RA A+ CEENESSVETH L, MAHEORAE D X7 v 4 FIGHEIC X Y B

ICWET S Z e L s, RIKRFEST 2280355, TELRYFHEMMEZIRINST 285 % 5~

XTHY, AT FICX B3R5 LZWIEEIRICEDRETHE, LrL, BEY v oSET
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AT A FREICIVKET 2 EEEH S, £7-, HEFRICEWTb AT 4 FikE5ICX

D, R, PREDUGE L CRZ AN D 5,
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1964

29
1gG4
2008 / 1G4
19G4
2
1gG4 FDG-PET
19G4
19G4 1gG4-RD
2011 19G4
19G4
Umehara H et al: Mod
Rheumatol 22: 21 2011
21
B.
1990
19G4
/
2008 19G4
FDG/PET
32: 478-483 2009 H29~H30
“ ” IgG4
1G4
19G4
FDG-
PET
C.
1gG4 cbC
19G4 19G4/1gG
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CDC 40

100
6
FDG/PET
FDG/PET
MALT
1gG4-RD
PSL 0 4 mg/kg/
0 4 mg/
5 mg/
1gG/1gG4
Treg Tfh
Treg
1gG4
1
3
a 2
b 1
2 19G4 135 mg/dl
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Sakamoto M et al: The diagnostic
utility of submandibular gland
sonography and labial salivary gland
biopsy in IgG4-related dacryoadenitis
and sialadenitis: Its potential
application to the diagnostic criteria
Mod Rheumatol 2020; 30:379-384
Yamamoto M et al: Predicting therapeutic
response in IgG4-related disease based
on cluster analysis. Immunological
Medicine 41: 30-33, 2018.

Takano K et al: Clinical utility of 18
F-fluorodeoxyglucose/positron emission
tomography in diagnosis of
immunoglobulin G4-related sclerosing
sialadenitis. Laryngoscope. 28: 1120-
1125, 2018.
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8 1gG4
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21%
12%
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20%
11%

1%
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1964
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27%

MALT

% 20%
5%

81%
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Ominato J, Oyama T, Cho H,et al:The
natural course of l1gG4-related ophthalmi
¢ disease after debulking surgery:

a single-centre retrospective study.

BMJ Open Ophthalmol.2019 Aug9;4:e000295.

19G4
62:137-141, 2020
z1gG4 61:1151-1157,
:1gG4 48:
909-912, 2019
19G4
( 2 ) 52-54, 2019
1gG4 36
11-15, 2019
Q&A 1gG4
36 266-269, 2019
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1964

3 50-53, 2019
1gG4
73 21-29, 2019
Shirakashi M,Yoshifuji H,Kodama Y,
Chiba T, Goto H, et al: Factors in

glucocorticoid regimens associated

MB OCULI

with treatment response and relapses of
1gG4-related disease: a multicen-ter
study. Sci Rep.8:10262, 2018
Mizushima I, Yamada K, Harada K,
Takahira M, et al: Diagnostic sensi -
tiveity of cutoff values of 1gG4-positive
plasma cell number and 1gG4-positive/CD138-
positive cell ratio in typical multiple
lesions of patients with IgG4-related
disease.
Mod Rheumatol 28:293-299, 2018
:1gG4
4939:34-38,2018.
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Mikulicz 1gG4

72:358-361, 2018
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60:467-472, 2018
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60:459-465, 2018
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60:443-448,2018
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Ueda S, Usui Y, Nagai T, Goto H,et
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distinguishing orbital mucosa-asso
-ciated lymphoid tissue lymphoma from
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Jpn J Ophthalmol. 61:354-360,2017



Yoshifuji H, Shirakashi M, Kodama Y,
Goto H, at al: Associations between
organ involvements and gender, aller
-gy and malignancy in 166 patients with
1gG4-related disease. European League
Against Rheumatism 2019, (June,12-15) Spain

Nezu N, Shimizu H, Usui Y, Goto H,et al.:

Identification of novelmicro RNAs for
distinguishing orbital mucosa-associated

lymphoid tissue lymphoma from 1gG4-related

ophthal-mic disease. 184
(2019 11 16 )
RNAseq
1gG4 47
2019 10 17 19
RNAseq 19G4 MALT
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2019 9 25
1gG4
1 2019 7
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RNAseq 1gG4
98 2019
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19G4 123
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19G4
30
(2018 12 14 )
19G4
72
(2018 10 12 )
RNAseq 1
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M Ogawa , Y Usui , N Yamakawa, K Umazume,
K Tsubota, R Nemoto ,H Goto: Genetic
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sequencing. (Poster)The annual meeting of
the Association for Research in Vision and
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C. 1gG4 1gG4
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1gG4
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ANCA 9G4
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2 Mizushima I, Yamada K, Harada K, Matsui
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JEATIRAER IE (R IR BEORIT7EH5E)
1G4 BIEA B ORI L E 2 & NT2IRFG$ O 2 B 591158
(G34H) WF7EH s &
AR [gCd BEHRBBEICH T HRBEEICEHET HIEFICET IR
WroesrE R4 JNEPFesh  Pridfisx @RORFEMEmEE Bk GERD
e hE R4 KEOVNER Priefiisx  SRRFEMEmEE Bk FHEh#

WFFEEEE  1gG4 BEERR, FFIC 1G4 BEEE EUR © LIL LITEE® & 4L 2 IRAH AR e o
A=A DZOWTIEIRTEH L N EN TV, A alFk % 1%, TeG4 BB ER B
24 FNZ BN T B FEZWIRE /N T A — & — LR IR IR T D E 4L b OHER % % 5 AR
Bri. AR MIEICR G4 287288 Uiz, MK TR S MR IEFRED 2 BER Ok
BTG, Al CHERIMIG 16 8 - 1g6-1g64 fH - TgGl fED FH- 2772, FRARRRH
W OIS BRIV, AR T RE, MR ERBEO M Tl 1g64 6 LA 2RO T
B K TR TN TR O T & i 1e6-T1g64 D EH-Z2 5 LTV 22,
AR EEECTIEZENDIIALN -T2, ZNDDOMREMKRT 572010, Zhiskit
A CULEE L7- 1G4 BEHIER BT 328 JEBIDERIR T — & 2 F\ T, (KA AIIAE & BE
TR RT A= —ZOWTHIT L2 2 A, TgG4 BEHERNEIRE (2 3B\ Tl ik
[gG-1gG4 ., T2 b 1g64 LISNADY T 7 T 2D 1g6 MMEAH R MAE M LCRES L
TWe, LEDORER I | Tg64 BIEBENRRICIW T, 1g64 LIS D 1gG 77 T AN
MG A DA T IZ RS- L TV A ATREME A RIB STz,

A. WFFEET ER & VRO Sk R (SRR, AL

IgG4 B NN (LT, 1gG4-RKD) 23k ERKT. RhR+F90BE, &ILKF, 7
WT, AR IIE 1 X R AR IZGR O B LD, N TUNEE L7z TgG4 BEEE B AR 328
MR IE R BE & MK TREE ORI CHRRM  ERIOERKT — & % W C ARFHIARIIAE 1
Fefgoa o U RAA IR B 53 AR 1 BE T 2 Wi T A — X — &% A &
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K1) HCORIEMHEREREIRZWIENE 2018 (H SRR BRIRZ I B HE 2011 SKET RO
H A2 - IR AR SR AT FE B A B & A R B F BORIJE
MMgG4 BB B O ZIKTEEZ b ONTIRRIESt Oz & B a3 0F%8) BE
(BElg, 33 %6 5. 902-913, 2018 L v 3IMH)

€358 V)|

DOETE it T Tw 2 HOREERER L, Z ORI H CRIERF OBIG 2358 bh 5 % T, 19G4 BiR
BOPIRZETH 5. TEFEOHIEICE L, BOERCHERE L &b, UIXLIZPAEERELED 2729, FECHE
FER L L OENBLETH L, Fy v 7Y VIE & I1gG IME, & 9G4 IE, & 23 H Ok % s
ISR, UIE L ISR LIEAEAE 58, TEAL PR IR S, BRIEIRERRAEIE, BRAL 7 E OISR 2 & 0F 5 2. JBERA1Y

i, FEBZRY voBRC 19G4 G EMAT 0 RE, TEERIRMEL (storiform fibrosis) , PAZEMEFRIRSE %Ki L 32
lymphoplasmacytic sclerosing pancreatitis (LPSP) % %9 3. 27 v A4 FARINT 325, EMTREIAHTHY, HRL
LI EAEAHORED H 2.

—77, BKTIZ 19G4 BREDRER SN S, BRRAER P BREHRAT RSB S 2 & 0o o, M RER Ricz

. JRHELAH AR AE M i AR ER B BORZS (granulocytic epithelial lesion 5 GEL) % & 9 % idiopathic duct-centric

pancreatitis (IDCP) 23H CfuEtEER & L TIMEINT W3, BEidal, HEBNEELICL Ao, FICRIEE
EEEMES. AT u4 PRGN, BREIIATH S, ERWICIE 1964 BEORER (LPSP) % 1 B, GEL %*%f
eI 2H% (IDCP) % 2 BIHCHREMME L LCalL, EEa v+ v 2HHE (International Consensus of
Diagnostic Criteria (ICDC) for autoimmune pancreatitis) 2@ S T3, L2 LAaA5, 283 b2ETIIMm® T F
NTH27-0, RighikiEcix 1 BExfRe L, 2 M3SHe LT 2 icEo %,

Wi ELE]
A. ZIEH

Lo BRI
a. CEAMMEK (diffuse)
b. FREPEMEAR (segmental/focal)

I TR O R EEPAER -
a. ERP
b. MRCP

M. AR RT R
& 19G4 IfifiE (= 135mg/dl)

IV. JRERAT R
a UToO~@ofAonob, 3 oMU EEZED 3
b. UTFTOO~@DFHRD I B, 2 2% %
c ®EED D
OFEED Y v 3k, EMEORE L, L
@uafl 1 $EFY472 0 10 % W2 5 19G4 FIER Bl
GTEEIRFRAEIL (storiform fibrosis)
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@PAZELERIR %S (obliterative phlebitis)

(5EUS-FNA CHEEMIE % 525 72\

V. EIMRZ SRR

%, BEALPEIRARSE - MERER 2
a. WERHIHNZS

K, BRI, BN
AP 3 X &AL I T MBS ORELIEIE 28 BE(LPE IR IR %
BIEHRHERE D 5 W ITBEIRAE L ZWiT & 2

b.

IR %5 (Mikulicz %)
P
BEALVERRE 2, BELHEIRAR A - WEIR A, NG EARHMESE.
VI. 257 a4 FiBEORHHE
HPREZRIC BT

BRSO RN 7R BR AT R %
I, BESRERZRMRIC, AT NI
EWEE OB L WGSBS
7 B ES o B AL 2 I 7 <

X BB EE
IVe Z@HEL T

ZWIEBHICED Z L b TE 3,
WSS T ER% 5 (EUS-FNA) fiflgiz iz c (k& Ive)

AT A FRGIC K 2R Iin R HNIIEE T 2 & TH B, Lo TVIIG

TR 11
B. &% M
I. fiE2
QU AR
la+ <I1/IVb/V (a/b) >
@5

b+ la+ <II/IVb/ V(ab)> o 2 5Lk
72103

b+ lla+ <HI/IVb/ V(alb)> + VI
720

Ib +11b+ <111/ V(@/b)> +IVb + VI
G e

IVa
1. #EfERS
IR -

Ib+lla+ < I/IVb/ V/(alb) >
720

Ib+1b+ <MI/V(a/b)> +1Ve
F /-0t

Ib+ <HI/IVb/V(a/b) > + VI
1.

-

&

p={1118

2 *

[V

: la+ 11(a/b) + VI
R/

Ib+ 11(a/b) + VI

2 x  bAETIRBD CENR2 TorffEEd H 5.
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+5 20, | ¥

(i 31
I R
“ ==V ERETIHEOVUT AN (diffuse) ERIIAEICREEOEVITRTH L. Li LIRFEM (segmental/
focal) JEA IR L OEERI2EL 72 2. HIEARDERICE L CldHaaga HHE [JHEIEET <1 MEARLAE, WERESS T
213MEARA B2 IR ) (35 X Z 3 3em, REH2cm) %l 5 gk % v, Fiic X 28 b H Y, BE mER T
L, A7 A FICXVEDORE IBHNT 2 HAICIEIEERLIEA 22 b TE S, CEAME REEDERICHE
E D DTV, BUERERICE T 2ERP D Cambridge 7748 (2/3<diffuse, 1/3<segmental <2/3, focal <1/3) I
ERR-EIE v A AN
1) JEEEE L BT s —RICETa—2AFRy FRET S 2 L AL,
2) MEHICT - MRI: RIREZR R 0 SRR 20 EREIC X 2 X4 F 3 v ZIRI@AHER S 2, EFZEAE © O BEAUIR AR IR
(speckled/dotted enhancement) , #ZERRREE (capsule-like rim) , TRHAMH T —2 DB IEMEEE ~ & — v ZFE & D
ERNCHEHTH B, T2mIHEGR IS (capsule-like rim) 1ZEES & LCHitia N, 7=, WEPIC TR
HHE @G (duct-penetrating sign) 23ALN5 2 LB D,
3) H OB IR T LA R0 7238560, RIRFICHEZ RS T 20TH (RA X Y B o ERE o Z 7204k
RPEG R CORNG—RIRY, BIROESERELR ) 200561, FEomRELZE LIERICESH 2 ED
R IND,
4) FDG-PET : &R Z I LI LITREER/ 2 R0 528, 2704 FiGERIC X Y ERGoBMHLZED 3.

