BT 1
AT EE AR B4
HIRYER BBURA T 2E

TG4 BEER RO W L UEN N2 B8
WESr 7 B 9090

MHEREAE A kE]

ST 54 (2023) 4E 3 H



BT 2

SR8

I. MKEAE 5

0. A4 FEREITHRE 10
LG4 BEE PR B O W L UEN N2 fa st o = B f5 3458
JERFEE TR E]
TN KRR ZF e o A58 |3J1: S 1 NI Il 5 0 B

. rEmrgeEms

1. TeGA BT L 2SR B AR A et 15
i
HOL R KB AT ER LIRS0

2. TgG4 PHIERAR - MEEARARR  UGTR2WrEHE (2020) (ZBE4 2 AFSE 20
[T Y )
FLIRER R FAETER S - U v~ FINRE

3-1. IgG4 Béaﬁ%ﬂ@zﬂlgw RKD) (23517 D iR 2 D&

— A AR g F2 1g6-RKD U —F% o 7 7 L—7 (W6) 1 L B L i ik b 42 22
3-2. 1gG4 BEEE ek 21T 2 B P ICEE3 50350 24
JIIEy Fe5L

BRREWERE VU ~F - BEREAF

4. TgG4 BEEMFIE SR B2 W EMED UGETIC B9~ % s 26
W T
BILREE: PREEEH Y 7 —

5. 1gG4 BHILAE BR 4 B O BEAR AR I BE 3~ S 4L 28
R HE
BRR PR O PIARME TSR AR e



6. IgG4 BIHRE (NI RRtieiel) oR2Wri ikl ONSIRiRFR St OMESL 2 B 54 iF5E-——-29
PR s
FRRRILESLEE R RS R

7. 1gG4 BENRIR B ORZWIINE, SRH A & A REGEEIPECB T 2098 ———— 33
MR
BIRRZFEFE IRE

8. FFFEMELZ T IMEF ¥ v AL~ RICET D 1e64 HMERIIE D RRES 35
ek HE
] LR 22 22T T FE B ORS00 55+ I i B 2

9. IgG4 BHEREL YA N VICBIT HHF%E 37
A T
TP ER R E R 0 f AR TR R

IV. R R O FIATICBE 3 5 — B3 41




HIR 3

I. #BFE8H



BV 3
5Fn 4

FREIRATIF AR E  HRIER BRI 55
WEAGATF T

TG4 BEER B DB W AL YENW DN 2R #t ORESL & B 535

WrrEf#E A ke

JUNRZRZBE A TERe SRS Bux

MAEEE

TgG4 PR R (1gGA-RD) IEAHR D HIRE SN 7-8 LUEREMES TH 0 . & 164 MUIE & ZhEge~D 1g64
TR 255 M e T 5 2 RKBTH D, BBTEEICO VT, —MFEICSET SN -G aE 2w AL v
ZAKY U~ FZEOEBEECHEE L, S SICHEEICITRARERD AANBZE2ICBHE L, WGTLE
FEWEEIC O W CHORGEEZEYD . (HOEZWEE L ERE, FREL LB EL TV Z ENFEIESN,
BUEILZ i CORIM & DRGEZHED TV D, —F, REMRNC OV T, 8 SHIkD R IZ5 1T Tl
FaR| DOZWHEMEDORFT 2 D TND, BIETA X ATHONTIE, 164 BEEERDOEREWEZED D « 559
DR L 70 0 15 DG ROHELEC A 38 M EMERK L, BMFE O R % M & 723 b i A Sk i E 3 5
VEEAHED T . 9BURRENEZR LT, BF LR MO TIL, 2023 4F 3 A 31 HEF S TR
1% 64 g, BEREEED 800 il & 72 v . HEEBSEA KIBICHEZ TV, MAEBOENR 72 v M7+
—LDOBEEE LTIARMTHLARTH D, o, BB (k) b 270 Fil L % < OV T URIUE X
NTWB, FIUfEn, BEL A N ZHWE 55D 2 A - BRI HED TV 5, BERFS ) A
Eit o X — B LOENHFER R IE N B AR RIS  (AMED) [ L8E & O@HEIZ DUV Ti, MEFEE

B TP D IR LT,

WCERIRENT=7 ) DIER 7 7 o RETEH L TED WD, kD X oIz,
ik LUARNUEES (WEB) ICX2EimAa T, 3ERIIBITA2ZENENOMEBIZIS T A58 HAZ X

8 fEIR D R RTEEN & 2 IO BE

A WFEER

FeBNBAR N 53 1 7o 8 SEI D Bt K 0 | Kl
PHRIZOWTHET L, MG U TSR TRY
FeOETHILIZLY, BWEEOHSL, HEIERE S
$E - ERIRENERRRE - EAEEOBRE, BE LY
Z N UAT KD REBL O ERE A G I . A E 5
TIZL D IEMERBEROEE, BIFETA K74 OE
B, R ~ORBREIEB R A E TS EEAME L
7.

B. #FZE 5 1A

1) 8 fEIk DR TR BRI M E - IRk
A2 MEEL T2,

2) FAE2ESR0 AMED AFZe8F (5 1-8F)
THRE O 72 & A2 BAA LT,

3) FREFAEALAMWE LV I X Y OERIBEK Y
LU,

4) B OERERNERIEIIRTEMHNL STV RN &
NG, FOMELOT=DIZ, 2FEFRAE - BEELHED
DO W EENE, BEIEE SR, ARSI TA X A
DIERR ZAT - T2,

5) FE~OREFE (BE T ONBHEHE B BE O
ERENLIRE) HREWRAIZAT o T2,

EHEHEL T,

(i B~ D BLRE)
AWFFEIT. N RR LT 2 EFSRAFZEI BT 2 Bl

10

fadt CUHREITA. BABE) (255 Eh I,
W ICBW I mE R OREIX o T2,

C. ks R

SHHIK D B IEE & 2[MIOPRFE - LU A NI E
B% (WEB) 2k diEmaf <., 3FHICBITSZEN
PN OFEIRIZ BT A OEERR BT R T Em Y 2
BREn7-,

WFEDOFEFIILL T DY Th b,
O Ig64 BEEERBOAFBNIZHERELBEL VR
JIZ2onT

2020 412 1G4 BEER BRI B3 2 alFE2 Wr L e & ok
FTL. ZOUGTEEZERELZ ARY U~ T2 DE
BehicHBd L, & HICBUEIIT HARZEN S H ARANE
2N Uiz, dGTaEfER Wi EIC S\ T RGEZ i
W, HOfEZWERE L v, FRRE L M EL T
52 EMNIFES I, BUITEIL S Jtiak TORIM X ORGEE
TG,

Flo, BEVUA N OSNERIL 64 fisk & 720 |
BEREEED 800 5] (5Fn54F 3 A 31 HIFRD) &,
BEERGEE (500 f) ZK&< kEl->TEBY ., bk
BOMR 77 v 73— OBEHE LTUIART
bABTH D, £z, MiEE (k) & 270 #] & H%
SOV PNEESHTWDS, ZRUTEN, BE L
VANV ERHWZEODF ) AR LD T



%
© BOmZEMRER (AIP)

H O iESR (ATP) EEPRZMrUE 2018 ORRFET
I, 23 MEER LD . 1R ATP 1606 {5, 2 7% ATP 42 i3 4E
FEE N7, JPS2018 THEZ A 1301 il Yefki2 23 223 i),
JPS2011 THEZ DS 1261 5], %EfERZAS 101 fi, 1CDC T 1
URERZ DN 1429 5], 1 BUYEREZ A 71 1], 2 BUEER2 DY 15
B, 2 RIMERERSIN 27 Bl Cdh 7=, JPS2018 DZWr=RA)

\ZEH U= E X, MRCP 23 107 5], BHRZEDS 4 {4,
x?m%FﬁE@ﬁmﬁJmA 12 LB OBRIN D 28 15
T o7z, JPS2018 TRZMrT& ¢ ICDC TRWr CT& I24E
BE 48 B, 2 T E 42 B, Z DA 6 Bl Td o 7=, TR
RORFFYEPER & o TR 72 o T EB] & D EGE D B
Nz, FIFIC L - TRWr SHAERNE, 2 8L ATP @ 1 4
& 1R ATP [R/AH 13 B TH - 7=,

ATP O EMI PRI T 5% AN ZEE0F58 Tk, 20 JiE
FX D 1555 JEB A2 HERE LT, MENTXISR 1378 il 64 f
(4. 6%) |ZHETE 2388 1=, 72 S0 RN IS (39. 1%) |
JRYLE (23.4%) Toh o712, AIP ZWih b OFEREA R R
I 3% T 0. 6%, 5 4% TO0.9%, 10 % T2.5%Tdh-o

\Z 2T

7o F£7-. AIP IZBIF 5 thiopurine SUHIEEF ORI
g2, Yt |2 X 5 AIP @ acinar—ductal metaplasia
L OEER], mET =y VR A v PAERKICLD

irAE iR O KREM A, SAEMERG R B EH IS H
DEFEFIENED BT,

® I1gG4 BAEMALMAEE RIZOWNT

TgG4 BHfE (L EARE R ERIR 2 ZE7E 2020 DRRGEE &
UGTICRET 27 7 — NEZEIT O 72, WFEEHE O
R DU A D 72, 1g64 BEEARZE R IZ DWW T,
OFFHEHRRFIC 2 SN0V AL 10 #l, @R FRE
Emc 2 S NIRRT Bl @A T vA RIZRG
L7 OV AR 149 5, @X?D4 RIZBS L= [R R 4
B, AIP & 2 MT 1gGA-SCIZAOF L 72 I038gs 3 il 23 EEFH
Nz, T r— Mﬂﬁ@n‘*% CESER YT
=T b FIF A5 FESE L,

