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=1 A

B TR
ACPA anti-citrullinated protein/peptide antibody
ACR American College of Rheumatology
ANCA anti-neutrophil cytoplasmic antibody
CD cluster differentiation
CRP C-reactive protein
CT computed tomography
CTL cytotoxic lymphocyte
DNA deoxyribonucleic acid
eGFR estimated glomerular filtration rate
EULAR European League Against Rheumatism
EUS-FNB endoscopic ultrasound-guided fine needle biopsy
HIV human immunodeficiency virus
Ig immunoglobulin
I1gG4 immunoglobulin G4
IgH immunoglobulin heavy chain
IgL immunoglobulin light chain
IL interleukin
IL-1RA interleukin-1 receptor antagonist
IRAK interleukin-1 receptor-associated kinase
ITIM immunoreceptor tyrosine-based inhibition motif
LAG3 lymphocyte activation gene 3
MALT mucosa-associated lymphoid tissue
MDCT multi-detector row computed tomography
MPO myeloperoxidase
MRI magnetic resonance imaging
NF-kB nuclear factor-kappa B
NOD nucleotide-binding and oligomerization domain
PR3 proteinase 3
RNA ribonucleic acid
ROC receiver operating characteristic
SLAMEF7 signaling lymphocytic activation molecule family member 7

TAFRO syndrome

thrombocytopenia, anasarca, fever, reticular fibrosis/renal failure, and organomegaly syndrome

Tth cells

T follicular helper cells

TGF-B transforming growth factor beta

Th cells T helper cells

TIGIT T-cell immunoreceptor with immunoglobulin and ITIM domains
TLR Toll-like receptor
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IgG4 BEHEEEIE, B2\ UEBOIRS ISR R O AW UBRR RO BER, R, A,
MEEMESZE, B E R E2 BT 2RETH S, PEFICHFEL, PRBHEICEZ WV, REOREN 5.
RS & OB RE L R DT — A2V, 2HDH LD BEITIREZET LD 2H, IR, HE
WaR, TR, BN, KEhIRE P, I B ZE DBEE DN R,

WX, TNTNDRERIC BT BHHDEE L EZ SN T, 2 < OIERITImE IgG4 HEifH
EWV S RN R HGE SIS N E TR o Toe R To 0T NOfEZRR A & HRRELT FUISFLIL TBD ., 2
BV VSER « IEEHIIIRTE & SR L 2D B i, % < OIERITIEEIRFRHE(L & FIEN 2 Ry 7
Mtz 29 2 2 DB JREATRDARREZRE S tinks & 22556 D7 kv, BEMOZ I
IgG4 e LT D ., 1gG4 / 1gG Lk 40% DL EWRi & S h b,

FEEHEHAEICEI L T, AFRICEBT 2 HEEAWRE LRI 8,000 A &S . A/lIROILKRD S
DN 10 T ANHEEAWH 0.28 ~ 1.08 A7 10 73 A\, HEEMEE 6,700 ~ 26,000 A\ 20 &
DHEND 5, BIRERITIE, WD 5 O AITHHAE D IE R0,

ARBIIFFRIEIRICZ LT &, FIREE, BRRICHEA Rlidesz 809 C & MRS Z 5 0F L
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HOWGZW 21T O END %, EHICAEBIFTARDNE N L EEE L., TR Eflnase
S OMGMEIC X 2SR ETH S,
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BB ZRIME R, YILaA F— A, ZHOMEF v v U< 29K, TAFRO SEMERE. JRFETEREAL
PERRE 2. RMEZIGIERRHEE. #BEYVRE IR, JOE PR AHE S M 5. Rosai-Dorfman Js.
Erdheim-Chester 5, 7 U427 07V VG, SIEHRER ENEFENS,
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L s, HEEMESHIRBINTHOL XL I8 FLELORVERTHD, 5D& T A, M=k
REYIANEF 2 EZD T, T A MEEERIEIZEA LR, TFR— MRy —AaY ha—)b
WL UIREED LRI TERWODNBIRTH 5, /oo RN EWT ENE, AT 01 R0
HIHFEEDHEFFEHEIC DV TE . SHROMEIDRE L 2> T3,