I FEE OB - TRE I E AL, REMEICIEIIR 220 5 (BB R T2 W2 5EEIC T Ho
E-oTRDBZ LD D) .

ERPHT L

PEARR & I ZPAZERCIRAE R & Re b, H2RELVHIEICE X, BERSETE XV 2o REE o T 2%
BT 5. HIGIC I3 E A 2B R D3 201 BLE (5em) %159 223, WREMEOHRZE TS, FHMIEE L 0 il
DEREICEEF L VINRZAD L2 B v, HOREERMG (B X Z3cm RKii) O5EICIIFENE & o fii 23 8
ThD. FWEOHME D b DB DIRE (side branch arising from narrowed portion of the main pancreatic

duct) eIEHEIE DR D FREE MR (skip lesions) 1%, W & DfERICHHTH 5.

MRCPJiT

TWEEDR D 2 BREDINCEIFICD 7 VI CE R w il z 2 L. ChOREDRF Yy 728022 bdH b, K
SR EyRF R O BELRIZERD O ie v, PEHE A S O EEE © Gl X R 72 © & A3% v, MRCP I35 p
REMFIC XY ERD quality ICZ %30, EEGRZ FEMICHHE T 2 1t 2 5 2GR E2IRIET 2 2 LM ETH B,

. AT R

1) iy a7V v, IgG £7z1k1gG4 © L&, HACHiEZED 2 L%\, HlgGs MfE (135mg/dl M 1) 23
—ODHHMETH 5, RKBWIEHEICH LN DIXGGE DA TH 275, 19G4 FEfiE i3 fhlikeR D1gG4 BEEEH % & T fth
P (7 b e ER, KIEE, WMEARY) Kh@BEHOLNE -0, AKEBICLTLOERITIEAR . 1964 13
JE e DI WT, EE, FRRELDCRIENLMEY—1—Th 52, BECHERD b &EiE% R34
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2, AIP AT 2IENI D B Y, TFEILETH S, 5DL 5, HRLHEEHICE T 21964 EEOERITA
HCH 5.

2) HOPERTIZER YRR, Vo~ FRFGERBIEICRZ 2 RH Y, REBOFELERES 2 & AT
3.

IV. JRERAT A

RPEBILLPSP & MEIE N 2 R i 2 R L, DT IXZ2 oRE\EMAFTRTH 3.

1) EEDY vER PEMEOREE, MHECEED 5. FEEEREE LI LIRS 25, iR RS 2 e
L, ) VoNEREEOALNG b B D, RAEATRI/NGEN, /NEM, BRI, R LR TE L v
25, R b BEN~ 0 AEMIIRE 1358 & 380 75\,

2) FHL\wIgGs B EMIEES B TH Y, YIBREEIC X 25T Tldsh & ofEfl<, @ik (400 £5) 1 HEFY
72 V50fEH LA L oI EMIE 2580 5. L LAad s, v 7ro/hX AR O ZE 2 iEcT 5720, H
BRI ICHRYEL (REPY 72010 M2 2 2 RHERH WO T WD, RBWEHE D Z it - 7228, AIP LIS KAEMER
S CTh CORMER LT LI H Y, REBHIEEO@ DT R D R TAIP OEEZW & 1XTE 7w,

3) EFERARAMEL (storiform fibrosis) (%, RAEMAE (V v o8Bk, TREMAE) =i & MM o8 £ & 7 2 i[4S

T, fEREIR & RIL S N2 R 854300y 2 L, X & oMMt 2. Baliks X o8 FAGIh A I H
HLL T,

4) PAZEMWFMRZ (obliterative phlebitis) & 1, /NER, BEREIBAREIGEMRIC BT 2 V) v 8k, TREMIEOENE & #AEL
XY 7 2IREHENRNICER L, ChEAEd 2 I3 T 2MACTH 5.

5) EUS-FNAIZJEAX BET 2720 0BREERY =L TH 208, EMEZRO TN L0 T LIEERET S 21T

bR\, 1-2) TERAZZERITR 7 LI X 0 & Ol % BRI IC/T S 2 & B AFEC, & o IiiF AT R, SR
275 ¥ O R e A RNICHIl L CTEEICEH 21T,

ZWricHv o s e, YIBREKE, AR wIFhTh by, EUS-FNAMIEES X, EEES & ofiliciio
THHABKRETH 25, AIP OZWHICITHEH TR\, EUS-FNAKRKZ I3 E 23+ BREUE AL, AIP DREE 2
CEBZed 2, T, WERCRLIEIC %5 DI19G4 IGIEEMIE 280 5 2 L%, I IZLPSP FEILL o HH k%
FiREED D WD 2720, ERMEICcHCREWRER 22T 2B XIFEE2 TS 5. BRI, 5muvirh
BRI, R L 7 HEF i AR S ot R 2 8o 72354, AIPE L TIIIEIR <, [HELMBZHI ko 51 5.

(] 2 BIH %ML (IDCP) iIc2WnT

INBERIEE DED 2\ 1d BN~ DU BRI % Rl & 3 2 RINARBA D ER T, LPSP & [FIkk, ERERAICIHHRE & o
HRARIEIC 2 2. BB LR ORPIC Y v oNER - TR IR & BRHE(L 2 £ 5 RUZLPSP Il 5 7290, Do Tl
LPSP & [A] C#ilg DR L EEk T T\ 7z, BUR TIREIR-CERIRFT R Cld@BW Tt 2 37, ZW o 7 o1 3R E AR R
RBBHATH S, Lhd, VIRECHIMEE: &R 2 REARTIIMEZ T2 223, AMREHECOMZ IR R 2 & 23%
v, BRI R AIP ORI 2380 5 b o0, MIRENREETRZ R GEICE, 18, 2 BnFho [ CfE
MR O D ZE 2 b5, 2 BHCHREERER CIEIRER LRI RABE L HEE L T2 boxnb 0, HE
& DR EERINCHEE R Z L 23H 5.

V. [ESEZ (Other organ involvement : OOI)
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1) HOREEERERICEED & 2 FEIMEZE & 1318 A C R tER 2 ic &0 3 2 19G4 BIEWA % Bk 3 2.
2) BEUSLoREBNEER X, PACRRRER, BRI - MERR, HURMR, B, OBEAE, TPDR, ML, IEZE, BNE, Rz,
BHERRE, ) v N E iR S OWMERDH L. LA LAESD, U Vol TR LICZ L, b T RTCOlEER
JWZDHER AL SN T E DI Tlde\v, HMERBILIFE L v, BUT D457z E fuiuid B St %
& OERREEN:, b bIgGAEEERETH 5 2 L SHEHITE 5.

O BB ORE - W <HCRIEERR AT 2 2 L2350,

OIREERHARAT LT U v o BRIRIE & BRAE(L, PAZEVERRIRZ, 19G4 TR EMIIL DR R~ R % 29 5.

AT HA FIRBEIC XV WET 2. F 72 3FINZE L SR DIREIC X 2 BB L BRI L Cwv 2.

@& g OxIGEE & DRI H TS B,

FROSFRMAE B2 L T2 b0 LT, MLHEER, THEMRERAE - MERIRAE (Mikulicz 75) , IR
HERE, WPURBMRZS, BYRELR YRS . BURTIE, a vy H20E LT AELIEIRE %K, R - i
%, BIEIEHRHEE, BRAIC L E® 5, TNLIEINEE LA CREERER & Rt 272 6§, BIFECb R b
5ZLDH 5,

3)  WHALPENEE 2
OB CREMRER I AP 2 AL PERRAE 5 I IRE R LRI A 2 320, THARE DA IR £ 72 13 TR
JE e D, FFN - FFFTERIRE A2 (2R AL S % (primary sclerosing cholangitis : PSC) R & D #EHI %
B35, WEROA L LT, HERNEE (EUS) , BHENEEH (DUS) , Mg, Ml Lic X REn
ICHEEICHEN T 20505 5.
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Japanese Clinical Diagnostic Criteria for

Autoimmune Pancreatitis, 2018
Revision of Japanese Clinical Diagnostic Criteria for
Autoimmune Pancreatitis, 2011

SUPPLEMENTAL DIGITAL CONTENT

SUPPLEMENTAL TABLE 1. Japanese Clinical Diagnostic Criteria for Autoimmune Pancreatitis, 2018: Revision of
Japanese Clinical Diagnostic Criteria for Autoimmune Pancreatitis, 2011 (The Japan Pancreas Society, the Research
Program on Intractable Diseases from the Ministry of Labor, Health and Welfare of Japan)

Disease Concept

Autoimmune pancreatitis (AIP), widely reported in Japan, is suspected to involve an autoimmune mechanism in its
pathogenesis, which is the pancreatic lesions of IgG4-related diseases. This disease is commonly seen in middle-aged to
older males. Since it is often associated with pancreatic enlargement, mass formation and obstructive jaundice, differentiation
from pancreatic or bile-duct cancers becomes necessary. Laboratory data frequently shows elevated levels of serum
gammaglobulin, IgG, 1gG4, or the presence of positive autoantibodies, and the disease is often associated with extra-
pancreatic lesions such as sclerosing cholangitis, sclerosing sialadenitis, or retroperitoneal fibrosis. Histopathological study
features lymphoplasmacytic sclerosing pancreatitis (LPSP), which is characterized by prominent infiltration of lymphocytes
and IgG4-positive plasmacytes, storiform fibrosis, and obliterative phlebitis. Although treated effectively by steroid therapy,
its long-term prognosis is not clear; relapse occurs often, and some cases are reported to be associated with pancreatic stones.

Meanwhile, besides 1gG4 related pancreatitis, the United States and Europe have reported idiopathic duct-centric
pancreatitis (IDCP) as an autoimmune pancreatitis; the clinical symptoms and pancreatic image findings are similar, but
abnormal immunological findings are lacking compared to IgG4-related pancreatitis, and it is characterized by granulocytic
epithelial lesions (GEL). It is seen in both genders with no significant differences, also in relatively young patients, and
sometimes associated with inflammatory bowel disease. Steroid therapy is effective, and relapse is rare. Internationally, two
subtypes of autoimmune pancreatitis have been proposed in the International Consensus of Diagnostic Criteria (ICDC) for
Autoimmune Pancreatitis: type 1 related with IgG4 (lymphoplasmacytic sclerosing pancreatitis: LPSP), and type 2 with
neutrophil lesions (idiopathic duct-centric pancreatitis: IDCP). Since type 2 is extremely rare in Japan, the diagnostic criteria
described here are intended to cover type 1, commonly seen in Japan, with type 2 noted only as reference.

Diagnostic Criteria
A. Diagnostic items
I. Enlargement of the pancreas
a. Diffuse enlargement
b. Segmental/focal enlargement
II. Image findings showing irregular narrowing of the main pancreatic duct
a. ERP (endoscopic retrograde pancreatography)
b. MRCP (magnetic resonance chorangiopancreatography)
II1. Serological findings
Elevated levels of serum IgG4 (>135 mg/dl)
IV. Pathological findings: among i)~v) listed below,
a. three or more of 1)~iv) are observed
b. two of i)~iv) are observed
c. v) is observed
i) Prominent infiltration of lymphocytes and plasma cells along with fibrosis
ii) More than ten IgG4-positive plasma cells per high-power microscopic field
iii) Storiform fibrosis
iv) Obliterative phlebitis
v) No neoplastic cells detected by EUS-FNA (endoscopic ultrasound-guided fine needle aspiration)
V. Other organ involvement (OOI): sclerosing cholangitis, sclerosing dacryoadenitis/sialadenitis, retroperitoneal
fibrosis or kidney lesion

(Continued on next page)
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SUPPLEMENTAL TABLE 1. (Continued)

a. Clinical lesions
Extra-pancreatic sclerosing cholangitis, sclerosing dacryoadenitis/sialadenitis (Mikulicz disease),
retroperitoneal fibrosis, or kidney lesion can be diagnosed with clinical and image findings.
b. Pathological lesions
Pathological examination shows characteristic features of sclerosing cholangitis, sclerosing
dacryoadenitis/sialadenitis, retroperitoneal fibrosis or kidney lesion.
VI. 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. When it is difficult to differentiate from malignant conditions, it is desirable
to perform cytological examination using EUS-FNA (IVc). Facile therapeutic diagnosis by steroids should
be avoided unless the possibility of malignant tumor has been ruled out by pathological diagnosis.
Accordingly, VI includes I'Vc.
B. Diagnosis
I. Definite diagnosis
(1) Diffuse type
I a+ <[I/IVb/V(a/b)>
(2) Segmental/focal type
Ib + Ia+two or more of <III/IVb/V(a/b)>
Ib + Ila + <III/IVb/V(a/b)> +VI
Ib + IIb + <III/V(a/b)> + IVb + VI
(3) Definite diagnosis by histopathological study
IVa
I1. Probable diagnosis
Segmental/focal type
Ib + Ila + <III/IVb/V(a/b)>
Ib +IIb + <III/V(a/b)> + IVc
Ib + <I/IVb/V(a/b)> + VI
I11. Possible diagnosis”
Diffuse type
la+ II(a/b) + VI
Segmental type
Ib +Il(a/b) + VI

*A case may be possibly type 2, although it is extremely rare in Japan.
7+ refers to “and”, and ““/” refers to “or”.