@ 1gG4 BEETRMR « MERRKIZ OV T

[gG4 BHERAR - MERRARA (1gGA-DS) 1% IgG4 PR
FB. (I1gG4-RD) (2N The b WA T 7 B 1L D Nk eI 22
D1 HOTHY . FOHEIT 1gG4-RD DZWr=L1E00 A
DOEL, IR EICBWTEE TH 5, 2020 412 1g64-
DS ZWi L UET L TR, TOHMAME - dEsico
WCHRNT 2 D A ENEIRAR - MERR AR BT IS 1) D R i
JE « WIS LI DWW TR LTz, FRICTRAR « MR ARIA A2
EEDI, AP TONIIEFNC BN T, ET2 L%
ICBWTERINTWD TFHIEDIRR « MER IR D 2
7&L@E%J@%$%@ELKOE%@ 2l &
gold standard & LT, 1gG4-DS |Z331) B IR « Ar LT -
%@%ﬁ#i%ﬂ%h\MA%\Wﬁ%\%ﬂ%T%O
oo HEZIRIZEBWT, TRFMEDEM « MEEARD 2 ~
T UL EDOREE] 1% 1g64-DS ITHD TR TH D Z &
DHERINT-—F, SLICFEREZN ESE D720,

425 AIP

11

A1 T2 WG R2 W OIS BB DO 2 £ 2 A S
Y, SWEEZEEETDILEND D LD,

® IgG4 BEEBERIZOWT

IgG4 BHER BB 2 REFMN T ET v 2ADE
EiIR7EZLL, ﬂ%ﬁ’]ﬂ?&% CHASKBETA KT A
V@%miﬁ&ﬁfil%@tblﬁ4%@r$%%
FIE LTCWRWERNAEZEOT TCZORB AL
b\@%&%@ﬂ%ﬁﬁ%&ﬁ@tbﬁ%%%«®%
I BEINENERFT BRI ST A K& LT,
1gG4 BHERBZET A X ADOER 3| L=, ©
IgG4 BEEREBAERIEA L L CTHEET 2K L 72
BHER, BLUOO EHREE L TEN -7 1g64 B
HIRBOEENETRD D - 53D DRI L 72 0 15 D EHRD
HELE LA 38 HHEAERL L. HEMFEOERABE 2035
fiRA S E AR E T DIEEZED TRV | 95%F2
JENRSER LTV 5,

2. 1gG4 BB i (1gG4-RKD) OFE-HIT#% i

Lk 3LE T, 95 ORI 1% 2 /Et L7 (BlE
M RAE 71 7 A) o Sk BLEREIZ 68%DAEH 25 CKD &
o TWEN, KEIBEARELL LIZZ VLT F= 02
{EL7IEBNL 3 BlOHRTHY | FETIX 11 BT A
FHZEE L TR RO T, AT A ROH
%%%5:% LTix N AL\Iﬁl”¢4’/\/ }‘ igﬁj k—uuy) %\é
JEFIL 1.61/100 A - 4, HEMRE P13 0.88/100 A - 4
ThHol, 1 ZEAEDBRETAT B A FOMERRIEN
VETHLHZ L BROEMRTRIILBEOBEGFTH S
Zé AT A ROEMBEIZL2BERFRICEEN
VETHDZENHALNE T,

® TgG4 BEMRIRBIZONT

TgGA BEH MUY 4395 B O RS W AL 1 B2 T A VE I
11%4%@%%k%%ﬁﬁ%&@% SR A BRAN T
D72 DITVERR L7223, 2019 4RI2KE < BN Y o~ T4
A@%AW&MNV“E%@ﬁ%%én,ik$ﬁ%ﬁ
M5 2020 FFRCLRT 1G4 B B AR B2 AR L
Too FEREEARIETH, 2B EDEAEMEEZK D20
(2. PRI SRR BT R E D UGETIEXE 21T o 72, T DO
C. ACR/EULAR 7y ¥AFEVEIZ B D BEHEIR D HRIR KT 2 5
I TgG4 BRI 3R RIS RF EME S w2 &I L
WETRITEINT S Z LI Lz, £72. 1g64 Btk 2
PED BIEMER R D AT 1A REOSHEIX BRI T2y
FERAZEZ LD 164 BNEMIR R B L 1T R D
WERTHD Z L ait#ll LI-SGTE 2B LT,

@ 1gG4 EBEFFERIFE BRI L OBIIRE A - 14 AR
HESEIC D\ T

SERE 30 4R IZHEAE & 7= TeG4 BEE K EhIRJE PH 45, B
WHI*%&U&%E@%F®E 27 e D A
(2T, BEEiE K 0 #7212 TeG4 B KEfR)E B
& B ARJE BH 2 B8 L Ok 8 IR HEE K OV D
mimicker % 202 BINEE LIRFT L= & 2 A, BENS
AL (58.5%) %@aﬂ%QF%N1b\ & (100%) 23
B BN oo, FrazWrk iz, mifgE B ISR



BANL, WEIE B A EkiRE, U N IERREE, I
AT RIC 1g64/1gG kb 8% LA E&BIITHZ LITLY,
PWREZ L0 @D LD 2 ERHERINT-, At
1gG4-RD OHif L L CiE. IfLiE 1gG. 1gG4. I1gE {EAH.

C3 + C4 @i, MEBEMIFENS )T~ M HMRAE

X, BB EIXEIENSBEMEOH DHETH Y |

PWREICOWTIIS B OERDIMB RSN ETH D
bz,

® 1G4 BEEMRE - NZUWHEBRIZONT

TgG4 PEHE FEARK, 164 PEHEACIEMRERES . eG4
BEH LR RS O RS L E - BEE 0 () 2B L
720 1gG4 BEERR (Nt aEik) # %ﬁ%F?%
AERRIZ B3 5 B R 2 0 N4y IR R Rl ISR oy B
YERR L7=,

© T1g64 BREIRFKBIZSOWT

1gG4 BRI MW R ED UETIZ DWW TR L. A
% BT CHRACBENERR LT, BBIETA X v A DIERK

R L i, IRERICBIT 2HE & 2Oz O
TR ORERZAT o 72, FRHRIEEMERRIZIZERE LT,
IREESBISICEET HNEICOZFE LT,

D. B

LARPE AT DIV FER R0 . 8 IR DO KR
\CCHIEE G, RAEIEEIMEIEE, SR O XK
%ﬁmowfibAbﬁ%ﬁw\Fiff TH - IR
THEYEFRAR - BAREYEORGE LR EICMIT Y —F%
77»—7Jki0fﬁ%%%%W4&/z@¢m@
7O —% 77 N—"7) 1%, EMFOEREHE
TRI8 BFFRR S B E 3 D 1EE 2D TV D,

BIRENT-7 ) AR 7 7 REIERA L, RERSE
) AESY 2 —B I OVAMED (B +8F) &EidE L

BEVCTINVENEL, BELIA N OIKT
— & EREE LT, 164 BEEIE B O T4 K 1R Bl % i
O 5D,

AR 34 12 AIZBIfE S 725 4 [B] 1gG4-RD [EEE
VIRT U LEDHE LT TTRABEED A T~ o R
EafkET 5 & & bic, —fmiT O HP ITARZE B OfE
MEEE L, SDICERER e Y —L Y 7 &
BHRRELITO 2 & THEARITH T HRERIEE 21T
>77,

BEOEBNICHT ORI A TI =T 4 T %
ToCTBY, BEOSHP (WFZEEEOHP & 1Y > )
BAERHFCTHY . S%IT 7Ly NOfERRE TEL
TW5,

E. #&m

SMERIZET D 8 kD R I E) & SRR
X DU A s LT,

8 FHIH D55 ﬂ%@@&z@@ﬂé% X Difim &t
T. SHEBIIBIT 2 ZENENOMEEKICIS T DA
PRI T B Y 2 L7273, mﬁ?ﬁ% B oA
I Sy HE - R RIS BN EAE - EAR L VED IR E TSN

AR OER A BIET 2L L LT,

F. R IE
BT S EFEAL,

G. AFFE 3R
L. FmCHR

1) Hayashi Y, Kimura S, Yano E, Yoshimoto S,
Saeki A, Yasukochi A, Hatakeyama Y,
Moriyama M, Nakamura S, Jimi E, Kawakubo-—
Yasukochi T.: Id4 modulates salivary gland
homeostasis and its expression is
downregulated in IgG4-related disease via
miR-486-5p. Biochim Biophys Acta Mol Cell
Res. 1870(2) 1119404, 2023.

2) Chinju A, Moriyama M, Kakizoe—Ishiguro N,
Chen H, Miyahara Y, Rafiul Haque ASM,
Furusho K, Sakamoto M, Kai K, Kibe K,
Hatakeyama—-Furukawa S, Ito-Ohta M, Maehara
T, Nakamura S.: CD163+ M2 macrophages
promote fibrosis in IgG4-related disease
via Toll-like receptor 7/interleukin—1
receptor—associated kinase 4/NF k B
signaling. Arthritis Rheumatol. 74(5):892-
901, 2022.

3) Munemura R, Maechara T, Murakami Y, Koga R
Aoyagi R, Kaneko N, Doi A, Perugino CA.,
Della-Torre E, Saeki T, Sato Y, Yamamoto H,
Kiyoshima T, Stone JH., Pillai S, Nakamura
S.: Distinct disease—specific Tfh cell
population in two different fibrotic
disease: IgG4-related disease and Kimura s
disease. J Allergy Clin Immunol. 150(2) :440-
455, 172022, 2022.

4)  Sumimoto K, Uchida K, Ikeura T, Hirano K
Yamamoto M, Takahashi H, Nishino T,
Mizushima I, Kawano M, Kamisawa T, Saeki T,
Maguchi H, Ushijima T, Shiokawa M, Seno H,
Goto H, Nakamura S, Okazaki K, and the
Research Committee for an Intractable
Disease of IgG4-related disease: Nationwide
epidemiological survey of immunoglobulin
G4-related disease with malignancy in
Japan. ] Gastroenterol Hepatol. 37(6):1022-
1033, 2022

5) Kaneko N, Moriyama M, Maehara T, Chen H,
Miyahara Y, Nakamura S.: Orchestration of
Immune Cells Contributes to Fibrosis in
TgG4-Related Disease. Immuno. 2(1):170-
1842022, 2022.