5. IgG4 BEREN [ O REHRED £ 5 I DV T, RS TViRy, —RiceH
MLV 7 b —F A% Sjogren JEMERED K 5 75251 H AR E Tld—E DL CHRIBRNFEE 2
DB, AL TIE H ASEVERER DRIEFIEGNOIEGIER DD % DH T, lof PRI FEOFIE
MDTENTHD, 56, MRETEXE LML REDT WIVF—RERT LIVF—IEIRZ 1 S
MEWT ENHENT VS,
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IgG4 BIHEREDNRIA EIRREIC DV TIIA R AN Z IRENBH . FISHERICE L Tid < #l-
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Ha-> B Mifd: & OB RIEREBEK 70T 7 —UR A MR EDOHRMERMNHE L, A
PREBDIREEZTER T 2 EDHLN R D DDH 5, Kz, AIbD LB AEENH AEERED
E 9 DO HI TR, WL DD DOIREBRFERNZ H CHUADIAEIDRENTWS, DLNCHEH
IAREHE 2T %,

BEREORISICEI L TiE, AEEBDFRREIEKIC 1gG4 ZpEEd % B flilild & Z Db - HE5fEICBI D
% TAHIFED OB ZIH > TVE T EARENT NS, 2014 4EIC Pillai 513, REEOBEEZ DR
RIfiC SLAMF7 7 @389 2 IR LEMAE oG ML B Mg tgin L cwa & V. X512 2016 4EIcid,
N5 D BHIKEA CD4+T ffIC IR ZHER U T CD4+T M Z 1 b T8 T W B rlgEME 2t L C
W32, e, 5O BHIIEDOSME - BEEICE D S THIEY 72y FOEFEESRELTEH. K
R PP B AR I IR 9™ 5 Tl T, REEOHURRSERIC K DM L 724V I 7 u—7F )% CD4+
RS EME T #IfE (CD4+CTL) #¥ 52 CD8+CTL"® DIFENIH LM ENT V3B, EHIC, TNHD
YTy MME, AEBEOFRERKIC 351 2 MG EDMRHELIC D 2 iR E RL T3 % —5,
2021 I Akiyama 5., 2022 i< Murayama 5 (3. B fllfd» 5 0 1gG4 FEAIC B 2 I~ L/ S —
T (Tfh) fMOFEEZRLTED . ZNFN TIGIT Btk Tth fifa ” &Ml Tth filn ® v
TRy 7y FOFEELZHREL TS, 2ofMicEs,. 7 LIIVF—ICBb % Th2 Hifa-oHlEE T
Mla7e & Y7ty b EFREIEEICES L TW 2 AaREEA RIS T3 7,

BRI > TH—Hll RNA > — 7 T2V Afpihi g e U, FERIRER IR 9 2 M8 2 Ha g iy i
H—HIEL NV TE 2 X3 ICh-1T & T, TNETIKAEVWH LAY T2y FOEFELHS
MCTZ>TW5, 9. 2022 4£1C Nakamura 5. IL-10 Z & EA 9 % LAG3+Tth fifa gyt ¢
IgGA PELED I 5 AAA y FICHE LTV B AREMEAZ G L TWV3 9 X 5ic, ARBORENET
B2 DOMHODERE NS C EDNRETH 50, ZORAULAO Tth g, Ml EEEHA
FD—DTH% granzyme K Z @B 9 5 1E ML U 7MBREENTFAE L TH O, Helcih N7z CD4+CTL
CHSET BB T EZEHEH LTS T EEHLEMMI LTS Y,

T DX D IREFFIERICTINA T, HARREREAEEDOTIE - IWEERICH G535 2 & MG
NTW3, 2012 1 Watanabe 5 "2 &, AEHED 1 DTH B B 50 IS H# O AK R oD HLER
RUFEHEER TR, BARREINE D EE LR EAE P —TH % Toll HZAA (TLR) B KT NOD
ZRHCHT BEZEDTTEL TH D, NS OZRERENFINE N T B MG A A T N,
THifIcHkA7Zd 5 C L7 < BHMIIED 1gG4 sEAZREd A5 2 L2l L TW5a, EHic, HAEN
BRE T IV T ADRE B U 7 R Bl BERAIE 2 TLR 7 =X b Tl 5 &, KED
IL-33 W & N, HEx RGNS ERC ENB T L EBRLTWVS Y,