Explanations

I. Enlarged pancreas

A diffusely enlarged pancreas with “sausage-like” appearance is highly specific to AIP. However, the problem is how
to differentiate a segmentally/focally enlarged pancreas from pancreas cancer. For the definition of enlarged pancreas,
many facilities use the criteria suggested by Haaga and consider the pancreas to be enlarged when “the width of the
pancreatic head is more than one full transverse diameter of the vertebral body, and the width of the pancreatic tail is
more than two-thirds of the transverse diameter of the vertebral body (which are approximately 3cm and 2cm for the
pancreatic head and tail respectively).” Precise definition is difficult due to age-related influences; it may be considered
as an enlarged pancreas if steroid therapy reduces the pancreas size.

1) Abdominal ultrasound: An enlarged pancreas often shows a hypo-echoic area with scattered hyper-echoic
spots in it.

2) Abdominal CT-MRI: It is recommended to perform dynamic contrast-enhanced CT*MRI with bolus
injection of contrast medium wherever possible. Useful findings for differentiation from pancreatic cancer
are speckled/dotted enhancement and capsule-like rim at the parenchymal phase as well as delayed
homogeneous enhancement. Capsule-like rim is seen as a band-like low intensity area on T2-weighed images.
Duct-penetrating sign is another characteristic finding of focal AIP and is rarely seen.

(Continued on next page)
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SUPPLEMENTAL TABLE 1. (Continued)

3) Even when characteristic findings for AIP can be found, careful diagnostic procedures should be conducted
to exclude the possibility of pancreatic cancer if concurrent findings suggestive of cancer are present, such as
upstream dilation of the main pancreatic duct, heterogeneous delayed enhancement, or severe stenosis of
involved arteries.

4) FDG-PET: Abnormal intense uptake is often seen in active lesions; the uptake is reduced after steroid
treatment.

II. Narrowing of the main pancreatic duct

Diffuse or segmental/focal irregular narrowing is seen in the main pancreatic duct (The pancreatic image findings
described above may be observed retrospectively from the time of diagnosis).

ERP findings

Narrowing is referred to as being unlike the obstruction or stenosis, it extends to a certain degree and the duct diameter
is smaller than normal, with some irregularities. In a typical case, the narrowing extends over one third (5cm) of the
entire pancreatic duct; even when the lesion is segmental, no significant dilation is observed above the narrowed area
upstream of the main duct. If the narrowing is short (less than about 3cm), it is difficult to differentiate from pancreatic
cancer. The presence of side branches arising from narrowed portions of the main pancreatic duct or multiple skip
lesions in the main pancreatic duct are effective in differentiating from pancreatic cancer.

MRCP findings

Narrowing or invisibleness of the main pancreatic duct is seen on MRCP and is extended to a certain degree, sometimes
appearing as a multiple skip lesion. No significant dilation is observed above the narrowed area upstream of the main
duct. It is usually difficult to evaluate side branches arising from narrowed portions of the main pancreatic duct.
Although image quality of MRCP depends on the MR unit and scan parameters, it is necessary to acquire sufficient
good quality images for the detailed evaluation of the pancreatic duct.

III. Hematological examination

1) Patients with AIP often show elevated levels of serum gammaglobulin, IgG, or IgG4 and autoantibodies;
an elevated level of serum IgG4 (135mg/dl or higher) is one criterion for the diagnosis. Although the
diagnostic criteria defined in this paper reference only IgG4, since elevated levels of IgG4 are also
observed in other diseases, including IgG4-related diseases of other organs (e.g. atopic dermatitis,
pemphigus, asthma), it is not necessarily specific to AIP. Serum IgG4 is the best serum marker for
differentiating from pancreatic cancer in terms of both sensitivity and specificity. However, caution is
advised since elevated levels are also observed in some pancreatic or bile-duct cancers, and there are
cases of pancreatic cancers associated with AIP. The significance of elevated serum IgG4 in the
pathogenesis and pathophysiology of AIP is still not clear.

2) Autoantibodies such as antinuclear antibodies or rheumatoid factor become positive in some cases, from
which AIP presence may be suspected.

IV. Pathological findings of the pancreas
AIP shows a specific pathological image, called LPSP, whose typical features are as follows:

1) Prominent infiltration of lymphocytes and plasmacytes, and fibrosis are observed. These are often
accompanied by eosinophil infiltration, but without neutrophils infiltration in most cases. Lymphoid follicle
formation may also be present. Inflammation is prominent in inter- and intra-lobular regions, peripancreatic
fatty tissues, and around the epithelial cells of the pancreatic duct, however, infiltration of inflammatory cells
into the epithelium of the pancreatic duct is rare.

2) Prominent infiltration of IgG4-positive plasmacytes is characteristic of this disease; resected pancreatic
specimens show 50 or more positive plasmacytes per high-power microscope field (x400) in most cases. In
order to make diagnosis possible for small needle biopsy specimens, the criterion of more than 10 per high-
power microscope field has been adopted worldwide. Although this diagnostic criteria has also adopted that
guideline, since there are inflammatory lesions or tumors other than AIP which also meet this criteria, [gG4-
immunostaining alone is not sufficient for making a definite diagnosis.

3)  Storiform fibrosis is a lesion comprised of inflammatory cell infiltration (lymphocytes, plasmacytes) and
spindle-shaped cell hyperplasia, which presents complex cell arrangements characterized by the expression
“storiform”, and associated with differing degrees of fibrosis. The storiform fibrosis most often appears in
the pancreatic rim and peripancreatic fat tissues.

(Continued on next page)
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SUPPLEMENTAL TABLE 1. (Continued)

4)  Obliterative phlebitis is a finding where lesions caused by the infiltration and fibrosis of lymphocytes and
plasmacytes in inter-lobular regions and peripancreatic fat tissues extends into a vein to cause venous stenosis
or occlusion.

5)  Although EUS-FNA is a useful tool to exclude cancer, the absence of neoplastic cells alone is insufficient; it
is also important to exclude cancer using the image findings shown in I-2). Moreover, the diagnostic process
should be done carefully, with comprehensive evaluation of serological findings and other organ
involvement.

Either a resected or biopsied pancreatic specimen may be used for the diagnosis. EUS-FNA cytological examination is
extremely effective in differentiating AIP from malignant tumors, but is not effective in diagnosing AIP. EUS-FNA
histological examination can provide a definite diagnosis of AIP if sufficient sample volume is obtained. Diagnosis of
AIP using biopsied specimens requires caution, since pancreatic cancer also shows a large number of 1gG4-positive
plasmacytes in and around the pancreas in some cases, and pathological findings similar to LPSP in some isolated cases.
Careful histological diagnosis is needed when atypical findings for AIP, such as necrosis, granuloma, and abundant
neutrophil infiltration, are concurrently observed.

Notes Type 2 AIP (IDCP)

IDCP is a pancreatitis of unknown cause which is characterized by the infiltration of neutrophils into the lumen or
epithelium of the interlobular pancreatic ducts. As in the case of LPSP, clinical differentiation from pancreatic cancer
becomes an issue. Because of its similarity to LPSP in being associated with the infiltration and fibrosis of
lymphocytes/plasmacytes around the pancreatic epithelium, IDCP was once thought to be in the same category as LPSP.
Currently, IDCP cannot be diagnosed by images or clinical findings, and therefore requires histopathological
examinations for the diagnosis. In addition, while resected or necropsied specimens of pancreas are large enough for a
definite diagnosis, biopsied specimens are so small that a definite diagnosis is difficult in many cases. If typical
pancreatic images of AIP are shown without abnormal hematological evidence, the disease could be either type 1 or
type 2. Some of type 2 AIP present clinical symptoms or image findings similar to those of pancreatic cancer, which
makes it extremely difficult to differentiate type 2 AIP from pancreatic cancer.

V. Other organ involvement: OOI

1) Other organ involvement (OOI) observed in AIP refers to the [gG4 related lesions associated with type 1.

2) Other organs reported to be affected include the central nervous system, lacrimal/salivary glands, thyroid
glands, lungs, biliary duct, liver, gastrointestinal tracts, gallbladder, kidneys, prostate glands, retroperitoneum,
and lymph nodes. In the lymph nodes and lacrimal glands, however, fibrosis is scarce; not all of these organs
have established concepts of their lesions. If the following conditions are met, there may be a close relation
with AIP, although no clear basis is available.

1. Investigations/reports of many cases show association with AIP.

2. The histopathological findings feature lympoplasmacytic infiltration with fibrosis (often storiform in
morphology), obliterative phlebitis, and numerous IgG4-positive plasmacytes.

3. Steroid therapy is effective; or, the onset and offset of the effect synchronizes between pancreatic lesions
and the lesions in question.

4. There are clear points that differentiate from diseases of each organ.

Diseases that satisfy the above conditions include sclerosing cholangitis, sclerosing dacryoadenitis/sialadenitis

(Mikulicz disease), retroperitoneal fibrosis, respiratory lesions, and kidney lesion (tubulo-interstitial nephritis).

Currently consensus is limited to sclerosing cholangitis, sclerosing dacryoadeniti/sialadenitis retroperitoneal

fibrosis and kidney lesion. These lesions could present simultaneously or in a metachronous manner with that of

AIP.

3) Sclerosing cholangitis

1. The sclerosing cholangitis associated with AIP shows lesions over a wide area of the bile duct system;
the stenosis of the lower bile duct caused by AIP must be differentiated from that caused by pancreatic
cancer or cancer of the lower bile duct, and the stenosis of the intrahepatic and hilar bile ducts caused
by AIP must be differentiated from that caused by primary sclerosing cholangitis (PSC) or bile duct
cancer. It is necessary to make careful and comprehensive differentiation using not only the bile duct
images but also endoscopic ultrasoundscopy (EUS), intraductal ultrasonography (IDUS), cytological
and/or histological diagnosis, etc.

(Continued on next page)
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SUPPLEMENTAL TABLE 1. (Continued)

2. PSC is a different entity from the sclerosing cholangitis seen in AIP, because their responses to steroid

therapy and prognoses are different. Findings characteristic to PSC are band-like strictures (e.g. short
band-like strictures of 1-2mm), a beaded appearance (e.g. alternating short strictures and dilatations), a
pruned tree appearance (e.g. a reduced number of intrahepatic duct branches ), and diverticulum-like
outpouching.

3. It is controversial among specialists whether to include cases showing only lower bile duct stenosis within

IgG4-related sclerosing cholangitis, or to view them as part of the pancreatic lesions. The findings in bile
duct lesions effective in diagnosing AIP are stenosis of the intrahepatic and hilar bile ducts and the
sclerosing images or wall thickening of the upper and middle bile ducts.

. Most of the pathological studies show a thickened bile duct and prominent transmural infiltration and

fibrosis of lymphocytes and plasmacytes. Many 1gG4-positive plasmacytes are observed in the lesions.
The epithelium of the bile duct remains normal in most cases. Storiform fibrosis and obstructive phlebitis
are also observed.

5. The IgG4 immunostaining of enlarged duodenal papillary biopsy specimens may be useful as a supporting

diagnosis, although this enlargement is infrequent. An enlarged duodenal papillary is considered to be
spread from lesions of the pancreatic head, and therefore is not in the scope of extra-pancreatic lesions
(other organ involvement).

4) Sclerosing dacryoadenitis/sialadenitis
1. Sclerosing dacryoadenitis/sialadenitis associated with AIP shows no or slight (if any) symptoms of dry eye

or dry mouth caused by decreased function of the lacrimal glands. Unlike Sjégren's Syndrome which is
often associated with swollen parotid glands, sialadenitis seen in AIP often demonstrates swollen
submandibular glands and responds very well to steroid therapy. While most enlargement of the lacrimal
and salivary glands is symmetrical, enlargement of the salivary glands is part of the enlarged
submandibular, sublingual, or minor salivary glands. Dacryoadenitis/sialadenitis in most cases test
negative for anti SS-A antibody and anti SS-B antibody, which is different from Sjogren's Syndrome. The
disease can be diagnosed based on the diagnostic criteria of the organs (diagnostic criteria for [gG4-related
Mikulicz disease, Japan Sjogren's Syndrome Study Group, 2008), however, if prominent infiltration of
IgG4-positive plasmacytes are observed, it may be diagnosed by labial lip biopsy analysis.

. Pathological findings show the disappearance of acinar cells in the lobule, prominent infiltration of

lymphocytes and plasmacytes, formation of lymphoid follicles, and interlobular fibrosis. In some cases,
the lobular structure may be destroyed, and prominent infiltration and fibrosis of lymphocytes and
plasmacytes may form diffuse lesions. Many of the plasmacytes are IgG4 positive. Storiform fibrosis and
obliterative phlebitis may be observed, although the incidence rate is lower compared with that of AIP.

5) Retroperitoneal fibrosis

1.