6) Nishikori A, Nishimura MF, Nishimura Y,
Notohara K, Satou A, Moriyama M, Nakamura
S, Sato Y.: CD4+ and CD8+ cytotoxic T



lymphocytes may induce mesenchymal cell
apoptosis in IgG4-related disease. Pathol
Int. 72(1):43-52, 2022.

fill, 5 MRS HS M

2. FRRRK

Fo e E S

H. Sne A EEME D HHRE - B &R
(FEZET)

Ho AR S ES R

13



BT 4
SR04 FEEAF R BB EHRTEE BBURI R

SIFRAR TR

1G4 BETELBSRB OB HRE

o
8

1B FALR R B R AR e R L A IR 200 B
WH—% &R PEFRHE AR 2%
s MR IEE N R AR 2%
WEMR= A RPRFBRELNIER N L EE SN2 Bix
s ALRER R P EAMH N R 2 2%
RERRER] AP R R
aRR BERIRAE S s AT
Wt 17

HIRE AT RN E AR IR R

M

MEEE

HILS BN BT, A CREMERER (AIP), TeG4 P {LIERRE & (1g64-SC). IgG4 BIMEATIHZ « 1gG4 B
HE O TET S (1gG4-ATH) , TgG4 BEEE LR A Z XG5 - /WA LALE S, Rita1T o7, S 4 R
IE. AIP ITOWTIE, AIP ERIRZ I ELYE 2018 OREE, ALP 123517 % thiopurine I F O ERRIFFE, AIP D&
T2 1% A X EEF5E . Sl K D AIP O ADM & B DRI, $aEF = v 7 R A v MREIIC X S
irAE BER O ERETRA . KIEMEEBE AT 5 AIP OFREFENED STz, 1g64-SC 12OV TIE, BKZ
WL HE 2020 OHRFE, 1gG4 BHHIHZER OIFBEMRIA 2D TV LEN H D, 1g64 BIEAFHRZ - 1g64 ATHIZDOWT
W, REEADO L E 2 —2 XD ZOFEENIF LN - 72, 4. 1g64-AlH/hepatopathy DFBWrHEHE EHE K )y
B, BIETA RTA L OIERRIC D713 D Z L BHIR S LD, 1964 BRI OV CIE, SEBIOERE R HEA
TEY ., SBOMFTIHTEND,

A TR E B &M, 4) JPS2018 THEZ S L < I3YEMERZ L 720
AHDH LA & L CRIB ST 164 B 0 DIURBTH o FEAIE & € DFLR, 5) JPs2018
PEE (1gG4-RD) 1. 1 TG4 ME & ZHEEE~0D TgG4 B SWICE 7 ICDC TRMI CEJER & DEAE, & L
VE MRS 2 i L T B R IR T H B, Wkl e

WP T, HOREER. (P), 1eo4 Bl (RERE~ORE) N
(EMERRAS 25 (1gGA-SC) . TaGA BIMEITIRZ - To4 Bty AWFIEIEL. ANZXRETDAMPY - RFPRIFIEICE

E‘ﬁrm,lﬁiﬂqiﬁ (I G4*AIH)\ 1G4 Fﬁ‘i{‘%{h’ﬁ@ﬁw%*ﬁ‘ 751@@?‘5@1‘ (jc%ﬁ%ll"i%\ EE%{EJ%\\ %&:(ﬁ%%%)
%;@% . yﬁﬁaﬁ&ﬁlg%/jﬁ\ {mg%%ﬂzr& i@%‘?b\ﬂ(l)% (ZHD T M S AL, UV T BRLif oo
WAL MG & AT, (2) TRy AR Bb A, (IR T

SO R L R (3) B L% b ofkgis (@) AIPIZEI B thiopurine MAVHE A D BEHATS

LR ORENT . (4) 4 EMEEE T R S O MR & S [(THYFA47Y v (AZD)IZ XD }_\IP DATaA K7V
G BIA{ 54 > DIk, (ONED BAELS  — IR £ ORI FHIT 5 20 O

L o (7) fh A~ DOREF D5, EIRER | AT L, AMED 43F0 4 4 TERERAFSE - 1R5R

4 L O, ()7 ST A D g AL A
: (B i~ O B i)
B. B FE 5% AL, AERtR T 5 EREIE - EERITIC B
AT 4 AEFEIELLT OBIZE A 3 HE L7, + 2 GBS COERIEE . A A | Rk e 24)
CHES X EE S, AR BT B oo [

1. HOSEMMS (AIP) L ino T,
(1) AIP EEPREDUFEYE 2018 DARFE (3) AP DEHITH%IZ BT 5 1% 5 1 X 2

AW BEH AR B B ST TE 0 - el D& % AR IR LA S RS ge 40 - BF9et i b
KGR AIP BRIRZ W AR EDZINeE & RSB T 230 B ABER S AIP SRS ZEB 2 %1502, AIP OE#T
BEE2ITH, FEHEH L. 1) AIP (L F/2 ) OREFIEL, BIZETHOREEIT I,

2) JPS2018, JPS2011, ICDC THEZ -« YEfkZ L 7r o 1= (fHER T~ DR E)

FEGIEL, 3) JPS2011 & L <I& ICDC TIIXBWrTE 720y AfFEIZ. ANEER LT 54EMBE « BRI
57278 JPS2018 ThEz & L < VIMEMERZ & 72 o TIEBIEL T A GELISEF CUIRLIRE . JEA SIS | BKPEEE)

15



WZED & i S AL, YISO T fmEimm o [
AV Y -

(4) YT L B AIP @ acinar—ductal metaplasia
& BB D&

AIP & R O YIBRM B2 F W CRZE gt %217 9,
Acinar—ductal metaplasia (ADM) & S DEERI D 7= 8
|2, CD56, CD13, CK7, CK19 . MUC6. MUC1, Bcl-10 c-
terminal portion., Nestin., Notchl. f —catenin.
p16 (INK4a) . Pdx1, SOX9. Gata6, Nkx6. 1 DIEHL % 4 5
TETH D,

(L f ~ DL E)

ARFTEIL, NExtBR e T D4MF - EERFEICE
T 5 fmBfRS CUHR A JBAETEA . BREEES)
WZED & S A, YIRS T fmEimm o [
AV Y -

(B) REF v 7 HBA Yy MRERKIZE D irAE RO
ERERAE

1 A TIE 2016 4F 1 A ~2022 4F 7 A OHIFIZH W
T irAE JER D ER DI IERIER 2 AT 5, 2 IKFAET
W LIEFIFHA 2 T irAE R OERIRE 2 B 5 08C
T 5,

(fFE f ~ DR &)

ARFTEIL, NExtBR e T D4MFF - EERFEICE
T 5 fmBfRS CUHR A BT A . BREEEY)
WZEED & FE i S AL, YRR W T fmEm o [
AV Y -

(6) RIEMBEBBEIZEIFT 5 AIP DERERE
MR MEARIEME NG & PR 5 1S B3 2 S A AP SR BIE - AR BIE )
DB NFTET 5 Mgk & 2017~2021 4FIZ%E L7- 16
UL B IBD BE A G L L& %2175, IBD B
IZBIT 5 AIP (1B, 27) o&4ER, IBD B&ICRBIT
% AIP OF5#. AIP DA EEIZ K 2 1BD DR A 50>
279 5%,

(fELE ~ DL E)

AL, NERRETHAMESE - EFRRIIEICHE
T 5 fmBfRS CUHR A BT EA . BREEEY)
WZED & S AL, YIRS\ T fmEimm O [
AV Iy -

2. TgG4 BHEERE(LIERRE AR (1gG4-SC)

(1) IgGA-SC ERERZWrEYE 2020 DRRAE & BET
ARG - WF9E 138 % XH5IZ 1g64-SC 1
PRI UE 2020 ORGE & SETICRET 257 7 — il
HEITH, Trr— MEBE, Q1) 2020 FLUETHICH
FETREIEH Q2) 2020 FEAETRWI T X 2o T IER],
Q3) FDOMMOBFHEBIZOWT, Q4) LETHHIIZ W
T, &15,

(B F ~DELE)

AL, NERRETHAMGES - EFRRIFEICHE
T 5 fmEfES CUHREI T BAETEE . R EEY)
WZED & S A, YRR U fmEmm o [
AV Y -

(2) IgG4 BEEEKRICET AT L7 — FNAE

TgG4 BIHEMREROWKRGEH SN T H207T 7
— MNAEELT S,

16

(fw B~ DHELE)
AWFFEIE, NEXGETHEMBE - EFERIFIEIZE
T2 fRS CUHE A | EATEE | RIFHEEE)
ICHS TS L, YZEEICB WM o &
X7 o7,

3. %gG4 BEFRE - 1gG4 BAE B LK (164
AIH

(1) 2FEEEHRE
TgG4-ATH/hepatopathy JER O G PR 1 « 98 BRALAR AT 2.
PEMBL, L THHT 5, 1g64-AlH/hepatopathy
PWrkE EIEE G, BRI A KT A4 U EERT
D AIHBETA R4 DO%ET),

(f B~ DL E)

AWFFEIE, NEXGE T H4EmBY - EFRFEICR
T 5 MRSt CUHE A | EATEE | RIFHEEE)
WZEED & S, Y ICB W i fmEmm o 8
X7 ot

4. 1gG4 BEEHLEIRE
(1) 2FEHR=E
IgG4 B (L E N A LB L. ZIKAEEIT O, Hb
EINEORRIRIEH, P, mgT —2 ok, if
1795 1gG4 BERBIZOWTOREEIT I,

(f B~ DL E)
AWFFEIE, NEXGETH4EmMBS - EFRIFSTICE
T 5 fmEfES COHE A | EATEE | RIFHEEE)
ICHSEE S L, YZFEEICB WM m oM E
X7 o,

C. F s R

1. BHOCHEMHERER

(1) AIP FRIKZMWrEYE 2018 DIRFE

23 fiigk V. 17 AIP 1606 5], 2 74 ATP 42 {78478
STz, JPS2018 THEZ DN 1301 fil, YEMEZ )Y 223 4,
JPS2011 THERZ A 1261 i, HEfEZAH 101 fFl, 1CDC T 1
MRS 1429 5], 1 BUMEREZS AN 71 3], 2 U208 15
i, 2 FRIMERES N 27 Bl Cdh > 7=, JPS2018 DW=
FICHE L7-EB I, MRCP 28 107 fiil, BYRZEN 4 4,
AT v A RESED 60 fil, FNA (2 X 2 DOFRILDS 28
FlCTdH -7, JPS2018 TRMrC¢x 4 ICDC TR2WrCc& 7
JEBNE 48 I, 2 AT 42 5], ZOfthds 6 Bl TH - 7=,
TSR SORF R MEIER &\ o T R T2 o T /D 3558
B BTz, FINIC &> TR SV ERNE, 2 Y AIP O
LHlE 1B AP RRE 13 TH -T2,