TLR (&, AEMIHORK D OFH T, WEE (HAHDKR 2783 d % T & THOREREEDOR
JEIC G35 EMHSEMCE-> TS Y, ZOMTEREEY 7Vt —TdH% TLR7 & TLRS
&, TAIVARSTEMBIC R 9 % — A8 RNA 2385k d 2 L2 Y — LZRAKTH O, ZOmfx)Is
BN U FOREETY 7 b =T R EOH AREREBEDRIEICE S S LT\ alRENE
BRI N TS Y, REBICEW TS, IR AROARZ T CTld TLR7 OFBA I THEL T
b, TAFEEMENAM2 707 7 —VTHB T ENREENTVS 'O, 2020 4£iC Nakamura 5
3. E R TLR7 Z F 5 VAV 2 =w 7 LT WA TLRT ZRAEE V2 A (huTLR7 Tg/mTIlr7 / v
J7 TR TR) Tld, REBROUHFENLTH S5 MR FEK. BTV > Bzl & ARME Lo T
iR, MiEHD IgGl (b o IgG4 1Y) MEEICE < AER ERERNIERICHML T\ 5
RS LIEY, &5, 2022 41l huTLR7 S YAV 2 =v 7 /mTIe7 /v 777 b



XU A% TLR7T 7 A=A FTHIIET 5 &, M2 <7107 7—& TLR7/IRAK4/NF «k B ¥ 7 F)V7zsY
U CTRIERRHME L Z (e 51 b4 > (IL-33. IL-1 B, TGF- B) ZpEAET 2T EZWMEL. i
ZJRFTD Y > SERIZ & BEL 202 U CARBOFIEIC B 53 2 MHEMEZ R LT 5 19,

APEBBFHICB T 2 SMA CHUADFIEE. RERBOFRIERT2E A 5 LT THEETHS, %
9, 2015 4FIC Du HIc kb, 2 hay RU 7 &7 TH % prohibitin A H A HiE TH % AREMED
IRENTZ Y, 2018 4ICid Shiokawa HAY, [ CSeEMERE R BERE OFECT R BLERE ORI 5>
T& % laminin 51 1 E8 T 2HANED SN T &2 L, laminin 511 A H PR & 7% % A]
REMEZ/RL T3 2, iz, HL 2018 4E1CiE Hubers Hic k| 1gG4 BRI {LEHE R B XU H
CUSPEPEE S %%%“(Ci# annexin Al1 FiANSSHEICREDONE T EEMEENTWE P, L
LMD, WINOFTUAEARREREO—FHIC UNMAEL G ST L OHMEEH O . NENEKE H
CHIRDERICHEER 52 208 LN a0 EERIN TN @

2019 4FIC Perugino 51&. ARMIMEE M FEBI T % IgH 36 X U IgL S m+ O H—#ifz RNA
V= LY RITO. AREBEFICB N TRE 70—V E U7 E b E S X -
THAESNZHAZEERLIZEC A, 2OV Ay Mk, galectin 3 £f553 22 &AL
M LTz, EHIC, Figalectin 3 HUAIIABREEZ D 28 %ICFRD SN, I F DR MR HERE 8
HTRIFLALEDOENEN oI EEME LTS *, 2017 4EIC Salah Hic kb, TuT743”7
ZIRFT OFEH, AP ORAFR T galectin 3 PMRFIFHIN TV A T eI NTwd T L
FELRZEN 20, UL, galectin 3 HAIAL IEHMIICE R ENTVWE T ENDE, EDX S &k
JF CHUWAPEARDN R EESNZ DN IR E. TERBMEIDRIINS, £z, 2022 4FIC Jarrell 513, A
BRF O E D FEBL T 2 HUADBE PRV SAER LIz a8 F 2 FHifADY, IL-1RA IT58
BN AEE Uy AR R A IC B 53 2 nTfetE 2 Rie LT %