Due to diffuse hyperplasmia and the inflammation of fibrous connective tissues on and around the
retroperitoneum, abdominal CT/MRI images show soft tissue masses in the retroperitoneum, sometimes
around the abdominal aorta. This can cause ureteral obstruction, and subsequent hydrophrosis
occasionally provide a clue for diagnosis. In some cases, the disease is associated with dilated lesions of
the abdominal aorta and the condition known as inflammatory abdominal aortic aneurysm may be present;
however, it is difficult to differentiate said aortic aneurysm from those caused by other etiologies.

2. Pathological study shows mass lesions formed by prominent infiltration of lymphocytes and plasmacytes

with fibrosis. Many IgG4-positive plasmacytes are seen in the lesions. Storiform fibrosis and obliterative
phlebitis are also seen very frequently.

6) Kidney lesion

1.

In the patients who are suspected AIP and undergo abdominal contrast-enhanced CT, decreased
enhancement of renal parenchyma, suggesting [gG4-related kidney disease (IgG4-RKD), is occasionally
seen.

2. 1gG4-RKD usually displays histological tubulointerstitial nephritis along with mild urinary findings and

hypocomplementemia, but sometimes shows proteinuria when glomerular involvement is present.
Although IgG4-RKD typically exhibits normal or only slightly reduced renal function, it can also progress
to an advanced stage of severe renal deficiency.

(Continued on next page)
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SUPPLEMENTAL TABLE 1. (Continued)

3. Characteristic image findings of contrast-enhanced CT include renal parenchymal lesions seen as multiple
decreased enhancement areas (small peripheral cortical nodules, round or wedge-shaped lesions), solitary
mass (hypo-vasucular), or renal pelvic wall thickening without irregular lumen. Non-contrast CT may also
disclose diffuse renal enlargement.

V1. Effectiveness of steroid therapy

Targets are the lesions for which image evaluation is possible; clinical conditions or hematological findings are not
subject to effect evaluations. If no sufficient effect is seen within 2 weeks, reexamination is necessary. Effort should be
made to take biopsies for pathological examination as much as possible, and facile diagnostic treatment with steroids
should be strictly avoided. The administration of steroids may be effective in improving malignant lymphoma.

VII. Endocrine and exocrine pancreatic functions
Typical AIP shows impaired exocrine pancreatic functions and diabetes. There are quite a few cases where steroid
administration is effective in improving impaired endocrine and exocrine pancreatic functions.

From Reference 7. Reprinted with permission.
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WRT Y w7 aRXy haeRbi=ob  FIZILMBE ] [ Journal of Hepatobiliary Pancreatic Sciences)
BT 5 TETH D,

6. IgG4ABHhERAL R b Y OREEEIC DN T
R —ER/ DR ER & A IR KO B 2 Sz, NIRSE R JOFEEA /3=
FOERREN T LV A MU BERHBIRE 2, SIFIC LD HERE To 7o, JREXEE LU R N VB
B2 (B)IIFHHEE) I8 T 5 TETH S,

7. FBERD OB
12 A 156 BT TR AR TR 1eCA FIEHRH bR Ble/ B AR 2% AP SR A TR
SRS D TE T D,

Z At

REFHROFRENRICE L CTERENHIVUL, FEF/FETA—/L (igegdlhirakata. kmu. ac. jp) TEKEETEL,
THHRIA % A, JE978 [1e64 BREEBOZNHNE : b ORI OMNL & BT IR ke Bl
& B PR B COEMIHER S RIEORTRI A=Y 7 ) 2 N BT %,
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A BRI IR e EHEERBEBORTIEE ERAERBBORIIES))
[TgG4 BRER B DBEIELER b NI RES O % BRE4HF5E) {HkssRAL R
A ARSNGB ER S B AR RS
AlFsE BE&
WA 29 412 H 156 H (4 10 : 00~12 : 00
e Bt N2, &

L. JIGOBREE XY B ORI ARZIEENE 2011 dGTRICEET 28R H - 72,
ZHUCKT ABME NSO ERERIILLTO LY TH D,

- FERSEAE
IREEEBORRRMHRZI kT LT ERCP A3 72 < THRZMIr T & % & 9 BUSFNA LT K DHD I ERT 72 2
FEETHARA TN, — 05 TIIRZEDWERE T - 7235A FUS-FNA |2 K D FEFED FTREME bR S D,
L7235 C, BT RS0 TG4 I T AIP A3%E LV MEBIIZ kT L COAEUS-FNA 24T 9 _X&E Th D,
ZOX D NEE, FREHEEIINZTIE DD
- EEPSA
AN TH-TH EUS-FNA CRAREME L 7 DJEfl b 5, S F S E72MER 4558 LT TEUS-FNA
THEEGET D] ITEVIRE OISR H 5,
- RERRUEAE
[BUS-FNA CHEZMET 5 1 138 < FTH EUS-FNA TR U7 dR IR D 720N TR 22 0 B D
ZETHY ., BUSTFNA CIIEEERICEET D Z LT TERNEFRER L T\ 5, EiGAT R & REET R
EEDETRWT 5 2 EAEHEL, EUS-FNA TOMREZA M TH > T, IEEO rREM:ZZRE L2
DR EAT ) Z L AMHUTINZ HR&ETH D,
- HHEA
PEE M OFERT T, desmoplastic reaction 72 E1Z 8V EUS-FNA CAfEIZ/e D Z L3772
W, L7z C, BERFMERZEDOYE ., BEEOGEL D b TAIP BWEETE 20 R2EICEEDDHD

MDY LEZ BID,
- [MIRFEER:

[EUS-FNA CIEZEET D) L0 TEUS-FNA CHERIIZZRD /RN O3 K ) BWEELTIEZR Wy,
o vt

a7 g AT L (PUEREESE, ARE DRI, BhlRpe Mbre &) 2B L. ThbAa70ie
Bratd, WRARE D K ORI TIXE D

VI EOBRAME 2 TETREHET L 2L LT

o, BONRERIRAZ BN 21T LTIBIE L0 THRBMEFHI,

ABRIDOUGETICEB N T, BIREIWINFEIIINIL S Z L 1Tk L, BIREA A 5 Z L T AIP Z2WroRE,
REFLREIN & 9 T2 DN OV TRIBE CTHIUTIEUIINZ UL E I M EB AN D~ 7= G,

2. HOSEMERICEOF LIeREEIE e D2 EREORSE (ERL)
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HE, BN SO0V D BRI S COREEDT — 2 Z1E/HT 5 Z & 25T 5,

1G4 BEhEmELMNRE R AEA (2018 )  (HHAEA)

Proximal type IgG4 BEEAS ARG Z% (AIP FESHE) Ok & B P4 O2ERE
HPEAENDIERN S -7 eG4 BhER LSRR SERAE) CEMESNT — X 2R L U3 DE
W& o7z,

H SRR D AT v A FIBREOFHRTIIKF oG (BRI
A, 2EFE CTORREZFHE L T2 28R Sh,

H ORI TR 2080 AT 1A RHERREE 3 FELME O FA TR 12D\ C (R5eAE)
1gG4-SC A N7 A > DAVERRHERRIRIUIZ DUV CHIRGEAE X W FiH B~ 7,

FEEHER 300. 1gG4 BhEREOQH CAOEMEER OKIHIE, TRERE/DFEO RIE LIZOWT, [MIREEE
L VARG T, FORINT, ZWHEUHETO [possible] IFFEEEROXR L L2 &, [FNE
T CTENR 2D AREM L H D, | OXSITHIRT D2 E7roiz, F7-. Wi EIEAEFEIC B
LCliE, ZvCoitdicdh D T : PAZEMESIEMER CE T A7 MEAR EDNEE 713 EA 7 &

D B O NEERN S TRIBITVS, TEEOPESMIMERE N2 13 THED] ZHIRL
(SN P IMEREAR S DA OFHUMELES 2 Z & T TAPME B,
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IgG4 P st 0 At ik
2017/12/15

OBEFEDT—F v T OHE

PR XD AR - 1e64 BREBIER Y —F v 7/ 7V — TS oms

a) 1gG4 PHEE g 2 W L vE 2011 D RE L

b) WM®ﬁ%ﬁm*“k¢5gw RKD (22T

c) FRRLOERZ x5 & U T B MEIEHRHMERE DR IRAF TR DU T

d) w4%74/%k9¢6¢

e) ANCA BE:E I & R A ORI G I DIEFNZ DOV T, 329 LT 2 Ml &2 a4 2 AfFge
DALH EFIZOWTOHRE

QEZW ML EDT= 8 D validation
2011 4F0> TgG4 [BE B lgtyw 52 I FE Rk D fEE D 7l B
IgG4 BE RN (SRR, R, REZR+55 FLIRER, fERK) 41 41
T b= LTV D AN TG4 BESR R & 13 B 7 B IE] 9 (il
5 & JEIT 1gG4-RKD D2 WL A 1ERL L 7=
<2011 2 AL E DR A >
1g64 HfE T3 AU, definite | ’foc%fmwdefinite (ZIMIE 1gG4 1T ML 2
18G4 BB TR T IVUXEREEZWNC /2 D (FEEZWNIIITR 5720 L) DT elfEzir
WL DEAMELSTWVDTED
ERREUE (International classification criteria) TiL A (ZREMEEERERE) . B
TR, RPN TV D (ERREEEZ Bk L 72 o e L)
R 7283 ME(E (storiform fibrosis) M7RUVMER]E & 5D D TILARW A (4b)
4da B> THBIMNREN R WIGEIE, 4b DRV EREZIT LR BN

HEES
o] & 2 DO FEH T 1gG4-RKD Z 852 W ATV TIEB] 2 2578 L. 2011 LB HEZ W T2
WL, JEEE, HRELEE A RRGET D,

Inclusion criteria

OB ARPHETT SHL, 1g64 PaDM i T SN TV D

QB AR HEAT S 4, M 1e64 HES TV D

(DTgG4-RKD | ZRFEA) 72 R S HE 0N B 0 | MLIF 164 DBWPE SN TN D
@TgG4-RKD [ZRHEAN R BREF 3 0 | BAMEAME T Te64 et i i TS TV D
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INHOEREERL, 73U XA, ZWiEENREE T, definite, probable, possible,
unlikely, not diagnostic IZH¥ET %

T AT TgG4-RKD 2> & 9 2D ¥|WriX expert opinion 12X 5

QUWAIRERF & 0 & U 7= # BEIHHEIE O SEREFA A
R AR - RAEIHHERE D2 < 1Z. TgG4-RD ME DM &2 52 1T TR D TIXZRW ) 2
B - WARERFE L 0K BIE A G OF L 7o R MEIEHRMERE OREG A2 A5 L. % GBI %
119 OKBIEZ AL R R UL & OBERST)
TR O, WIRSRIFETILSEDLNERH S
fEE B OFERLY SR ClT >WRGHRF2OHERIKET 5

DN D I % Y & 95 TgGA-RD DIFAE & Z DRFE DT I DOWT
L gas R 2 % 1D 1gG4A-RKD & Bk D~ DIEM] (single organ involvement) TIZED X
D ILEND B DD

®1gG4 BIEJRANE BVEIEB K ICE T D AT v A RIRHEBAMGRT O BRI T 3L Ot
TRPEAT OB BRI T IREE & 2 BRI 1 TR
Po< VKT (A; 8 i)
SRR (B : 10 f)
Do <V ESTIEGNL B HERESE DO FLFE 3 W
S B RE M T3 2 BE OIS UE O BEFE 23 B s o 7=

®1gG4-RD #Fb AR & U CHEPEICHERICEY J|IT D720 0BT A R1EY

DR THY 0T  ANRRL, T 07 MebisGRir b 8 < HHEOE /RO &
I EYL ISR A FEED (A D RBTIINA R4 AERITEE L VY
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BEEFBEHFHREMRNE RAHABFBRMRER (RAEKRBBERMRER))
eG4 BERBOBMELEL S VICRRIEHOMILZBET HR
52 MM AL BAREREESHE

1. BE:¥K294F12A15H (£) 1000~ 12K00%
2. £5: FAXKZEERSE (FEF13:30-17:0 I22AEKEBEOERERNFESINATHNET,)
3. JadsL
N HEKARERE MRUBRIEMKRZABZEE—EBE FK HRE
2) HI*
I. N5 b eEE
I-1. BRIR (X155, & 105)
MgG4 BR:EFIRARERE
MBPLEBIERKRE ANZE—BE S #
MBLBIERKRTE ARNZE—BE B KK @=L

1-2. #&fR¥fm (& 155, W 105)
TBECREMEXICEH LEERSBER]
MRURIERXE RNEFE-BE S #
MRLURIERKE ARFE-HBE R KK HE

-3, #ERDW ERTEHTEAREX) RERI155. FHHK109)
g4 BEERRTEN T E KK
(HARBHE BLREEERBERE VY —BRIREV Y —R B & £ELVEHER)