(2) AIP Iz} 5 thiopurine BA|fE A D EEKRIFZE
TAZA W2 X B AIP D AT A R 7 ) —EfiEER 33
L OB Z T A 7= O ERI I EIERR | A3 L
72 AMED 4570 4 4R TEGIRFZE « {RBAHEMEA SR 535 )
WIRET D LRI E o T,

(3) AIP ORHTHRIZET 1% A M & B

20 Ji% 7> & 1555 SEM 2 5EAE L 7o, AT RE5 1378 foilHh
64 B (4.6%) (T E2FBDTZ, T 70K I ENE S
(39. 1%) . JRYE (23.4%) TdH o7z, AIP WL D



FEREAT IR RIL 3 A2 T 0. 6%, 5 42 T 0. 9%, 10 £ T
2.5% TCTH o7,

(4) Fafsgufa |z 5 AIP D ADM & FEESE DEER|
Wgera h a—VoOEREH#ED -,

(B) BEF v RA Y MHEEIZEL D irAE RO

1 A 21TV 35 fiigk 96 Bl EFE L, KA DOUE
iz DTN D,

(6) RIEMBEBBEIZEIFT 5 AIP DERERE
MR MEARIEME NG & PR 5 1S B3 2 SR A AR SR BIE - AR BIE
D5 H 23 fEzk #QM%mkﬁotmﬁﬁéé TH—
FEREITR T L, ShaR 2B\ CHFFE I v] Fofe &

EHED T,

2. TgG4 BIEERE(LMEREE & (1gG4-SC)

(1) IgG4-SC HEPRBMTEME 2020 DRRFE & BKET

1gG4-SC PR 72 W KL YE 2020 ORRGE & WETICE+ 57 >
r— NREZEAT O 7o D, WU E O fi BRER A O VEfif &
D7,

(2) IgG4 BAEAERRICET ST 7 — MRE
OFHEMR ARSI SOV AT 10 1], @R B
PRSI SRR T B, @A T 1A RIZRIG
L7 OVEAM 149 5], @A T 1A RITROG L7 BREH
4 5], AIP & 5T 1g64-SC IZAPE L7 IBE8s 3 43
TSNz, 7o r— MEORKRICE ST T —F
TITN—TENH EFDBTFEL ST,

3. %gG4 BHEEFRE - 1gG4 B# B LA F & (1gG4
ATH

(1) £EEERE

TgG4 SofE Ye N3 Al C & 72 38 il & x5 & L7z, AIH &
W SAUTIEBIE 8 5] (GEMMEIFRES & SR 1 &
&ie) T, 5%#1%4%@%%>uM@F%%kL
1gG4/1gG HLITFHl T 7= 2 B 1 I T>100% & 72 -
7= (1gG4-ATH WIREMER) , MFERSFRIIZITEE O ATH &
Z137e < TEERRHEIL-CPAZEME R AR (X 72 o T,
TgG4-HP "IREMEBIIL 10 ] (R Mlamis 7= L7 1
il % & de) TGl ATRE T db o 72 9 filth 7 51 C 1gG4/1gG
BtERIfE L >40% Ch o 72, FE%E ﬁ(fﬁfﬁﬂ:@ﬂﬁ%@%
WRK X o Tz, PIRGEHROFE DB H -T2 8 i,
1, 2a B : 3 45, %ﬁt1m\wﬂ2WL4@:
L Bl THoT, MBH 5 o WEZAL O A CHRAE MR
DZ LWIFARD 12 61H 0 FIRFEOTEH N H - 7=
6 g 5 1T 1 B TH o7,

4. IgG4 BEEMHLERE

1) 2FEHFE

5054 3 HIRE LT 27 SEBI O ERIR TS 8 SRR i
ARSI BB R A EFE L 7 — Z T A D 72,

D. BE

1. BEABEMER (AIP)

E%MS B D MRCP, BIHAE, AT 1A RS,
FNA | iéﬁ@ﬁ%i M4ﬁi’%5bfuto~
J5. JPS2018 TR2WrTX 3 ICDC T2l C & 7 EH=e,

17

TR SO R MEER & W\ o TR BB TE » TER]. T
;of méntfm@mwﬁkmA%@ﬁ HCTh D,
ATP 1Z81F % thiopurine HLHIFE H O EREIFZEIZ DU
T, ﬁE%Kﬁ%fUWMP%ﬁ%ELtMA k&
% steroid free EfEHEFRIIRI L O EME L BEME
ZARGET D sk L FE ) 245 % 5,
ATP OEHITHZIZHOWTIL, BT F Tt L TUVWZAE
B DIpNZ D, —RAD & O BT IEME TR
HOD, FEHEIVIET I 0.53 L BEH &, B TR
BifEBZ T, —0, BEEOEMERBIIT 3. 21 &
B S AU, ATP 3BEE A2 A0 Lo W RTREME S RIR &
iz,
ERESIS é £ % ATP @ ADM & S OEEBIIZ DUV T,
BRI DA AENIH 52022 5721 T <, ADM
DOIFRREICET DA BELND Z En#IfEEN D,
irAE FERIZOW T, AR TIERBE T IX TH

NTEHT, RFEIZLYVZOHEENHSNI/RD Z
RSN D,
IBD (2B IF A AIP {2 >2W T, Kawa B (]

-
-

Gastroenterol 2015) <X°Ueki © (Pancreas 2015) |
L DHENH D08, IBD, ATP & b I BRFEENE 2 BN
LTEY, REEBRELZITO ZLICLD ., AFIZET
% IBD & AIP DB L MNIC/2 5 Z EnHIRF SN D,

2. TG4 BEERE{LIERRE LR (1g64-SC)

2020 4FIZ IngchszﬁgﬁzwoﬁéWtéhto
. LVBHRICENDIZEIREE~OUWIT 2D D
VBN 5

TgG4 B AREERITITOEAM L RFR N H %5, L

HLRR S S VTIERNC BT D Mgt N 4 % B¢

»H5,

3. §8G4 RHEATIRZE - 1964 BEE B O TFR (1g64-

AIH

1gG4-AIH, 1gG4-SC DIFEEARD L B a—IiZ L, %
DO FERENH & DN o 7=, 1g64-ATH/hepatopathy D2

WriiHe BEIEEE, T A R 74 OERIZS %

DD ENHIFFESND,

4. 1gG4 BEEHELERE

1G4 BEEE(LE R ZIZ W TR, KRB HD Hi
o OSt%. HLEIREOERRE H, HERRA, i

%, NRSIEGE OfNT 2 ED D Z L2 XD 1g64 BE

THALE IR ZE OB BB O MNP W DR EIZ D72

NHZ ENHIFFESND,

E. &5

Aﬁ4$ﬁd:Mpuowszmp%x%mﬁﬁzms
DOEFEAIP 2B 5 thiopurine FLSIE FH O BREEAFSE.
AP OEMTHRICEIT 51k A S EF5E, e
(2 & D AIP D ADM & JFERE DRI, 08 F = v 7 R A v
NRHESKIC K 5 irAE BER O FEREFHA , RIEMEIGE A
FIZEPET D AIP OFEEFAENHED ST, 1g64-SC
WZDOWTIE, BRI ILYE 2020 ORRFE, 1gG4 BHEEAR
FROIFEMIAZED TOL LENRD D, 1964 BIHAT
TR « 1gG4 ATH IZOW T, EEARD L E =2 —|Z &
D ZFOFERENIA ST/ Y | 1g64-A1H/hepatopathy @



DWIRELE, BEREE O, BIETA R4 OIERIZS
WD ENHEEND, Te64 BIEHLERZ I oW
Tl JEBIOERBNEATEBY . 5B OBT -

o

6)

F. BFZE R+
1. R

1)

2)

3)

4)

5)

Sano T, Kikuta K, Takikawa T, Matsumoto R,
Hamada S, Sasaki A, Kataoka F, Ikeda M,
Miura S, Kume K, Masamune A. The M-
ANNHEIM-AiP-Activity—Score is useful for
predicting relapse in patients with type 1
autoimmune pancreatitis. Pancreatology 23:
112-119, 2023

Kubota K, Kamisawa T, Nakazawa T, Tanaka
A, Naitoh I, Kurita Y, Takikawa H, Unno M,
Kawa S, Masamune A, Nakamura S, Okazaki K;
Collaborators. Reducing relapse through
maintenance steroid treatment can decrease
the cancer risk in patients with IgG4-
sclerosing cholangitis: Based on a
Japanese nationwide study. J Gastroenterol
Hepatol 2022. Online ahead of print

Ren H, Mori N, Sato S, Mugikura S,
Masamune A, Takase K. American College of
Rheumatology and the European League
Against Rheumatism classification criteria
for IgG4-related disease: an update for
radiologists. Jpn J Radiol 40: 876-893
2022.

Kubota K, Kamisawa T, Nakazawa T, Tanaka
A, Naitoh I, Takikawa H, Unno M, Kawa S,
Masamune A, Nakamura S, Okazaki K;
Collaborators. Steroid therapy still plays
a crucial role and could serve as a bridge

7)

8)

to the next promising treatments in
patients with IgG4-related sclerosing
cholangitis: Results of a Japanese
Nationwide Study. J Gastroenterol Hepatol
2022. Online ahead of print

Okazaki K, Kawa S, Kamisawa T, Ikeura T,
Itoi T, Ito T, Inui K, Irisawa A, Uchida
K, Ohara H, Kubota K, Kodama Y, Shimizu K,
Tonozuka R, Nakazawa T, Nishino T,
Notohara K, Fujinaga Y, Masamune A,
Yamamoto H, Watanabe T, Nishiyama T,
Kawano M, Shiratori K, Shimosegawa T,
Takeyama Y, Members of the Research
Committee for IgG4-related Disease
supported by the Ministry of Health,

9)

10)

18

Labour, Welfare of Japan, Japan Pancreas
Society. Amendment of the Japanese
consensus guidelines for autoimmune
pancreatitis, 2020. ] Gastroenterol 57:
225-245, 2022

Hayashi H, Miura S, Fujishima F, Kuniyoshi
S, Kume K, Kikuta K, Hamada S, Takikawa T,
Matsumoto R, Ikeda M, Sano T, Kataoka F,
Sasaki A, Sakano M, Masamune A. Utility of
Endoscopic Ultrasound—-Guided Fine—Needle
Aspiration and Biopsy for Histological
Diagnosis of Type 2 Autoimmune
Pancreatitis. Diagnostics (Basel) 12:
2464, 2022.