COXIIT, EFEDOHATFILEDE LWERIC K DN ATUROMEBEDNATREL > TETED,. K
PEEBDFIEIRAETCIIC 7V T « JVICEI S 2 H SR/ FUKIC DV T D E 5K 5 MED N5,
MY 7 =T ARZOMO [ AAEHRBIC B W TEET 5 HOhikld, BEBTZHREICE
ATVBLEDHELENTED, Zlifﬂé"kiob\f%@*@QE?@@T—TLZIVT%‘@# bz it
FCEBLTEHE L REDH B 7,
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B. i1 5V AEX

1. ED L SBERBWUMRT IgG4 BERBZRSH ?

1-1 IS S NIERIEIR 26T 5 BEIC DOV T, AREZEINCE T 5 LRSI N5,
112 UAREOIAGEIRIE UIE URIFR RN T, XL VEBIE~HIERTH B 72D, 1-2 ~
1-3ICRENDZ KIS, AV == T H 2 V3MEEZE U TR, BEMRE. R
A5 ETERAAREDRON L HETRICEET 255055,

1-1 BRERAEIR
1-1-1 LEREE. BETAR. & U <EEH FPRROESE O FRIEERED 1 X7LLE, 2D 4 R
DL bR 28556, AREZm<EES (A
< >

ARME, RRCTRIRIEARIC X 2 JER->, 585 FIR « B FIROMARIC X 2560 NEF « H M ORI, 1gG4
BEEEDORINGIEIRD 1 DTHS (B 1), 1gG4 BIHEER TR LS FEIEARITIRE DFEDH
HENTWAD, rFEldas & LT, JRIR - MEgiR, B - I, B, RBIRIR - KREREPE. iz En
$IF5n% Y, I1gG4 BIHRE 100 HILL E0E#E a3 k— b2 RWRE KMEREE (BRI « 5 M
OB, 12.3 / 34.2%°.22.6 / 34.5%".50.8 / 64.4%".22.4 / 28.0%".57.1 / 72.7%".5.4
S 57.3%Y 7 & LM I NT VB, 1gG4 BB OBERIC D % RO HF MO BRI, MR
DHEREICE>TREDEMEC R T LI TFHESNEH, FIjRE~ 60%, MERIRIZ~ 70% & & X
bEN%, T, HeEE L B DARRIGEOENICHBET 2T e b, FAZRICK D ERTE 5
IRIE. REEZRES ZonTE L TEELRTRTH %,

—J5. RIS B WVITEE IR « B FIROBEREZRS 56, & 2750 1UE 7% 5 W0 R IR RS,
FE e, Bt REHE. EHIE R Eo2EMREED, 2L OEOBRTF NS ™D, HHk
MEDNDFHMECTH A5G, HIKEEIX 164 BIEREZ2S, HAMEREINSLEZIENS, K
ZEOFHGAM & LT 4 J8RD 1gG4 BIHYERBZRIE T 52 DICHTIN E 5 METE TV ADRWVAY, il
WX RHIEIRPAEORGE 2 & % 2D A )V AMEEGYRE S K AEME DOMEER £ DPHIERGHRICEIN T
FEERIZBRIN SN B % 272U, 1gC4 BB B OIRIR « MERARIRZ DRSO HIIETH B T L id, LU
HEAIRRED Mikulicz 5 E RS N T W2 e S EHLMNTH S, —/7. 1gG4a BEELE R D MM
ROWENLPEAEDM EE L s, REAIBIOMEEIEML TVWa Z EICEHEET 2080 H 5 (I