1. Eig2M (R 162, &R 109)
THIER S R BOEBG DM ORE-FICHARRE. BRRE. MERARREICDE]
TRAFEFIMRGRBFEE S2H =7 &4

3 KB/ 3045)

4 CHERODBER

1) FHEAENINHIGEFEIBRIEHE/ETHEMOETE,

2) ERADOPCICOVWTEHEIHREEBER/ICTERBN-LET,

3) FHKMHIL Windows Office PowerPoint 2003 - 2007 - 2010 [Tk B PC FLEVTF—> a3 VICREW:=LET, USB
AEVIZTFZFALERFEDL, BFELLEZEL, M6 EOHEFAALARETT A, TORCIINETE= 2 —EKTn T
(D-sub 15 EL)#CHERDOLE, IRV AP TETE—2RBLTRIHERIXTHES S,

5. ZMmE (RS
TRAFEFIMGHRHARE SHB £F
MBLRIERKE RNEZFE—BE S #
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MTLRIEMKE RAEFFE—HE R KK HE
EimEHERBERE VY —BRIEE VY —K B & EELYEHRER
BER

1. A5 i sas

I-1. $ﬁﬁ(%§wﬁxﬁﬁﬂwﬂrmmﬁﬁﬁﬁﬁﬁﬁJ
MTLRIERKE RNAEZFE—BE S #

MTLRIEMKE RAEFFE—HE R KK @R

FR : 12G4-RD O 19% I FAKIRHEREIE TEN &6 L KR 4 KB K E B RIRBENAREHERSEN N RESN D, F
RBARBOERE LT 164 FIRRR., SMFOBECERHELEPFRKIENZTRE/RBET D) —TILRRKIRR L
1gG4-RD DEEEM L RE STV D, —A. FRIBEREBICH(THMUE 1264 DERKMERETHATHY . AIMIZHITS
)—TILERRR % & 1g6G4-RD DEEICOVWTHEN D o1z, I TEALAIE. Nt FIRE. BABREBICEST5MME
1264 SEEDERMBBIZDOVWTIRET L, RIBHBEFZH T —TILBERBEICODVTRIEL-., TDHHE. 164
SIERILESERICLEL T, SE&H (p=0.026) THY . BERERETEII—EEOIEK (p=0.005) Z@BH1=, 15
KFETIE 68 (4.0%) HMFE (64 BETHY. BERBEETEII—EEOILKX (p=0.014) @ Df=, TD 55 2
£l [g64-RD TRENDIRNFE (ERRX., TEREX) ZAL TV, REREZETAT 2EHICHNT, 164

(& E#mAaRE (43/HPF, 13/HPF). 1gG4/l1gG FEtERzEHIRELE (20%, 5%)) ZEFR&HT=,

NFETOMRBOEROBEFA. [0 BERKIER DHEE () LLT. UTZERTT S,
A ZEIEE
. RARIRIEXRDH B
II. BCREMRRIREELZHEIN TS,
I EgAR (BEEREICST2RRIERNOET 3 —MHEZSLEX)
IV. mMFFHIAR : & 164 MmfE (O=135mg/dl)
V. RERBIFMIRR
OBEDY v/ Bk, BREMROZEL RIEL
Qs 1 REHf-Y 20@ZEEZ 5 1264 Bt EMIRZEND
1gG4/1¢G FEtEfARatE 30% LIE
VI. BRERSMRE - FIRERLS DR OREBEBFMICERLG ) U sk - BEHEOZEZED. 1264 B4R EHa
M 10/HPF 2% 5. 5L & [g64/1g6 [BTEMARLE 405U ETH D
B. &ZHr
. ®¥zZ: VO+©@
I1. %2 : 1 + 11 + II1 + IV4VI
1. 882 . VO+Q@n 1g64/1g6 FEtEflRa LAY 30%LLE 40%K 7
SHEOAHITONTIE, UTFREFLTSY FET,
o g4 BERRKIREBOZEEE (F) Ol
- leGABEERIRIREERICET SERNBEFDER
- BREREEZEOH-FHEML KBRS
o g4 BERRBICE TR RIBREDKE D+
- g4 BERRBICH T2 R RBREMB R LE-ENHREHOEHE
- RBFEETHD 14 EERRKBREREOERNREF DEHE
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- IgGABERE & 164 BERIRRRBICE T H5REFHIEE DBLIERET (FACS 12 &)

FRK : 1gG4/HPF, 1gG4/1gGLbIZES TLIETL LI M7

ME: CNETORELE. Li RESORET, QEZHEETEL L. BEDEARRN 1g64/1g6 LE>40%T 2 filFg >
TADTKBENDIETLIz, TI D, [g620/HPF LR L <G> TUWVET, £z, 1g6G4/1gG kL 40%ZEHy bA T &
95 &—BRIC 1gG4 thyroiditis MEBTLES . 1g64/1g6 kb 30-40% %52 & LTLVET,
FK:BHIEESTLEIN?MDZIEEL LR L THD L. REZWO border line (1gG4/1gG kb 30-40%) (L%
BZICADDTIEGLTLELEIMN?

g :%£5TI1h,

2l BRI I—XESTIM?

K : FRKIREXREHZICLEBREE TANILADN, thOBPMEELIRVET R, He. BFRIREKX. 258FKE LM
B 1g64d TEMTESLDLMETI N, $H&E ULTOLIITHEETLLIN?

I. ®2Z: 14+ IV+ VO+@

1. #82: VO+Q@) or (I + IVHVI) or (I4+ IVHVQ®D 1g64/1g6 F5TEMATLEEAY 30%LL £ 40%KR )

III. £E&2 : (I + 11 + 111 + IV+VD) or (I/11/ 111/ IN+V®D 1gG4/1gG BEIEMARLEAY 30%LL L 40%FK )

oK : BEEICOVTIXES TTM? FIRIRBERETELTTE, BELVSIIYPFETLLOIN?
ME: ENMNBEORAFTLRRIREEETIHYEFT,
FTK: I TICHIEEHRFOEEESED MRHHFEST] [CMATWFEEELELD,

1-2. MR%m (ER155. MM 105) TECREEERICEHL-BERSBRE]
ARLURIERKRE NHFE—BE T &
MPRLRIEHRKRT RAHPE—HE BdR KKk @R

%R

ER] BEREMREER (LT, AIP) O 6BICHRFEEHTIESND, —A. XTAA FABRERICTHERER
DRETDHEVIWRELBILT L LEDMENHY . REFEF o AEEHALL, [BM] AIPOXTOA4 FAERRER
2B T ZERDWEEDELERALHNICT D, [HE) 2012455 AL S 2014 F 11 AICHFE2ZZ L. AF - 8EBE2
EHET 1g64-RD e 27 fl 2R RICTHHEREICRET 25T 21T o 1=, [HER] SIELWHELE TRD 16 1. RiEED
MIEETEHDREMER (UTAIP) B2 11HlITHo1z, AIP AHHHITIE. #E2E HbATc (R TO4 FEAFK 5 F
6.7-11.9%, KABO6HIS.7-1.7% . 41 VR UyibgelX, X704 FEAFIH. RaBEGIIHFHTEEERETZRDO
BB EA 5=, PSLOomg ETHETE 5 HIIFBEBEEDH T HoAlc NIEEIL LT, AIPEEH 12/15 FIAR T
A4 RABETL. 55 N FIIEXRTAAS FREICKY BEEEDH T HbAlc 4L TFOI Y FA—LTH> 1=,

[E%] [g64-RD DR T O A FABEIC—BMEICTHIEREBILERON. BECHEVTEEREEER Lz, RHHE
[S& YA DR U MEEDHEFE - EZANDATEEMENRE S Wz, 2017 ELTITHIERRE . ARICHERHIKE
7L, EFIHOEME & ICERDWBEES Bﬁbé—r—ﬁld)giﬁbfh’cuéo 5. BEOXMICEDVRATIT
1Y LEa—%4TL. AP ICHESTHHERERICET 2 8KIEH (F) ZEMT 5. BRFEMEZEOLEEAICEH,
BOTIERE 2, =, Al PARINOEBEZGHEN S, AREOENSBEFICEHLIEFNHINHE
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FHLTLEREL,

i

K IBEFRICEFITIEETETVDLENS LTI, ES5TITM?

H: MRl THNIEL, FEAIZ T2 X diffusion @ intensity (ZIFZICE D0 E L EEALR,
& : WRCP DADIBETIE, BEGEHRALLMEELIHDHDOTLLIMN?

20 BEHREIC diffusion BEBERBBLTE W5 LKVDTIEBEVTLLEIMN?

Mg SEBELTVEET,

g St 2

1-3. MRS GREKTHTEEE) (RE155. &R 105)
(EiFREERBERE V2 —BERARE U 2 —K 5 ELYENEZERZVLLE. fKY—F -1 - &
L7=,)
®E:
- 1264 B&E (R 3h) TEAXDZMELE ()
() MRICEWVTTEREXHDWVEIEEEZRDHD
(2) TEARERMEBIZSVT [ EHEREMRIBEEREODCETD
(3) fhiERAEEMEBICES VT (g6 B EMIREMEEROS (X2
(4) 1 (eG4 REDEMZEDH S (X 3)
HEF: (1), QFEEOQ), ADIRTEHELTELO (RTAAM4 FEEETE @) ZHBL-SLBVNIENHD)
BUOMID (1), WEHEETIO
E) U Bk - MEMRE. 164 BEMAE=10cel |s/HPF, [gG4+#ARa/ [gG+HiARBLE > 400 BR ET 5,
X 2) RERGHE. FMEEME, BCREEEX. RIRERRX T EORBBRENZ(BDLN D,
E3) 13mg/dl LIk, HREORATAA FEETHETITLHCENHY BEFICRAETHIENEFLL,
mi%E [gE REMEMT S ENH D,
MiEC : TEAIRE S ~7 £, BEEWERE Eit) /B SRMERERFEESE TTRMIC
1264 [GHEMRRRENREDOONDZ LNH L0, BINLETHD,

- BEREMER T TERRX BROF5E

TEAROEXAZEAT, BRICISERER (RO, BHOREECERE) NHLH5EEF. JaaLFa( FOERE
2 (FLF=UBET Ing/kg AE/B. BROEEOREICELCTO.6-1.0ng/keg AE/BTHRET D) 2&REL.
ROBENBOONNEHHT 5, WEICE O TERATAAS FNLRAHHWEIZ/NIILRAEEERFTT 5. EROH
ENEOONLBWNGEEEFERE EBLICEBOBAURICLDBEZRAD, X704 FERMEH S VK EEDSZE
[CIFREMFEFIDOHAEEET 5.

TEARDEKXRICEZEBERARO NG IMEE T, TERK-BITROBEET (CREE) NIROLIEEHEE. ¥
LATLFaA FORRAREERAD, [P THNL, ZEEZHALELEOONDID., BRGEDRREE
TRIZBRNT DRENH S

TEEREKRICEDEBERNG S TEAREEDETARDO NG WMGEEIT MR B EICK > TTERERDOBEFHE
tZRBERT S

TEAKBETE. REEDQTMZTOENGRILE L HEREETI.
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D UNBRMETERRDDEEERMICHRNAZHICELE S, LEA>THUREERIHREDEINEETHY.
A4 RARATICRESDBBFHRENEEN D,
(PR 26 FEHET : BEHE#HAMRBRMAREE HARMICKD)

- T1gG4 BEEZREICET MR AN bEREEIHE RISz b+
OIGABETERXRDIMEE (F) OFE
eG4 BE T EARICEAT SERNBEFOER
GRZBEZEO-FHERT AR
@R TES - TEKEHDOREMKREICH TS [g64 BEKR BEDMEDIT (GERIZH)
BARER TEKXEREFZEOREHER (SR - R BRT)
RETUITL—F&BT—25KE (2EEFRE)
TEAERBBOREZE (hREE)

K:FEAD [gGd BEERKIRRDZHELET HE, MRT &M [g64 EF T +4) ARWVIIGY FI .

Mg BRIRTEBEBESGTVESDPLELVANEINTL &S5,

SH: £5TIHR,

Mg AEARNICS WERZDOR, 3) or 4) EWVS LTI,

K BEEICOVTIE, SEDORFERIZIEHY FEAL. EROERICIE TRILECOBREENLE] &iGo
TWFEITR, CORITONTIH, BEREELEICHERLTAHAELELI,

| E{RE2HT (R 159, FER105)
[N DEREDERZH ORI HNAERE. EERE. MERAEREICOE]
FRAFEPHHFRHNERE 2H £F7 £4&

2R

eG4 BEERRBICE T A0 - NAMRERZRKICHY, TERRE. BERE. KaRRE. BENLEREOR
ENFOh TS, EENAREHEBERESLRLELE L TEARENALNE, o OMEEHITEBICLERD LRE
DHEEIFZCHEVD, ADMEK. BREEERELLEETHD. FHL2HORELEET H L LB, AEDOR
ﬁ~ﬁ@%ﬁ£t%ﬁﬁté HEE - AN BREDE ETERFRES S URNARHRET. FENLTEGIRLERE
ShTWS, THMARFRE. BERE. NEARREIRBEREKDS THRET DRIARZEHE, SDWMEN LTS,
ERZHOEENIKRENEEZ D, SEOBEMIE, M - RO BREICET I2ESBERXDLE1—Z2TL). BER
BlEEBHICTDHHEULTEBGMRERAT I LETHS, HICRHEHRRE., BERE. MERBEKRZED MRI S CT R
[CDOEHREL, ERZHOBRBNODZZTOFEAUEZEA-OTHRET 5 (BIBROEBRREICDOLT., BEMHEER.
AERXERDICEBEOMR I BEELG EDRHBEHRE 20V,

oK - (AEEMERER 2 TIX.) ANCA BEE & EE L T 1264 B EREEMAEIR & A2 MRT ERFRRIZG WL TL £ 507
BIZIE, BRIRT O —TORMIEL) vNKEHERBRT IBEII-—LBEDLSILARREFLZVTLLEIN?
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2/ : RALBESEEXTE, BRTENT S LIEE#TT,
S BIZIE, BMLOEWNIAZNTL & 55 2 1264 BEREMEERISEC YOT VML AGEHDITLEIMN?
EH: ANCARELED T, EDEIGHEADENVIESESI T,

ME . SEIORFHES TREBEZEICETE > TWEMIXENEFEFEH>F-TLLIMN?
K EFBREETE>TLREHFEDT, EXFEMENHLIDTIHLELTLLIMN?
ZH: £5T9 1.