Kubota K, Oguchi T, Fujimori N, Yamada K,
Naitoh I, Okabe Y, Iwasaki E, Masamune A,
Tkeura T, Kamisawa T, Inoue D, Kumagi T,
Ogura T, Kodama Y, Katanuma A, Hirano K,
Inui K, Isayama H, Sakagami J, Nishino T,
Kanno A, Kurita Y, Okazaki K, Nakamura S;
Collaborators. Steroid therapy has an
acceptable role as the initial treatment
in autoimmune pancreatitis patients with
pancreatic cyst formation: Based on a
Japanese nationwide study. J Hepatobiliary
Pancreat Sci 2022. Online ahead of print
Notohara K, Kamisawa T, Furukawa T,
Fukushima N, Uehara T, Kasashima S,
Iwasaki E, Kanno A, Kawashima A, Kubota K,
Kuraishi Y, Motoya M, Naitoh I, Nishino T,
Sakagami J, Shimizu K, Tomono T, Aishima
S, Fukumura Y, Hirabayashi K, Kojima M,
Mitsuhashi T, Naito Y, Ohike N, Tajiri T,
Yamaguchi H, Fujiwara H, Ibuki E,
Kobayashi S, Miyaoka M, Nagase M,
Nakashima J, Nakayama M, Oda S, Taniyama
D, Tsuyama S, Watanabe S, Ikeura T, Kawa
S, Okazaki K. Concordance of the
histological diagnosis of type 1
autoimmune pancreatitis and its
distinction from pancreatic ductal
adenocarcinoma with endoscopic ultrasound-—
guided fine needle biopsy specimens: an
interobserver agreement study. Virchows
Arch 480: 565-575.

AR ER]. Acinar—ductal metaplasia O
R HYSFE & CD56 g Yuta A MEICB 3%
JREL RIS, R 381 51-59, 2023.
Uchida K, Okazaki K. Current status of
type 1 (IgG4-related) autoimmune



11)

pancreatitis. J Gastroenterol 57: 695—
708, 2022.

Okazaki K, Ikeura T, Uchida K. Recent
Progress on the Treatment of Type 1
Autoimmune Pancreatitis and IgG4-Related

Disease. Mod Rheumatol 33: 237-241, 2023.

2. FRHER

1)

2)

3)

4)

5)

6)

7)

8)

BV, &R, Wz, B, W),
S, AARHURRR, MiEAHs, RSk, A
[l SER, A2 R, REFERDF, MRBR. TR
R L7 B | R A OV ER. 2R
14 7] TgG4 BEELE R PPl fE 4.

eBrEhd, Sz, SRR, EBEE, I
th, =T, PAARRGUKRR, WHERRE, ARt
IR, xR, REEDT, HER, ERE.
1B E O R 1281 D M-ANNHEIM-AiP-
Activity—Score & IgG4-RD Responder Index
DO, 5 14 8] 1gG4 BIHIR B2 A ES.
Takanori Sano, Kazuhiro Kikuta, Akira
Sasaki, Fumiya Kataoka, Mio Ikeda, Yu
Tanaka, Ryotaro Matsumoto, Naoki Yoshida,
Tetsuya Takikawa, Shin Miura, Shin Hamada,
Kiyoshi Kume, Atsushi Masamune. Monitoring
of serum IgG4 levels is useful in the
follow—up of patients with type 1
autoimmune pancreatitis. 25 26 [B1[E RS
/8 53 [A1 H R P R4,

Bk, FHHEFNZZ, IESEE. M-ANNHEIM-ATP-
Activity-Score X% 1A O MERER D
TEEPERHm oA FIPEORRE. %5 108 [A H AHAL
RN TR,

REARERG, (MRS, EoE. B O MR
DHEFFRIE L LCOTHF AT Y v of Atk
55 108 [B] 0 AVH L ER P .

Kenji Notohara, Terumi Kamisawa, Toru
Furukawa, Noriyoshi Fukushima, Tsukasa
Ikeura, Shigeyuki Kawa, Kazuichi Okazaki
Interobserver agreement study on biopsy—
based diagnosis of type 1 autoimmune

26th International
Association of Pancreatology Meeting

pancreatitis.

Kenji Notohara, Terumi Kamisawa, Toru
Furukawa, Noriyoshi Fukushima, Takeshi
Uehara, Satomi Kasashima, Tsukasa Ikeura,
Shigeyuki Kawa, Kazuichi Okazaki.
Concordance of the histological diagnosis
of autoimmune pancreatitis with EUS-FNB
specimens. & 111 [B] H ARBLFESRE.
WH—%. B COREMERERIC BT 22 EED
LB L A O EERERERIRZ B 2018 @

19

9)

10)

11)

12)

FEAM. 5 53 [E] A AN 2.

9 WEHEZN, HEFL, WER=. HCOmREE
EDR O BWIRIEIC I 1T 2K - A7 v A NRAF
DY R KA L O REE ORAEIZEET 5
fREt. 5 108 [B] A ARVHALERR T
SRTIESL, ¥IHETFEIL, WER =, B O
RZWHT 1T D EUS-FNA DL ESITICET 5%
BEBEILFIAFZE. 25 103 [B] H ATH L 2R =
.

Masahiro Tsujimae, Atsuhiro Masuda, Yuichi

Hirata, Keisuke Furumatsu, Takashi
Nakagawa, Seiji Fujigaki, Takao Iemoto,
Yosuke Yagi, Takuya Ikegawa, Takashi
Kobayashi, Arata Sakai, Yuzo Kodama.
Predictive factors for relapse

of autoimmune pancreatitis in multicenter
study. %5 26 [RI[EF N2 - 55 53 B H AR
[ =N

SERTESL, HHEFESL, ERE. BER = 2
WA O R D oLz 2 . 55 14 [BIH
A 1964 BIE R B P TS

G. ZHHYRA FEAE D HHIE - B ERIRIL

(FEZAET)

L KRS
ML

2. ERFEE
M L

3. £
B



BT 4
SR04 FEEAF R BB Ae EERTEE BBURI R

SIFRAR TR
IgG4 BEETRIR - MERARR CRGETROWTETE (2020) (R4 2HF%E

WHFEsT L EiEses FLIREERE R AR EER G - U v~ TR BidR
WRgEl 1 MEER ALRERRZPEZRRE - Vo~ TARE R

WREST

TN« MR RR 21T 1G4 BRER B DIRIFAED 1 > TH Y, K VKEEDOE 164 RR « MERIRAE (1g64-DS) 72
Wr ik HEDVERL 2 B AICSETREYE (2020) ZMERE L7, 72721, BERDEEICB W T HERA SN TV - IHR R
HHE LT FEORR « MERIRD 2 <7 UL EOER) 28 L7, ZOHBEORBEIZZNE CHRIEST
Wirno iz, 2T R ORMR « MEEIR D 2 X7 LA EOER)] O AMEZRIET 5720, R - W IRRE A
T DIAEH RFERICHRAT L, B - FRREE - BEMERNTRRAEEH LI 25, 84.4%, 97.6%, 98.5% CTh -
2. BEZEIZBWNT, TRFRMEORME « MEERIRO 2 X7 LLEORERR ] 1E 1g64-DS 2 TR TH 5 2 &7
MR s n=—K, FCHELJEROWRENH D ZELHEETHY, SOICHRELZN LIS, BHi-2mE
2 OISR ORF 722 & Al B b, SMEEZSE T OILERD 5.

A BFFEER N e

TeG4 BLERN - WERSZE (1g64-DS) 1% TgGd Ptz & KIPRPE, 2~ DLE

(1gG4-RD) DT bk bIRBBEEAE <, $-2ofg b 1EIEL \ .

SRR B IEIE S £ O R ORRARS ChHY, 2. 0 1e64MJE (135 mg/dl BLE) 2380 5.
IgG4—RD @ﬂ%ﬁg/é/\* 51%5—’9“5 k - 675#(‘3“3:%%_ 3. ()?tﬂ%é?)ébWi@{ﬁz%E*ﬁﬁ‘ﬂ%&*éi%ﬁﬂ& IgG4 F%‘T%
HILD. BRI ETEI - MEEIRO 2 AL Rt (3 PEMIIZTE (TeG4 Bt/ TeG Bkl 40%LLE,
s ALLE) OIEIE (Wb DBIZ Y v _E—2) 1% 13"3 IgG4I%‘TH‘2’:§I%EEIH@75§1O/hpf%:ié?€f§%&bé.
Tg64-DS ICHFMI & S C\n B, —J7, il - Wi 2N, HE 1a+IHE 2 S 30HA 3 2T b0,
KEAT DB 1g64-RD DAMZ b < b TE @g;m%ﬁuw%ﬁz+@ﬁs%ﬁt#%@%%
D, EMEY LSRR ST Y LRSS, $ra 2CT D, .