ME : HBEROEHEEMN>TLEIN?

Z2H : SEOKREFOPICELENS-TT,

K : HREROBEDEEFEZTLLIN?

2/ wREE TP B perineuritis DFFR T,

K : BEEAELES &, FRBIFMICIE) ES5TLLSIA?

Z2H:  HEELELNSEZATT,

3) AR 304

*BEPMBEERETBEREL. REREETo=.
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SERARSFLS G

2017 FEMIGTHE  BIEE  MREs RS 1EIE R 2017.8.26 @ K 2RISR
(HE ks BEE2ER)
1) [P B TIT O 2 & Ok
- PRI 28 D FE FE /3 B DV T
—EE (PO2 =60Torr) X7 H 720
EGIEIT, MEEEOEBICLELASNDDO T, ETIEINTITI,
2)  JHHAMIHAEDINEE S ED XD ITAT O M
—OVE TR o 2
Regs M VR E R A2t 3 5 S liaak S A pim < BlErgt. (JIPS  Registry) (2%
IgG4 PIEEE 2B 503, RIFHMIEO =0, KR 5 FLLED DD,
SBOBFTRELE Lc, (BICA—VRETIIAR - BfHAZRDIZ, JIPS Bk
JEBIOHIZE DL 50 1gG4-RRD B3 55, W5 7 —~% JIPS Registry (&
S5 )

2017 FEMIGTHE  BIaa  MERER RS 2B EH O FREREE 2017.12.13@ K HASEE
(i ofs HE2R)

1) IgG4 BEE ML g8 B O 2 T O FFAM

2) BEIESOMESIIZH HT B KT DR

1) IgG4 BHER-L 2R B O 2 I B E O FEAT
IgG4 BREMR a R IS, BRI RS IREBDN LT &

1-1) FE7=2HEREZ ORISR OMSE

O Piagf F—=r2x (JUAR)

BHL (H{fIfiirg - %th@ U o SEiEiR) % £ -7 1gG4-RD &%/ a4 R— A® FDG-PET
AT L 2 et at 4 5 & . IGG4-RD Tid, MR - 58 PR - Bl - & H P FDG O8RS
BRIZHY, P F=T AT, SEMEBE~OEREPERICH T2, F7MM - PR
U280 SUVmax el 5 &, IgG4-RDIZHE L CTH Lo, R—Y ANEETH -7,
@EGPA (J7)

IGG4-RD 2tk LT, EGPA TiX, WMiB72 EZ2ELT LAX =1 100% & mBIZFR O bi,
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REDEIBTEEER T2 ENEL RIMEIEDBEAIN(SABYFEY, BERRICBEEL T,
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RENGR > TWAEMITRBIEBR DL, FHHNGHEBERIZOL. Thhi, 1g64 BHEHE
BOTLENET, EILNIREDLDE 1564 BIERB LW T HDILIERBICBLOEBNET,

£5 1 DEZRLDEHEANKREERHL THLE S LT, BEREERENZEC N LTI Y
ABTETVEMNENSE, RERFIIALEEREBLB ASBDTT , chETHIDRED
HoC, MDEREBEEZEZDNEN D, B REMERRLIINCA 0, EZ L, TR ERRED
SEHEIZ broad TY DT, BWTEENTEFTYIZ,
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1 WECREMREEOBIRIRELLT, WRERBELVNSONFL THY, BEOEXEEIRYEK
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Ui@“b da e DNTH, MBBOBHMERQEATNDIENSIEEFEHLATF LT RNE
WSEZADLEICTEZMEXETT,
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EEEISRSIENENSIEABH DT T, SIVDEDEFELALMRANLIEAANNERNET,
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BUOEME. ZHERHEEORBLIEEE., LALBRENNELETS,

>Hil @ExE

RESTEBIIZDNTHIELLES,

57 mDBHT, FER7EL, .

2014 FIZRZTHMEFREREZE2HEFEIN. YROBRFAREZZ, CT RATAMPU /I

FER - MR B ZILK - 10155 IgG4 2680mg/dL LS EZ RO, 1gG4 BEREBEZ, JLR=VOY

40mg/day b‘Faﬁ?Aé?f’L NETEBEIN T =EWDRRTL=,

2 FHD 2016 F 4 BIZ 7m /day FCHELLECAT, FEAMAUVREIANENTERENDTE
&, B ENAR B B D B ER AR M tﬂﬁﬁﬁiéﬂﬂmﬁ%&m&ﬁénibf BEMNEENIZARESYEL

. E%El:mml&tﬂnﬁ%b%bﬁ

BRI EEE A< AMBKIZIES. CRPIEO. 66mg/dL 4 [E] A B & 1gG4 & 549mg/dL,
IDERICIEFFICEBIEGRL BEL NSV 2 FRIERELRE bbjlstaébjitf/v

ATOARB R 2 40 CT TIE, BEIIR T OMIEEH 40mm FIE T, FEFMBEISEENENIR
Tz, IRYIER->TCT %E%L'C«#i?“& JELEJJHJT?WII EVvvELzEE R HYELT=,
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BOAEELEL, 2D, BEIIREABORIIZZE, ATOMRET—NN—LTEELLENEDD,

KEIRIEDOEN 55x57mm % Cihk, BAIEO Y graft & BATTDIELE .
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1 Eﬁuw CT CTRIKIENHDIDT. BRELIEHIERBNET., B YMEELESEELZTN
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>E FEEE
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2L, FOBRIZ. 8 AN CT DHEEfTRE 10 BO CTAREZ8 b BT B MESBREIIREL £
0. ERENEICENEHYELE,

SMEEHYVES A, ENEFRIZHBEIDY., KEKECHMEHEIXZEOH T, CRP A 8.53mg/dL & L
5. MR EFRY. 16 IE 1590mg/dL, 1G4 [% 43.6mg/dLCLT=,

8 ADBIRT, BHAKE Aok BB D EKHE CTABIROIEA ARG EBEERHFTT,
10 BIZCEHE CT 2o = CEFnmEAL T T, BEROHIEEZEFTILAL TR T
L7= ﬁ%;@ MRI Tl&. Bk EFE OB T2 TIEES. diffusion THIEETLI=DOT, ASHD %
FEME. 7K%Y rich R E TR AN EHRES N ELT,

CORAT, SEBRIES AU RBITAEE, Bl /I TOMOBIE ORI Y
EERELTE 2 £, AROBEEBIBN T, BEOF HIETHT, 3| ARBA hard 124
BCHoC. IO AR SRBEN TNT, e MR SE- D L 5H R CL, 1
ERGHIL DL BT REHIEE A,

AAEBITIE, fﬁﬂﬁﬂ%ﬁﬁr%}AﬁLT‘j{@jﬂﬁﬂ.J«‘:L\’) DL, ATO4/R%E 1mg/kg T 2 38
%5, 2 BEICEIZ 10mg $OERL 3 ﬁﬁlvﬁﬁﬂj{ﬁﬂmﬂﬁo)&ﬁﬂlﬁ SIXZEBAIC#E/N LEL

hO

ROEBIE 42 OB, BmIFFOMBEFEER, CRP S1E. .
BADDDREFELLTRAEFINL SN TOELE, LALERE S FEEOHR THAEXIE
b, REOGSRIRE OB DB D=0, ARRICEBNAINELE,

BEREGARTRICERLE I NESFIE TG, AmMBkO LR, CRP9.3mg/dL\ IgG_1706mg/dL. 1gG4
FS 195m dL TLf=, MEREBILEEME. ANCA BN POSETLE:, &8 CT T, XEkSEEDEF
ﬁ?ﬁﬁﬁrﬂﬂaﬂjﬁ%ﬂﬁk@&rtﬁgmtbil/f:o MRI Tl&. T1 & T2 BNMEIE S diffusion TE{ESTL
T*O)'C RIEELLIEIKS rich IR ETEELELT=,

A DMTEL . MtimiR it iEE 2 Ot L 2B IRA E & NERBIEOKRE. BHIEDKRE, MEES T
BED T ESMEIEEAHCNTIEAL, 1564 BIEMIIEBT~d, FRRNGRIFR THY
FLfz BREOKBIFEXEZSELEL T, ATO/RE Img/kg T 2 BEHES. 2 HEC LIS
10mg 3 OFRL T, KEIR S FRI BEQRIPMMEITH K LELT =,

12 ENARE B X Z WL TG ANEL TIE, AR KRBk, ME. IEHE. RFEMRE
T R, BE B ORBD CRAIT NELEEZTNET

(N ZERLQ)ERF 2 TIE 1gG4 ANEM =TT DT, IgGa BHEMBIEHYETATLETNES,
BEOECDLFIZHIDNEERNET, FEH 1 (XS EBET HERNELE,

S ERIOGEMHIE. ’a% SWTEELE TS EEHPYETATLE, RIZ, DEIEANSIRESINT
EREEEE )RS ##EEE’J W ELAE(C Eﬁblﬁ@“& fE 1 TlE 1gG4 REEF>TNEBAN, HL
2EETO>TOVTCEHETHNUIERED ., EF 2 (LRI ETINEEZAET,

>KE FEERFEAE

MELLEIRABRAZEBR TR OITAIENSNTTA. 1 {b‘u BOLSIZARITHRENBEI LR
2L LF, Db OB TIEGM oz DT, ECEEELEREERNEL,
TO7DEE ST, cOEOC AR IR EAEAT DEFDCERIZOANTLEIA,

> E BREE

AEBEATHELMNZERLTLDEIBAIFWNELZ, FOEFTIE, RTAOMREERIZENEHELT
LEVNELE. ABATOIROBE CEOBRELEELOTVOAMEERST. EEU&(%»@L\W&
WERWELE . COERID 18G4 [FESTLETLLOA,

>Nk EfkE
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>%E HREE
FIFERBOFELDYELED, WBINERLCRTLIED 1864 M EASLBWEFINHLIDH., £
nEb RHIZFEoK, 1864 BERBEBRAWITEIRBLBOMN, ESBDOMNGRERNELS,

>npE HkE

RENIREFH AN EFRETY 1gG4 BAETH, JAERELTIATAOART, ST 2D TEN2=EES
ATTITE, SERIDESIZ, RDIFBEENNBI@EID=HIZIR B LR WNENTRUNENDS mTIE,
IgG4 S A TEREMNELLE>TLAONELNEE A,

>FE BEE . -
ATOMRDHFELEZFDEDOFZBIZ DN TIZWLMATLEID,

>N BMSEE
ATOMRDMF =L 5mg T, BRIEHYEE A,

SHR RRERE N s _ s

IgG4 BE KR B EOSERAHDRIDRER T A, COFERFIDIIIZEEANEIR > TEBREIZRDAE,
BENSECEBESIC R KRETRDANNET,

ZNNRBOBBEON, KEMISESEBLBONEVNSITEEEHTEAGTLVNFAOERANE
L7z, overview THEICOVWTHMNOLNTWELETNE = HERRBROEBEESAL COEE
SATIE ATOMRIZ2HEORISERL TS DT, 25\ o=l EH T, BRIEEDHEAILT
[ZBEZLLTOABTRENFENERNET,

>KE FEIERELE
HYMNESTZUVELT=,
REBEODCRKRE., 1864 MEMRFREERTOARBEREVNSCETRBALEIZESELEWNVEEET,

>N ZNkE
P 1 (% 75 DB M, ‘ . ‘
B O R EMERELREAHYET A, BRI E T 740—ShTOELE, BIRFEPHYET,
PIDECTHURIESZ . FEDHIZARL, M 156 3566mg/dL, 18G4 4¥2510mg/dL, B RNERDE
RRMNBY. PET TEREZRHFELL

BEIRIER T, ABEIKICEIROILRADY, EBBIKICITIIREIRFEERDEL, CT TEE
Wi B B IS SR EBRE R DIERABYEL T, 18G4 BAEDIREA5EEZ LIz, PET TAREEIIRIZ—2K
LTERBDOEMABY, B NIREBOEFIEN, FERICUEAMDERERHEL,

F9. PSL30mg THtA. EBERODHEENGE THo1=1=th. ATUNEERELEL,

ATAARERIZEY, BEIRIMADEREBEE (SN EERDOEL=, REDREIFEINENSE B
SEENRD 3 BH-UE CREEACEIIENATT A, ZOXRBOBEIIAEIL, M2DRELLEH
EAHEINELNFEBAD, DPLEE/NLTWBR B THYEL=, CT THTHLARBEIRFIEDEIRD
WaREFELTWVELE, ZBEBIREIFEAEEZDYEEATLE,

ECAN, ATUNBEBEEHZDIAO—T7YIDEDICHREREEETVETE. ABBIREMHD
BIEILRLTWT, #£5. BOUIBREBIEEONANRXAFMENELE

FMiET R Tl OIMRICIRMEIEIEENHYE>B T, BEIRBOMEM T, HMEIZ 18G4 F5ME> /X
ROLHDREERDOEL Iz, ATAMRBEDIIFIZONTENLNAE LN TNHEBNETHY,
NENTEFL - MEEELTLEN, TLABEFESETLESON, BICERIIAENT VI —12
07%:?0)75\0 ZINHHDENE BREIBOATOMROBEEDHBTIZ ONTDEZIASHLUIZL £
WET,

FEBI 21369 DB M, VIR TFH L ETHWIEDZMI T, AT 0/FE 15mg A TIRAL TWELE=,
BHOTIIcHBEEREZB R0, BREAMERZ,

MR AR DAARE T 18G4 IS MEMIRR DR E A TERL . 1964 BRE & B L2,
9716mg/dL EMRYEE TLT=, CT Tl&k, BB XEIRIZEEDH K, ¥
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G4 A 2390mg/dL, IgE A%
FFEAREAS 86mm, fHE)

A
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IREEAS 57mm, HHE TEHIRED 42mmTL=, BEIREEICE K ERT R ASDY, LB 7D
BRI, %li&‘@ﬁﬁuuiwik%@fgﬂ%‘é‘ﬁ@ﬂﬁgbﬂﬁﬂk AR E Ik Z [ e A% F IS SR BR D AT 7 A
ROSNFET, BENNOER CTIEEFT FITRIZ 90%DFEEMNHY, MITHEENNELEZSNFEL,
— AT, MBYDILRREHH D=0, [AIoADHNELRRLMBETIERVNAEEZLNEL,
LOLFMIRIEZNEE R ATO/REBERE LT, 60mg HMioA2—M THgiLEL =, [1F 1gG4
(&, 2040mg/dL M5 173mg/dL ETETLEL= .

AT OARBRBICAFENRB IR BRI KRE R EEFHVE R AN, BEINKEEOBRAR 2R
DAMVEDRERITH L L TRYELE,

COERFIE, MATHEEERITLLBADUNEYETO TS, MEIROBRESZL TSN
Flfzo ATOMRD RIS, BE T DEIRDIBLAICLDMEDNLHRINHIDNELNE AL T
=. T TISHERL CLESTWBRERIATOLA AR, TEAZBIR T BRIREMHH S .

— A BREREEESBONENSHELNBHYFT T, BBDENLICECTLEDZIZHIZ, ESVI55
[ZXISG BMENSDAZABEMNEELNNRE, TEERADE VG SIZIE, SARIFMEFFTLEZI AL
WDDGEWNSEIRTIEHYE T TED, BAGENHELWNERNET,

SE 3 & 50 A DZE, 3 ‘

A NROERNHY, BELTEEEVWSCETHRNRERMNT DAL, 1864 BitHilan 2 BN
5G4 BER B DBMIM DVNFEAITY, IR CT T, B, Yo/\Ei, IR, B&. KBk, Sk
EDZEHICERCIEEEREZRDOELE .

BEIIR CT EBERERRETE. ERTM-AINITEISEOMEL 2 KHTWLT, fHBHARIC
fistula Z4EY, F/=. fistula [FERIZIER LTOEL, PET TIEREEIRIZA > TERBA DS,
fistula [T R HOF=EDNERNET A 1gG4 BIEDRENE S LI=EEZLNDIERITY,
E(FAB., FMELTNDEZATY, YIKRLT fistula @ 18G4 ZFARDDE, BEIRIEIZ DL TIEA
TOMRBERET O TRBEHDENDIHEHTT,

FEDHTY, WRREICATAARBEETOI=AANNNESH, FEFIIZELY shrink TH35EEHN
(E. BRI DT —RbH D, [FoTYESHD=HIZH FERDBEBENIDRELBNET,

>KE FHERSEE
HYNESTETWVELT=,

>%E HREE

1BIBTITE BHMBADARIT/NSKE DT, FLAEKBDIDNEENSITELET, BAKLE
DE-2LHDEIZMAR T B T— RFRIC A IRIE 2= DA B ENITEREZEF T, LTAT. BH
IRBEBEDKRE DM TL TREGE1=Y/NEE =YL TN DA TLEDA,

>R BNSTE
BHIKABAOEEMREE, fil/MARZE#ER: L TOEL.

SR BRsL ‘
MR R CREEA NS >TOBETEEMIE VA A TLES A

SN HAEL o
A THERAS Ui/ N1 512 B2 BRI IR B B A ELNE A,

>IRE BT
DURTEEL VST EEL T, BRNAENEEBNETS.

2 Bl B REE RS STV B TEOMEE VA TT A, RIGHMEHEHRICHHEEZ TH
P BATE, T b, 1564 EEE RILHNCIZH oA TT B, CREZRIC REMNEREE
Lo TVERESA THEAVAE, BEISNTZOIVERHSNTOET TLESD,

>R BNkt
SRIBEZMEL TLBIDEZRIEDINTLEE A,
FEMIZ. 18G4 DIERELLTEHEYICHHANAVD T, BIMEHR/ENH>TENLIEL AL
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HERWNET,

>iRH AlfThE

3BIBERLT. BEIIR-FMEIARELN DS anomaly D 1 DELTHEMAZAONET,
ZNITH-STMTEELAEDLYET DT, BEIRBNTEDCENHDHENSITEEFNTNED, T
IHBH, SNt 1gGa ElFRIIZ anomaly Ao B SALESLZTELWERLVET ,

BCET, IBRBEEATOAREDBIETRENSNELZDOT, £ELEHFILTLOEDEYIFRLTD
SVFER A WEFRRINGHOLSE, S, D L<DIERICALHVE 1864 BIEREMNH DT,
MAT, MERENDOFFIZEIEZ DD, EVVORBBIREDAEFIENSZET, MBRICIRYELT=,

>N BENLE ‘ ‘
SEMLTOBERIL, PET TOLERBIHDEIENZ . 1gGA BEDREN, ECETEELTLDD
M OIWWEBA, REBEATHEEZELEWERNET,

>H0 BEXE

BEOHIMEEAEADENKELZEVSDIE, TIDMEENHKESNDHEFOINT, BRAR

zjl*faj’ﬁo;/b;fi%ﬁa@75\72&,%'\97‘:&:73%36L)$Lt REGREEICLDFTMTETILO
/¥ A Zo

FMLEEZIZ18GANTIMBD T, EB2LP2ATTIFE, TNILBO N THENERETHLI=S

—AEWNSITETT Y,

>Oi [EHSTE
HFIHBROFMTI,

>H BERE ‘
tfﬁﬂ‘%@ﬁﬁﬂ’ﬁ on pump FMDE. 1gG4 N2 EIME, HDTFBIZDNTIFMZSN=T
ESPYAAN

> A BNSTE } s -
REEF MO R THIREMALNTNT, ZORBEELTOER A, 18G4 TAD=NEIH
(FHEFLTOER A,

>HI BEXRE

ATRARDBBELSNODNEIN D RNET &, BEIIRICEAL TITREA RO AT/ /RZL
TH52T. FlZ off pump DR TTITNEE, on pump TROTESLDT, TDERDRBEHDELN
SDIXESTEDOMNGERST=RETY,

>R S Bk E . .
BIBAD DB ESAICATOMREGR, LLOSDITTCWNERABHYES,
gﬁiﬁfﬁgﬁﬁ“ﬁ&@?étw:&m RONRIEFTRAH D, EWLVDEZITITZATOAMREESIZELH
BERDOIEERE CIERTHEREICRATOAREFESET BE, AMNEFTEDLDOTLEID,

>N BENLE
ZNLLEDYPLEEZEFFON TN D ATBEME, TLEOHD, RATEAREFESCLIZKDILRDIRIEH DD T,
EELDMENREVNHNEVIZRICITEEINREBNET,

>%5 HpSTE ) . i
FHBREOENEEDILERBRE THNE. RATOMRTEFNL EIEELAF IR, S8 FEMHLALT
FTLDOTIEARULD, EOSEIFTLESD,

>R ENEE
FDEIIEZTNET,

>EE BESTE
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WMEEZRFT L PEDILRVGCTCABREICHLTATAIREFEbN T —REHYET DY,

SEA BAEE
FDEIBIGEDBBEDERIZOVNTIIMEE A,

>kE FEIERE A ‘

3 ANDEEAIZ, EBICNTITA—ICBATREMNETBNMNN=EEELE,
L ETEZEERDOYOEBWNEDT, HUYNESITINVELT,

>SER Bk

S BIZREBERA discussion N TEEDERBNET,
AKBF, BIELWECAREHYNESTSNVELT=,
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F 20 1gG4 BB KR BHIE-EHIER WG T4
EEST{ES

1. B ¥R 29411 A 18 H(L) FRIB~F% 26 409

2. &5 TKP ERERFTAV I7L U AU R— 9F S—FT 424 )L—1 9A
3. HEE

WA =N HRKRE

Rk AL EINKE

B #H— BRERXFEREIVVEEFEERtEVZ—

Ak EF0 KIRERKXF

(BEBR R EH— KERERXZE)

4, BFERR

>HAx E
%2 [0 WG ERIESETWEEET,
RSk So AT 1gG4 B EFIRREDEEZMIZHITH)—L—T9, TlE, KALLBELNLET,

>k R E

lgGs BEEHRBHLVIE 1564 BELRRBICEITIEIRFE (CT AT RICEAT A& ETIICDVTHEEL
T BRI, /INUITTIURD overview ZSBTWNEEEET, COHRXE. MEBERZEDEEKREZORH
HI2RYET, 1gG4 BEEKRE T, BRI KBRS EESAREENERAIZZL 1 BKLWLEED
SOTHERBIRICEHFLES, tiEizs. MERBEREUNDOERLERTELETNERELD
YZ5T9,

(BERDERAD=HHEE)

45 [A. 1gG4 B EKREREE. IF 1564 BHEKRRBEE CT TR TETELFENINELDLSIBBDE
BONENSTEERETLELT, 1864 B ERBEIITEH TEMNLL, IF 1g64 BAEEE L LLEM
£ RBARAKAEEED 16 . MEX—Fvbh 4 FHITLIZ,

YT T, CT (X 2.5mm EHLLIE 1.25mm ETHR>TWNT, EEBAPENATA A TEHETETLN\SE
BoTWET, 100mL L EDERFIZFE-T, 2 BUL EOER CT AEITINTWSEDTIHELE
L7=,

lgG4 BEEBIRE TIL. IEER. BB . ANEENERIMIZZL NTNRTE LT REIR. SR,
T IGEIEEARICEE S S TNET, H /=10, JE 1gG4 BERZE TIE. SRSEFBA DR EEIRIIZZ<
T, BEBIEDRNENSDICEH>TUVNE T, FHOEEEMRIENICRETL THDE WEETITK
FHREEBRIIRTEEELDHYEL,

EDEALIIRENHDEER TEINEH THDE, BEIREINKREDHY 7L T 1gG4 BEHREL
WADMEWNDIE, BE xx%. FEE xx%. FHERTEE xbé, COREDZRBEICRYES, I8
HOWTNADH->THEE FNEIRELIIBEFARICAENIET DL BREIL x%b\T, HEE
85%. (BRI P KL xx% T, CAHAELHNLIES—FBVWEAEHLELZONELNEE A,

BEREDREICLDERNTIT N, BRI REIIRCTRMEZ xxmm [ZERE T D&, BREX xx%. FEEIL
xx%. BMEZ xxmm 129 5&, REIL xx%. HEEIL x%TIHD, BEEBREIIRIZ xxmm LL_EDEE
BEMNBL, I 1864 BERBENDTONEADEWITERTL =,

CORERABRXITA DT, broblE IETY AR BENSCEZ AL, X EIZARTNEEE,
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ME RAF=WNZEDIIERIN TNT D RIBEEIEH DD TIERLNERNET,

>R ENEE

EEMETM T 5156, MEXTIE PET REEEHETEHE T HEBNNET, 1gG4 BEHEKRRETE
FHEETMTAENDERICODVNTIZIELWNECAEH DN ELNFE B AN, CT DEMRTIE mass D
volume A\ IgG4 BEEREDEEFHNEE FRIT AL OBHEIEIZLRDIDOTLLID,

>Rk BREE
= A. Bl EIE volume 12722 TL&LSL., MEF LI 1gG4 DEIZRDENSTANLET,

>EA ZNEE
MEXRDELEICE ST, ATOMREEREBEDRIGHEIENDITLEFHDDTLEID,

>k R E

G AN —FBLEBIB TSI L, 1g64 B ERBDMEREIZITEIRBIENEHTEHIENS
{T. IgG4 BERENTEHECEIVOCTVDTHIRBIELDOEHNAZ DA, ZFNIZLTE RLE
EDOANELERTEH, BIREEARONADNZODTIERONENSIHIZEZH >TWVELT, FNESH
BERTYT, BICMELTTE EBHOENED ST, (FEAEFHIRBIEADYEE A, X—ADME
DIRREAZNET DT, BHEHIELWNERWET,

>BEH m—FkE
IgG4 BEME X ZHoTW\2EImE DHIEILDBREFIZONTOT—RIHYET .