P E@W;Eiﬁﬁ%,a,ﬁ%&f; romiges BAVE Tg6d BERBOENETH Y, ZliasiL & #
BRI L LT T B, 1g64-DS oBliiug o D - & b3 BmRIRRIC, Ybadg Fevx, Zi
BT T X HAFRAE bR B, ApE DPE Castlenan i, ZIRMERILNIEMIE, BILY
JRHE (Ig64 BEANR - IR <1, ey I MRCHBIFENG. 57T, HH latHA 2
LIV R E— WD 1THB S LTAS L Tﬁ%ﬁ/é/\& SNDHLE LA TOHIUIEREIITT 5 2
TUVz Tg64-DS 2 EA ET L, FIZ=F A 3— |k k@%fbwu(\ . PN

HE =AU ACHE, TeGA-RD AAHZ M L oReaty (R ERMRICEnERE ST

AR L, BEFTR L LC ORI bR AR L

FEATIENE (20200 #fER L. A, odargg  RIRE~ORK) o
OHFNER, SR 7 U vy g — L oEBREIcs  DAEATRICED S RENCONTHE, FLBRIER A

IF % B ELVE |7 6 5 A B C CRREE L 7= TR DEEIRATE - BFEZ B2 OHGR /R TIM LI,
N C. (\
B. HSE i i

e L R o L A
LWL e S RABEIC C 2017 45 6 H 7> 2022 4F 6 @ﬁﬁ@@&% @m%@%ﬁgwﬁ.us@i,z

H OB - W B Z SEDiv, R - MERIR AT LLEOWERRIE 66 1, 1 <7 LUTIL 52 BlICEE0 5
a— AR ST 118 flA st s L. A dufs Niz. 2 X7 LU EDOERZ R LT- 66 FlOJFINE R DN
62.72% (BIE 51%), 1gG4-DS & ORI L 65 B2 1gG4-RD TH Y, 1 DAY =—7 L
W, HFTR, ma—, CT R Y25, 1g64-RD ks e (SS) THo/. —J5, 1 ~TLUT D 52 BT,
WE L YR T YE U T BIAE SR A BINTATYY, TeG4-RD »2 12 A% 1g64-RD, 1 fIA3SS, 39 fl3E o (Vv
Wrick T 5 IFEOTRER « MEEARIEIROFAE) DR RS, AFERERTERISER, BMEY LS, BIEREZR

JE - RRRLE - PER PR A S L. £) Thol-.
B, WETHUE (2020) IZLATO LB @2 ~T OXHIEIEE DLW E S 2 <7 L DR

L. R, BTS2 VIS FIROEIRZFHEME G 7 . i e & S 2 0 MR % 21071
HUE) D 5.

20



& R - ERRER & RAEDH

Zik
2 7 L TgGA-RD | 3F TgGA-RD | 2
%@g Hv 65 1 66
e | L 12 40 52
TEIE 2t 75 43 118

2T LI EDTRAR « MEEAREIR (227 v % —
V) @D 1gGA-RD 28T DIEEEIT 84. 4%, HrFFLEEIX
97.6%, BHMERIHERIT98.5% Th o 7-.

D. B8

ARIRIZF1F B 1gG4-RD OFZWHIRAN, SFEZWiFLUEIC
eV, WEEZETE 72 572 VAT S B I 2R
SNTWAD B HEEICRET 5 B it Ty
% . HEIZ 1g64-RD COREBARFEN & 1g64-DS (Wi
WwHI VY VIR CEERE (B CREERER) o
WrdLHE | Z I\ T, RERRRRR AR 2T A3 72 < T,
RO ER G 2 EHR L, ZWrlREREYE L 7o T
5. 1g64-DS DFHEIFIZ Y o RF =0 THY, R
JiR « MERZAR D 2 FHLL EOJERRN 3 A LL BRI 55
BlX, ERERIEITTH o ThE 1g64 MIEN A Hivit
X, MEEZWE STz, L LZaeRnD, #iEmT
X508, FE 1gG4-RD 12 L 2 IRAR - MERR AR A 2B
b, 7V oYRE—VERL, EHITE 164 LAE
ELEYHAENDH Y, REERICBWT, RFCEMEY oo
fli7e & & OERINFREERZ 72 LIfTbild Z &~
Ban EFbhnTtns.
ZOMIZEALT, SN2 FEOARREETITYET
DOFFENT Tl 1g6G4-DS KETHREUE (2020) DFFREEN &
<, MALToma % & #p3E 1gGA-RD 7% IgG4-RD & ZMrs i
DENX IR o= HoR LT, AENIxE6lZ2 X 51T
JER L, AR - MERIRE R A S, —a—RA&EDOX
B TIERNIRBIT D, 27U vV RF—D2H
BREBIE L. AL EEKREOHW % golden
standard & U C, RFRMEDIRIR « MERIRIEIRS & Ak
ZrERmR L2 25, 27U EOWbYEI Y
oW B — L ThIUE, 98.5%DfEEE T 1g64-RD & 2
WrSLCTWnad Z ERER SN, I HICMmiE 1g64 DT
— APk END Z EEEBETDH L, BRZHEICEW
TETIIEENE (2020) 1T+ 722WiE A2 A LT
HiEZLNE. 7277 L, 1g64-RD @ ACR/EULAR 4338
FEUER R ET DB R HE4ED S 7z 1g6G4-RD HH
LUEF] (mimicker) 324 BOHIZIE, FEMIIABITH
DMNI TN oI RE = ERT R2FNEENTE
D, FRCEERE GBREVR EOEEER, VORI
) oftET —4# (CRP B&H-72 &) 12 1gG4-RD & L
SIBRWENHR LN DAL, EREZRTIT L, FHEAHHE

21

BEHNCEMIRE R EOBRIAZITOONEE L. =
FUZES LTI, ACR/EULAR EEUECELH STV B 4+
HEUEZFHT 206 WY ThHD.

E. &&ia
HEZRIZBWT, 2 X7 EORER - MERAREE (3
» ALLE) 13 1gG4-RD OZr& s < i+ 5.

F. BFse %%
1. 3R EK
L

2. FRF

KIE  AHED. 1G4 BAERME - MERRIRAKR 1T 5 2 ~
T U EOTFER - MR RIENR L 1G4 BIER B DO ZW &
XFFT 500, FH32RAARY vwFEadtE - 1
AeSEsE 2 (FLR) 2022 /29 H

G. FRORF EEME D HHRE - B ERIR T
(FEZET)
L. FFEFts

L

2. ERFEBGF

L

3. D
L



RIS 4

T4 IR R AR B A EHR MR BBORIF TR g
SyHRMT RS

IgG4 BAE R iR (I1gG4-RKD) (21T B MR R D E

— B ARIEFS Ig6-RKD UV —F% 0 7 7 )—7 (W) IZ & B L HasRAFZ
BRFEs R B FRAL &R KRB ) v~ F - JREURNEL il
BFSEtn i Vel T RER-TREENE HE
WFet % RIB % ACRER B MEN R
e % WEES ROMBEREE Y ¥ —NE R
Bt hE B0 3mSR E SRR N - BRI R N R
We % WEET  SERRE SRR BN B
WEE e M EREEA - AR

gl
AR

HRES

IgG4 BB g IgG4-RKD)IE 50-70%  ZARMH A ME 2 585D 5 N D EFRII R TH 5, 4 nl IgG4-RKD60 4112
DWW TERA R MAE O I L 0 BRR, WEL PR ZERZ R Lz & 2 A, IR IERZME 1gG-1gG4 ER A EI
B <, FOMITMHAME S FMHEE L TBY . S OICEMERIEDILN Y A KV &E TRMEEZERIC Clg ttEE2R
Wiz, IgG4-RKD Tl IgG4 LIS D 1gG Y77 T AR EITH HARIEIC L 0 iR 215 b L, BREORIEDILH

DIZEEE LT % ATREMED R ST,

A R
1gG4-RKD |ZF5 1T DAl R D& 2 a3 5,

B. AFZE 5k

2012 4F 4 A5 2019 4F 5 A ORIC 1gG4-RKDWG BE3# i
FRITHI\UNT 1gG4-RKD & 21 S 7= B & AR A e
HY LB, 72 L (NEO T RBEORR, BT
R 1% TR i LT,

(B ~DBLE)
LSEIOMIEEAT I oIV JEAEFBEOKRE LT A
TxtG b T HEF DRI T D HEESE) 2 Ekg I
BWEFL, LR Z & L mEELE 21T - 72,

1) BEOMEANER - W ORE & &M

WD FREIZ I W TS KA 2P SUERIE S L D
Eal L, BEFEAEROBERE IO T2l
BxE1T-o7-

2) A7 F—hLK-artvr hOFEIAE
AT T ORRZIFRICB W TELINLD LT TEHR
\Z X DBEFERIE W ARAE TH D720, &4
T L LB L DREDLETIIZR, £ DO
W Z T =7 A 8 ETAB L., RBIMOH LHEZ%
SERIE: VIR ViY==l v Iy

C. HFseiE R

60 517 42 51 (70%) 28 L BE72 o 7=, LEEDZL < 1% 03,
C4, CH50 ™ _XTIKFLCHE Y, CH50 ZJ ( 10U/ml LA
T) & AG%IZFB O T A, MR, BAMEA LR T E
WX72 703> 7=, BRI eGFR IZ L &L TRV ME A2 H - 7=
PEBEZEIT D> 77 (p=0.076) . 1gG4 LIS D IIE 1gG

H7 7 5 % (1g6-1g64) 8 (mg/d1) 1% L BETH B EHE
ToH Y (p=0.000), ZDffi%C3, C4, CH50 fE & 45 % jifi
BRI L Tz (p<0. 01) . Iy TgG4 fEIXMIAE T2 X7
<, RBAME & HFERIZ /e o 7. B3 I CREARANE &
FU(TO%T L&) . BT 1gG4 B MR i 2 £F o FRAR
FREORIEZ RO, JFBAMET TIL L BEIX N BEC
L CBMEDORIEDEN O DNAEICEETHY

(p=0. 035), C3, CHRO fEIXERIE DRIEDILAN Y &
FER L Tz, B E ORE 1664 BatEAMAaLL, 1g64
BRI/ TG BRI Fe L 221 e o 1. sehiART:
TIRIR I FLECHE (TBM) @ 1gG & #ifA (C3, Clq) Dk
BEFEIX L BECEVMEN 7 o T2 NA BT R Do 12,

TBM @ Clq DL L BT DO HERD BTz (40% vs. 0%)

D. B

BE#R (Fujiwara ©. Mod Rheumatol, 2021) & [Al%R,
1gG4-RKD {Z 3B\ TIRAR AR IMLE 1% 1gG4 LASR D 16 57
VA -0} A PR QA Ny AN EI o E - ¢ I[aY ')
THERS ST, & 72 B IS AR AR 1 B R 2 D
Y W IREFEOIEN Y & TBM @ Clq tEE 1T 5 LT3
ZEMHTIRE Nz, 1 H BIE 1gG4-RKD @ TBM C
I 1gG4 LSOV 7 7 F 2 (FIZ 1g6G1) b IRIRFIZILAE
LTCWAZ EEHAELTED (Hum Pathol 2012), Z
U5 AN ENT AR IR X 0 AR ORI IR 5 LT
WO ATREMENRE 2 bivDd, A BRARAH AR ME DY 1gG4-RKD
DOEFRFEE, TRICKTTRELED, IR
AR — N TOMRFPEEND,

22




E. f53%

1gG4—RKD {28\ TiX 1gG4 LIS D 1gC Y7 7 T A,
FAT A HAYRRREIC L 0 MR Z TG (L L, B RE O RIE
DIEN Y IZEE LTV D TREMEA R Sz,
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1) Saeki T, Nagasawa T, Ubara Y, Taniguchi Y,
Yanagita M, Nishi S, Nagata M, Yamaguchi Y,
Saito T, Nakashima H, Kawano M. Comparison of
clinicopathological features between patients
with and without hypocomplementemia in IgG4-
related kidney disease. Nephrol Dial Transplant
2022;Dec 1, https://doi.org/10.1093/ndt/gfac317

2. FRWRK

D Flamss, B, sURES, Ao, giESR
T VEE—, REER, owm, SEEEE, e,
JUBFFEEL, AR ARIIE IS A I L D 1G4 BE B fsp
(IgG4-RKD) DEGIR « BIRELRT AL OE - H A IRT2
1gG-RKD 7 —3 o 7" 7' )L — 7 (WG) 12 K B L HEair 42
9566 [0l HAR U U~ F 2 A E S

2022, 4, 25-27 fEEm (A 7V v REE)

2) Vefaml . RiEERE, FURESC, ArEi, gimE
T P RHEEJS, O, AEGRE, B,
JIBFFE5L, KA AR ME DA I X 5 1gG4 BEH R figksm
DOFFER, HEFRZER, 5 65 0] H AR F 2 2
2. 2022,6, 10-12. fFHT (ONA 7VU » RBE)

3) fefpEi -, R, FLREESL, Aoz, YimsE
T P RHEEJS, 0. AEGRE, B,
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BT 4
T 4 FEIRATBR AR M A AR REURIT TS

Sy RAGE R
eG4 BEAEBRARICE TEIRUAFPRICEHT SR

Wrgeor s IS FEsl  RAZEMEREEY v~ T - BERNF R
WHEE KOS &RKREMEREEY ¥~ F - BIEHAE B

MRS« 1gG4 BEEBNEIR (1gG4-RKD) 1%, BEHF2WIHI0 R T 104 RIEEKGIEZRD 5708, BV B Re =
SRR WHSEE G2 XTI LN ERREIN TV, —F T, EHRBICEIT 28Tt m T,
BPEIESER R DIV T oI SN TR 59, HABIKRTS 1g64-RKD U —F% v 7 7 —7 128\ C,
1gG4-RKD JiEH 95 5l OFZWIRFERIR « Eifg - B FROPT OB HIER AR Fh O BB REHERS, BMENEE AR, JEL,
PEE oL F oA FEMEE %GRS Lz, 2WF o eGFR Bl 46 nl/min/1. 73m® (PUAS(Z#IDH 29-69) D
JEBIEER D 9T AT v A RIBEBPTOI, TRFEVIHIBHEEE DS (A eGFR FHAE+27 mL/min/1. 73m*) & 38&
77o TIME 71 4 H OBEMIRIZIB T, CKD B5ElT 30. 6/100 AEIZ I B AL, BRI TIC 68. 4%DAEMH] A3 CKD
DOARFEIZE Y, 3 FINBAEIRIEZ G A STz, FlntERIFHE Cox [MROHTIZR T, JRIFHE AR eGFR KA,
BEfF O m e, BRI BT 2 IAH 728 ME(L A CKD B ORE#K - Ch o 7o, £, ARMOZEFHGHE HNT
B U 72 S OFE LR AR LR IX 1,52 (95%(ZHEX[H] 0. 88-2. 43) &L @V MM 27~k L, — 5 CHEHE(LIE T T
0.94 (95%SHEIXE 0.45-1.72) & — A D L RIETH -7, FEELEEBYIERBICH LT, WAL Y
HIGEBIATE 3 20 A LI OB HERE R BN B /2508 % 5 2 Tuvi=, 1gG4-RKD (28T CKD ([ZE B IERNIEZ
2, BZW - BEARIC X 0 IREBMGHE 3 A UNO BIF /2 BHRE R ER T 5 2 LT, BPH% - ATk
TENWIFFCE, £, HEEHAGRICL Y KRB RE~OETIIMTH D EEZ DN, AN & i LT R
O EFIZH SN TRV, 1g64 BIER BRI L [FERICENMEERA & OB VRIR SN, EMHA 7 Y —=2
TOFEMEHPHELE SN D,

A. WIERT C. WFFERsR

1G4 BEHE B P (1gG4-RKD) o & B8 12 33 IgG4-RKD 95 Hilidmillin (hufil 69 7%) TH
J LB TROAEMm TR, EIEEG RO FREL PEHEQRL (79%) TdH O, BWIHED eGFR H LA
oL, b ORERFZHRET D, 1% 46 mL/min/1. 73m* (PU53{Z#iPH 29-69) TdH

o7z, 92 B1(97%) A3 GC IR A % T, TRFEHIH

B. 9 HE D FERESE (A eGFR H1JfE+27

B E DN K2 2 T L7~ 1eG4-RKD B 95 mL/min/1. 73m?) Z 78 7=, eGFR <60
Bl %t B0s, SIS - Bi% - BRI R, mL/min/1. 73m* @ CKD = 30. 6/100 AT
SRR RS TP OBEIEEERER, EMLEERE, B, BUEWIFHIZ 68. A6DIERIHS CKD DHRTE
T, WEaLTF a4 F(GC) FME A% I (2B, 3FINENERELZEAINT, Fin
A LTz, FlPERITREE Cox [EIRDHTZITVY, PEBIFRTE Cox BIFHTIZI8U T CKD RiED RS
CKD 2D R F 2 PRI LTz, AHDOFESHE BT E2RBLIZE A, IGFEEARFD eGFR
214 O T EEVEES O B YL R R (SIR), 1A (per 10 mL/min/1. 73m%, hazard ratio
(RSB b (SMR) &2 5 H L7z, [HR] 0.71, 95% confidence interval [CI]

0.63-0. 80), BEAF D &I/ E (HR 1. 81, 95% CI

(ff B i~ D BLIE) 1.08-3. 04), BHARKIC 351 T 2 ILfE 22 MRAEA L
LEIOBFIREFT D 2T . BASEE D (>50% vs. <5%, HR 2.58, 95% CI 1.10-6.02)
WEL TAZXG LT HEFRIFZEICET A B LT,

DIGFRIESE) ARk IC S L. LLFD D& 10 BUAMBEZRHIRI e L, HEESy, &=
GEREL S 24T - 7=, SERCYWE, MM, (OAREZE R EER TH
EHNAERIEE OB S BEEH - K STz, HFET L 1.68/100 AETH Y, SMR
ESITEAAL L. BRI L7, 1%£0.94 (95% CI 0.45-1.72) T&H -7, Cox [H]

IR T S - T O BERE I, 2
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WriE4ERES (HR 1. 16, 95% CI 1.06-1.28) &i4
FREBRA LA 3 72 H LA O eGFR B BAE (HR 0. 67,
95% CI 0.45-0.99) TH o7,

16 Bl 3\ THI 223 M P B AR I PR B 8
B, FIEHRIT 2.93/100 A4E, SIR 1.52
(95% CI 0.88-2.43) Tdr -7~

GC FEMEDFRAERIT, FHERYYE 1.80/100 A
A X2 b 1.61/100 A4E, HEARE T
0.88/100 N4/ X T o 72, BEEKYYEDR
KT & LT, JRERGE 3 22 A LN D eGFR
B EAE (HR 0.63, 95% CI 0.46-0.88) 23 hH &
iz,

D. &%

[gGA-RKD DO EH 7% #8152 L - ARFHeE
W, EEE 2 %0 1g6G4-RKD TlEE =12 CKD
ICED Z L OHERR S AL A3, CKD B xf L C
TRIRBALART D eGFR KT, F-BAMRICBIT S
JRERZ AR LA EICRE L Tl Y, B2
Wr « BHNERICE D B TREGED G TE D
EEZ LN, £, BB 3 A UN
\C BB R A T o 2 Lick, Em
FHRUEBSCHERIIED U A7 K TR ELN
HAREME L RIB X7z, CKDIZIFBEEL TH
10 4ELL EOFIE TF D eGFR 4R L TV B JiE
B3 % < B B, HERARFRIC L D RHIEAR
BADOEITZNH TE TV D ATREME b oRIB &
b W

—fE A0 &bl L, IgG4-RKD 28T DT
RO EFITA LN TR, R CITEMEE
95, ENERKYWE, BN, OFREZEZR E A3
i, JFIEEBRTHD 164 B BNIER & i1X
o TWiRhoTz, — T, 1gG4 B B4
IR & RRRIC M R R T AN LV
L, BHHAZ ) —= 7 OEmHIHESLE X
N5, EMEREEO FHF R EIREICL Y,
[gGA-RKD JEF D FHERUGEN MG TE L 2 &0
R X,

E. f&im

1gG4-RKD 15 3RIZ CKD IZE 503, HERHIBEIZ
LV KRHBE R E~DETIImTH D, £2, 7
HiSWr « RHEEHEIC L AR 3 22 H BN
B BHRE A kT 5 Z & T, EmTHRo
WELHHTE LN ENT, kAN
E B LB T RO EFIIEA S 3Ty, 1g64
RE IR AR & (R C TE M 05 T FR & oD B
DB S, EWA S ) —=2 7 OFEhEH e
RIxNns,
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2019 41T ACR/EULAR Z3JEILVEN AR 41, 2020 LT 164 PR B OUFEZW R ENR AR SN, T b
T T, MRERSREIE THORMREEOUETIEEN T TE 72, FFIT ACR/EULAR 7 EIC I 5 3
HER ORI 2R | B X OWRTEEZE IS k&l AT a4 ROKIGHE] 1220 TREREF O
L bmet L, Fii- Gl RGBSR T2 e LT,

wrgeth i

WA ¥ (BINKFE L NR S —5E )
T R HRKT SRR T O X O E R
v BE—T LLE—NE

R (IR B R e g N R

heE B (EORE A SRR e i AR EE R
INMRFER (RN R ZBE RN R 72— E)
MRt (& LRI BB — A

FERRER] (AT SRR
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ERL R (MR AT IRER 2R PR &P & o 7 — Tl
e

R (Va7 SmBE R
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A BFRER

2019 412 ACR/EULAR 45 ¥E % (American College
of Rheumatology / European League Against
Rheumatism classification criteria for IgG4-
related disease) KB IF I, F7- 2020
FIGET 164 BREE B OISR M ELEN AR I N,
= ZCMERERA B TIE 2015 4R IS AT L7z 1g6G4 B
HIPER AR B (1gGA-RRD) ZWiEEHEIZ >\ T, 21
DOBAMESEZTURTROEREITO 2%
HW &9 %,