>HERK BRREE

SHRRTNDECATY, WIRREICIIERAERISERZIL T, EVLVOFRXUILKO0HYET, 1EIR
AR AEIC, BRIEIEEFRERKISZDWNTHFZRL TWEEIT 5L, 1gG4 BhEREDT X TTIE
BWEBSATIHE EED 1 DD trigger NHEIBAT 2D TIERULIMNEBRNET,

>BEi Fm—ftE
BRI B AENRIELNSEZANBREO>TETVET,

>Rk RALELE
EEREARIXBOF R EDT, BELHOTEENLLBNERNET,

>iEA BNKE
REERRENR B B DR R LR IEIRIRHEE DX BIA LW EVNSBFEL TLI=AY BB D BIIRE ISR E
WRST SR REBRRMEEDTREREHYE T D,

>ReoK RAUSTE
HYET, XA REFTRIEECEDOTLLITE,

>R mNKE
TEEESHIRETESRAALREITEOTLEIEDE, Z5TEVEDABHYFT A BIEELNS
A RIEEDRSITTFEFBITI M,

> oK RALELE

BEENKREE>TH, OEFICEESETHLEHFTVGT, COERFITIE, EEFERDORK
ENHOT KBEIZZOTAT UM ADTOESFE ChBVDREGREADO>TEHKEE
[ZBBBNANERBNELNETY , EEREEONNVRELDONEERFTT,
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>HEa ZNkE
HEEIAR. Hﬂﬁ)ﬁﬂﬁ?@fpﬁ%lib\b\bfﬁbxﬁb\o

>k BREE

REIARELUANT 1gG4 BB R BN RE TREICE>=EVSMEEHEVENERNET,

1gG4 BB BN MEIZHENDENDT, 1g64 BERBLMELTLLAENDNDE, FhZ
RIFEERNET,

>HAk EF

FIFE, 1564 BHERE TIXMEOMmME I tl:’\'CJ_L\c‘:L\:)C&’GLT:b“\ ERRIZEBICEINREN
Ho=ETIZ, BEMERBEWNSZEEIHZTLLOITE, MEXKICEARLIEEDELTERIZZENDLIR
RRETHYETH,

>Rk RS
FFETHLWNEDEL DL Eldheim-Chester SRRSOV EN>TIHRWNERWVET, B /ET
lit-j(ﬁj{%( li&b&h\t/b\b\i‘d_

>Atk EM
59 5&, Al mm LLEHBIGEITIEIDRYFENSLLN IR EEE Z BDOMNNNTLEID,

>k BREE
fFRIELTENTEDLBWERWET, FIEBEHOGZAD/NEBHH=WN/E>TUWNV=FEWT, JRIEOIEH
ERICESIZLTUWERETRIRODWDWERNET,

>EF itk

TIMNRYEWETATT R, MENBNIEMITHREEZQVENT RV TY L, ISR NILFM
EBZRBVEVNTRNEBVTTITEL E5TRITNERBEHRICRDATLLIN, SNMDIZRTO
AREFEZENTT L,

>Rk RALELE
HBEOIELZNTI 4,

A e

HEREE %)JHJ%@EXB THo1=b. XTD%Eﬁ«EzliﬁEEBﬁh‘éb\%bnm\tuol/t E3¥.5)
SIERNETA, LohlEDREAETHAEENELVIONKET, T, BEXLTEIZELE
WESIZTEBEVNWERWNET,

>Rk RS
4 HOAREMEADZWHEREZBELTVWDIATITITE, B REEEXDZEIZIE. BEED
ﬁﬁ*?zl CHERICELETDATTITE, COEETEMEELFLIEEC, ZREMZEZET—ILIZT D
DMENSDAKE,

>Hik 0

AT ORE B> TRAAERDENSTETTHES, TLTLBIELADIHDBIRENTET
WBDOMELNEN, B REHEEX TRELEEAOLRMNZ, HIIEZINDNENES LB
FRE-=DEITE, EAEABARBNREEDES. FDEIBRERIEIHYEST TLLID,

AIP &85 D TH, BIIROILRFICITE B I RETHDHENITETT R,
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>k R E

ZO5RBWET,

ZHEZEDFRIMEIZEREHDZLEDTT A, MEFAFEDKRE THND>TLEWNIEEWNSIENH S,
FNEFOEYSEBEOICTONSIREZEFTEDLELLIEWNSTETHNIL, LICHLEDHDARD
SO EBEELEST, EDEDTESE2 e, ROBEHET DHODZEEELNSDEDH
Vi ALSRWDRER>TUWET, BORETL COV=ETNIEERNET,

>ak EH
BN ELE. OMERELNTRNHYET A,

>EN Bm—kE
PDLENENETTITE, SEBRIFIANPNCE ST, MERXOHAIRSA U EEEBLELERETE
EHTWET,

>N BNELE

SRDOZHOEEZ, NgGs BERBENTDMDIME X TR EFD—E TRILHMETTY
S HIE BREEDTRENIZINADE=LZW TERENIEDIERLARER>TEME

TWEEWATTITE, IFREBAIS, % - IRAREV S EESEICLT, MERCFET LY

OO ZRERWNEL,

F39 BDEROIFYRBEHIZIEZ IS X EICEEENSDEF/EVNDONEERNELE, COME X

. ELWWEWREBEAHIDTT FEL, ABELSTICENELIDFELEEFH#H L OA G ERN

FITH. LWHANTTH,

>R RAUSTE
RTTIFE, MEXDAARTAUTED,

>ER H—EE
BERBZFENMIOZLEHF AL T WAABRHARSAVEHLTWADTTITE, MERDHTARTA
VL3 BIZRRIZRYET,

>HAiR EM
1gG4 B E M E K EIT THARSAVEER T D EIZFEDHBENERBNETOT, F505EDM TR S
NTWT, BIEZLBHEDEENSTEEE OB T EELDOANWNDTIERNMAERBNET,

>EN B—%&&E
— 5. AAREENTHEEL,

(HE)

>HAiR EM

EDHTIKEBETIE, EIFIBENRTNIE, BEICLEALNNENSITETT R, FIZLVSE,
AAA TENTULT, I 1g64 NELHRCTEH, T30\ 1g64 BEEEENhINEHMNFEAL, 2
SUDOEZAIF, FRMNEDAYOENSZETH ST, IF 18G4 BEENHFTYS WIS ENT,

>k BREEE
F5RWET, B, FIULFARTWN LD NERNET,

>HAk 1E
A EE . DD TLEID,

114

280



>N BENLE
T—R%EE2EEDEBRELTUONENE, FELL O O>TWVEWNEZANHDHERNET,

>Atk EM
(RAVNI)BEEESTT 3, T, BEIMDNIE TV ELEEEWERNET,
SHRIEBTELWNEZAESIEHYNESTSVELT,
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JEAE T

BRI EHAYER B BORN e 2

MgG4 BEEAR DB W B YEN ONZ 2R RS OMESL 2 B398 BE

P B

H Bf

24

(e« BBRE SRt kg

R 3041 H 20 H () 14 FF~16 FF 30 73
s AIRK T B IR B U B I R

SN BERIRE R, KRR, R R, /L&

1) H O MEBEREERZW Y 2011 OUGETIZOWT AT @ KRR (EMIRE)

WE DREFRIZ OV T OB (k)

g 2 "2 9 H T A AR o B O EMUE S BB (R B ORI, HMZE A~ 78 & OB
PEZgRER) (k. ),

4em LR D AIP & e 2 i35 & | capsule-like rim 135 X BB MR, FFRE NSV
DEEMEAZFRF L TH Ly (K,

FEIREDIHIZIEH T % & Lymphoma & O#ERNIFEEL W2 235 (BEK),

ZERE D LS DEE
® MRCP: BIfED draft |2 K& ZMEIEIIARE, AT O OB S OFHMIZREE /2 = L R Z% 0, &

W FEIR A LW GF R, /),

Dynamic MRI O MZHOWT : #ESE XD (FF k. k), Speckled enhancement % #3893 %12
I% dynamic 8%, CT THMWEREZ S THAT S AV TWIULENWIZERD b D (k).
CT, MRI 3% & Tit#i L (capsule-like rim & CT 7217 THA LD DIT TldZewy) . AIREZRFRY
EEABERECLD AT v 7 w25 (RRAOEE), HHl MRI i CT £V bR
ZHABICHE . 2OV TR & ORFR+0 Thunizoiif Ly (REORE)., FHE R\
BITEBRIZITHEDNMRN 2D, AONDZERBHDH, DO WRELTH S (K), T2 i<
capsule-like rim MEE S TH D Z L IFEET (), L TEL,

e 2 RV T DT RAZ DWW T BIROZ kIE, B CARENERER Tlddh > THEEOREE T, A
IR RS OF 1) o AR E PRI XA R R ARG S L B2 O TREM L7y (k) . “PEls 1y
BHY” LWV O RBUIMHIG L 72 < | “BREZ R 50" L3422, WERTIE, EUS-FNA (X
MR B IRR MR Z T ERCP ZATHO R WISEITIINEE L St FA 5D LWIGE I L T
HLET D52 LICIEFERH D0 LNLRNWOT, “BEEO R4 B E LEEICZZED 57 &
WO RBUZT D,

D UK ZEWT, 3 NCHENAELF®H L., JIIEEICHRET D,

2) HOREMER - BERBZM OO0 A X 2EY T iREER (B Erh umb)

B : IR E DT D DBW AT A R OFER
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® A RIALNEZDHE, T<hRV (BEDOHE), 2L, SRR TARITRD HiLd, “TA
ZoA ()" &5,

H OB MR DRDON DT RERIT L, AT Z DR VWE I ITERTHZ L bEE (L),
—ROBHBBEZ G LT D FRKEEDEMA~OREREDOEIE),

T T AMBRANEICT D L b REL

Specificity Z BT 2 & M, sensitivity 7> UhIL) 2 KA D specificity (BE7K) .,
SCHRIRSRI3AT 96

HMZFEEBRITIE, ARLA, HEAE, ATEEIC A>TV 2L,

VERR D 7

o EkZER (k. /il HL) ICkD0HHE, 2ok, RETF=v 7, LETHIUT, HEHH
B D2 DB S Bh 2 2 B,

® JEBIMRFT DRI MR 5,

® HIREEAICL DI : A L N—ZARgkA, WHEL, AT,

® HINHEOIEERO—RE L TiThhd, MEFLIFEMR L, RHIGEHIHRE (AAROFRFEZHE), 2
FrFE TITER S D,

® LB RITFFEALAICKBENT D,

3) AEBIRRES
IpfE DOER & TA RNEHEIE,

K448 A 31 B b BME S N A HLEREEZWIE S (&) OB, 7 74 N CREFIMFEEITO
Z L ERET b,
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AT BB AT R A B & EEA TR B BORIT I
MgG4 Bk B OB W LN DN et O 2 B HR 398 Bt
TREL B ik ik

HEF: PR 29412 A 15 H (&) 128830 &9~
2 - BIRKFM B IR SRR E R
SINE  BERIRER]. & B, R

1) BRY: IgG4 BEE A & mimicker & OEERIFSHT
TEEMRAX v v 2L~ VIR Z L U & T DRk 2 RRIEMR BB W T, HEFERY7R 5 Y Jfll‘?jz%%
(2 IgG4 BRI OBWEEZ -T2 L 03 5, & HFEE DR A A TORBLE PR E ThiuT
DLV TEBT D Z LIFAETH D, Z<EHEAOTBUCL D L ZAHBKRE W,
BED L 2 A, BBIICHE 2853 28872 A A~ — I — BT RLITE S S v Ty, &2
T, WESRE TIIEBIIZ mimicker & OERNCHHRREZRET 2 L2 BEEE L,

2) J5 ik

FTIE, WEDFIE D A 38— mimicker & ZWT L 7R BIFEARZ ©H NZHRIRT — 2 2 FF B D | BEAR
BB LBRPORETT 52 & LT,

D RIE A L NR—=DH2 T < OREENSINT 5, FAak 30 46 A 21 H~23 HIZFLIET CH
S DHEH 107 B H AFEFSRSIICB N T, TORFREITHIZ &L Lz,

17O BTIXFANC IR Z 8@ U C, BBHREAZ T U U A LHRDRY 2 OBMEEHEL L &L
7o
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JEAE T BRI AR e A G (EHEMR B EEORIT R R (HHAMER BBORITIEE3E))
[MgGA BEER B OB EEHEZ: & ONTIRIEIES O et % B fe 3098 BE
Rk 31 AREEES 1 Bl IgG4 BERA LU A MU ZHBS sk
HIF:4 A 29H(H) 13:00~15:00
Gt XA U mA Xy METEREA 3F 2=

BN

WA —, P, WINER. A)IHE. GSET, MER/AEL, EHER, )IBRh, K

GHERER, AR 3E, G, rE)ll—, BERRER. e, WHE—%, fiiE
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