B. B4R 51
1) ACR/EULAR 73 EEYEIZ 51T DM gs DOF% 4 THE D
A, BN 2) 2020 EET 1G4 BER RAFLE

WrakvE  |CEER S, 2015 AEOD TgG4 FEH NI S
BZWEE CRHREINTWARWEE O 21T

VY, FNHITOWTHES LT,

(R ~DRLIE)

ANEXR LT D ESLRFICICET D MBI L
7=, ERFEER (& LR : 26-459, FUERR S
R0829-2, {EJN K% 4465) TOMEEE S DK
HTiTo 7=,
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C. FFFEfE R

1) ACR/EULAR Z33ASEYEIZ 1T B Mg DFL M A H O
TR

ACR/EULAR S ¥EEEHED FgES D Incrusion criteria X
ORE I HCHREE D AEIE, @ FEEHEIR O H IR
a2, O 2HATHD, D HHOIFXT TIZ 164~
RRD WAL MEICFRE SN TV 528, @QIZB L Tk
Wr L UE | SO N E N o T2 72D, RS EE (FIREE - of
FHE) IS TUNEE L 7= 1gG4-RRD JEMNZ I8V CHEEE
BEEIToTc, ZORE, BGRETRIZI T 2 BRI
IRFEFIE 80 il 9 B (11. 3%) IZERD B L=, — 7,
Mg 1g64 52 fF 5 Mg B 57 i (R MEMZ%
8, HFERERMENGZS 11, AFBEERYEZSLFE M55 48 1 PA S IEE
16, 7 LILX =T ALV AJE 6, U AM 3,
Xy v AR 2, Yo R—I R 2, ZT0Dfh)
IR, FHEARRRIRAT T b o Tz, T O
ENOLQOER ZSETWiEEICAND Z LI LT,

2) 2020 FCLET 1G4 BB AR ELFERZ T L VE & DEES
P D fgS

2020 FLLRT AR EAEIC IS 1T B ERE T A D
G, FERERTEIRIC HEE T A AL, AT rA R
OB R OSERTEHE S22 L Th o7, FEK
WABETIX, A7 REHEET-T- 94 Flo
[gGA-RRD DRFTZ 1TV, EHBIZEWIM 66 » A1k
W, 85, R4, B L5 CEMEEMREE 3, W
WHERR 1, MEFPRIETRER ) OofRES, —
7, MEMREE O DR AR BBV T 1g64 B
HE AR L OERINBEIZ 72 DIEFIN 2N LD,
HOROVE AVERTR BIFZE S O ) 2 45C, 2019 4RI
(TG4 PR EEL TS W L UE 2 72 9 OV E AT
PRI 29 Bl A2 2EICINE L, BRIR - B - HEO
HMHZE CTRat 21772, TORE, 1g64 BIEMa
Z R RVEMERIAR 17 BliX, AT oA FORSHESe




Fih 7o & OFREET 1g64-RRD & TR - T
ZEMD 1gG4-RD TR s T TV — L Z,
TG4 BHPERIEPERIZE | & FFFR LT L7 (CFRK
31 AR [ IRy BE 47 FEAF 2835 &, ERJ Open Res.
2021;7:00317-2021), T HDFEREZ S 212, hET
W ELME ORI TR IERE M EMZ22 ) 218
ML, EHZb AT aA ROKSEETRTHI L &
L7z, FFEBEHZBWT, PAZEMEERIRA 1L 1G4
RRD (ZHF A TIE2 <, WG WL -7
mimicker, FEZIMERZ LD BIFHRERIZB N TS
WOLNTEZ END, JREFT RO OE 1Tk
R 72 R B g 2 Y08 LU, JRER LR A2 5 F %
TR ERR T oL LT,

(LETNEOFEINT AN 2—4 4R PR BES> FEAF
JoH )

D. B

ACR/EULAR 23 AL HED S D Incrusion criteria
IZREH STV D, EHERARIRIRER S 1T, PR
Bl U 7 MR ERIE ] 80 1D 11% 12388 B
T e, F7z 1g64 BIERBZ 8 5 MR ZRaR A 67 il
WZBWT, RFTRZRBDRNoT-Z &G, FritE
DR EHIWT L, SGETR W IR L7z, Lol
SCHRAUIZ I XA MERRARMEE > ANCA BsEL & R IZ B0
THEUFT R OFEFIHE 2o 572 (Clin Rev
Allerg Immunol 2017, Semin Arth Rheum 2016) ,
FBEHY ZIE IR K D EI A E L B b D,
—J7, A7 uA ROUGHEIZOWTIE, ZThETIS
H OSBRI A R4 I THEAMERREINT
W5 Z L, BRXOMERIEBEORETEH, FIRICER
7RO R T2 L ENDL, AT A RO
BOSHEIT R AT & flwam LT, 72 BSLLRTHE L7,
BRI N EE R FBLER TH D 1664 BHTERE MM
TI&, A7 v A FEOGSHEDR 72D Z & 56 (ERJ Open
Res 2021) , WGETRROMERIZIE, AT wA FOK
ISPEIZZ LUWRZE IR 2 BE 45 Loz
il Y el

E. f&m

2015 FIZ/ERR L7= 1G4 BEERPIL ZREE BB D2 I A&
#E%  ACR/EULAR /3 AL HESS L O 2020 4T 1G4 B
HUR B OR W TR (VL U - T 2 RET L, 2022
LR 1G4 BEHIEIL 2575 FRG2 W JLUE | R ik S 5
TEEL L1z,
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1) Komatsu M, Yamamoto H, Matsui S, Terasaki
Y, Hebisawa A, Iwasawa T, Johkoh T, Baba T,
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Miyamoto A, Handa T, Tomii K, Waseda Y,
Bando M, Ishii H, Miyazaki Y, Yoshizawa A,
Takemura T, Kawabata Y, Ogura T, the Tokyo
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Respiratory IgG4-related
disease: 2019
American College of Rheumatology/European
ERJ
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League Against Rheumatism criteria.
Open Res. 2022;8:00120-2022.
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1) Komatsu M, Yamamoto H, Matsui S, Terasaki
Y, Hebisawa A, Iwasawa T, Johkoh T, Baba T,
Miyamoto A, Handa T, Tomii K, Waseda Y,
Bando M, Ishii H, Miyazaki Y, Yoshizawa A,
Takemura T, Kawabata Y, Ogura T, the Tokyo
Diffuse Lung Study Group.
Respiratory IgG4-related

classified by 2019 ACR/EULAR

ERS  Congress; 22 Sept4-6;
Barcelona. (Hybrid)

2) MAHFET, K PR, CEMENZE, RRREET
D ERCRE, WEEE AR, DRHERR,  [EERAH,
AT, i, i mAE=E, 37 0 R,
Pefatk 1. TeG4 BEEMFRARA 115 BIDRIR
HIRRET. 55 30 B HARY = — 7 L R T 2.
2022. Sept 16-17;4R (NA 7V v ).

3) MHHET. v UAR YT A 1g64 BEEIIE R
Update: 1gG4 BEELEE B DB FETEIZ DWW T,
42 BIHARY LA R— A /R SEBEER RS
M. 2022, Oct 7T-8HEFFIR (NA 7V w R).
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1gG4 FEER SR COFNHEZIKIREMEIC I, 1G4 BHMMAREL O 1eG4/1gG FuIZ X AT D IEYETEE) Th - 7=,
TERERARHEALIE, B REE I TE W S O DR MR-, GBI,
U LB IR 2 S e e K, BREUR IR 0@ gD
BEtbEELEZ SN, & & ME U BIERE, OIER ) Ol CIXERNFET I WREERH Y, &

U o IR A BN & 95 2 L T,

A BFFEER

TeG4 BIABE 280k BRI 1T, KBRS Z DS DT b
P, IR OO E BRSO Fi 7= AR N E R ST
W5, E7o, KIAERZEC I TIZHTRTO 22775 3 72
TGN DY, FHRIFIUC Lo TIFFEIERIE N L b
Vo EBER SN TBY, BERRCTREIED I,

FEM R ARG DI AR E TV B,

B. iF 4 1k
PRk 30 ARVERLO RTE] O W FEAE O EMEIZ OV TR
5B, R IR A L N— O R iR LV iE
B 2 IR U 7= 421 202 5, JHEBMEARD & 5 89 SEf
\ZDWT, JRER ORI % FRNT L T2,

(fw B ~DHELE)
PEER BRI B A L N — Dk TlX, WFZESE TR
D NHMEHEHE EORBLSE, BFFE 75T X D IFFE 8 1%t
T HARHIEE, SERIMED PRI & [ (£ > 7 4+ — A
Kearty b)) IZOWT, HERICHE - mEHE L
1TV, AGRRRITIERINEEZIT - 1=,

C. WFZERE R

1gG4 B B 36 sk u M3 IE TeG4 B & 49 44123
feEZK S, MEOH (RIE, MRS AR
D) 1, 1G4 BEEE A 29 i, FE 1gG4 BHEE A
46 B, (MELISNOFAL (FRREHEE, 7R &) T,
[gG4 BEER R 8 i, FF 1gG4 BIHERA 3 TH -7,

BREBITHEET 5 &, 1G4 BtERNa%L 30/HPF L I,
1gG4/1gG bt 40% VL E2NESE 80% LA E, RFELEE 70% LA
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Symposium on IgG4
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Monitoring of serum IgG4 levels
is useful in the follow-up of
patients with type 1 autoimmune
pancreatitis

The 4th International
Symposium on IgG4-Related
Diseases: diagnosis and
treatment development
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Identification of an Anti-
Integrin avp6

Autoantibody in Patients with
Ulcerative Colitis
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Immunoglobulin G4-related kidney
disease’ s predisposition to
chronic renal dysfunction,
complications of malignancy, and
mortality: a long—term nationwide
multicenter study in Japan
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Immunoglobulin G4-related kidney
disease’ s predisposition to
chronic renal dysfunction,
complications of malignancy, and
mortality: a long—term nationwide
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contribute to the pathophysiology
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The Current status of autoimmune
pancreatitis in Japan.
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