b "1_; \

1. RER - ERIRREDHENLGAREG. A DRIRRER. B. B TFRER.



AR VA 1-1-2 BH), EBHIC, 1gC4 BIHEEIC B 2 MFED TR - MR IR IEIE DS 1 B3 % 81
SRS 3D, Fujinaga 3. HAREEMERERICED L7z 38 BIDTRMR - MERARZE . WFRPEIE
92.1%'"". Sakamoto 5. 31 B> IgG4 BHHIRAR - MEWEARZSH, StFRMEE 93.5% LA LTW5 'Y
IgG4 BIHLER T, SFREIChIA . R - MERAR (5 RRR - B R OO OEIRZES %
TEEE L XD RFINRIRGRE ZEZ BN TS, 1gC4 BH Mikulicz 5§ (IgG4 BEEIRAR - MERARA)
SWTERMETIX, TIRAR - B FAR - S FEROFE G HLLE) . R 2 X7 DL EORERZ7ED 5 |
ZBMIEH OIS T05 Y, FZEE 2 X7 LLEOFRR < MERARZ X, 1gC4 BIEBAR - ME
BRAICIBVT 31 B 19 il (54.8%) 'V, 97 filrh 44 i (45.4%) ¥ & KPR LB LG
NTW3, 7272 L. ACR/EULAR O IgG4 BEEs B FEHE ERIC UV 5 M 7z validation cohort D7 —
5, WEEIRZEZAT BEFICHBV T, 2 X7 EORZEMNMZIET % T & D IgG4 B - M
TRIRR W BT DR TS G T B &, 58.9% ICRIE % Y, SFMEDMER AR 1gG4 B E
ZHES E S MMFICIZR BN, BWHEEICIZENOMRENHETH %,
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1-1-2 FAREG, 58 RER. & U <EH MrOSE IO A fITEEIRSY 1 B L. 2D 48R ER
e BYa. EMEGOE D AEEBREHICET S (B)
<S>

FARBEORET B Hw R EIR 2 & 7o & U B PRRIR A, IR, DL a4 R— A
TPEY VoS (MALT U 28 IChnz, AEENRT NS W, 7 L)VF— GEiBiuE) <
FrRITEARBERERR VGRS 5 N B W, @HFEAZHEN, HIEPT LIVT VREBOBIEDNH %,

e IR S B R TP RIPEEIR DG &, £ TSN AZ RO E 2 ED 2 08D 5o WK
PRECROIEG IR, B « B0 EECRIES, JE ERCRIES (RMEREYEZ., Eildsis) . iz
B7a ED RIS B, TIVT VS MALT U 2 SEDSIHEITEICAET 5 200, 2 <@
IPEDDIRRTEEIR TH 5. Fikid 5 MERIEIRZ & 7o SR RE L LTid, BERE (ML
IRVEMERIIRRE, & A )V AMEMERR RSO | 18IESSE (MEARE, SAETEE FIRR. BRERMEMERE 2. k.
Mg, AR EREIOIRSS, HIV BEMERIRED . JEIEITE EROwW 2L (REEPE 2B afie, Asiith4
Y aYA M@ U S EREMERIRR, MERREEREE) .. BIMEKE (5 X—F 25 TRh
S, V) > S BRI . MERRITRIE , SRR ORISR, Sjogren JEMREE, VLA =2 X,
ARHR) BEFS5NS Y, ChbD5 b, FERRREAFHIETHZ T LN,

GEDE )

I PEFERR O S IS R0 (RRCHBE B IR EMcARTH 200, FltEROS &
ISR 75 b IS HHERZ K O A TRIARE L FT ZIIWNETHZ L H O RIS, &
‘B BRI A Mz BT S T EMEREE B 1Y, RRIC 1 RO B OMEIE Th UL, fEEZ
W H B ERR AN B DAERADE X L,
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1-1-3  JERICZ LW SE 2580 2555, RO JE5 R B I K O IHE R D S0
REOM, AEBEEINHETS (B)
<fiEgy >

—RITHKRC VIV U 2 ~ 3 mg/dL BLEIC 7R % & | R SPHRBRAG IS /xSl s & To 9 (M) .
FYEIE, KT IEMME (Faith) fE. APl MsE. PASENE (IFEMD) BIEICRRIE DM, R
ICHER CHLE T 2 2O EHEEDIZ L A LRESERC Y ILE VB TH Y, hTE HZERE
MEZWV, BESIEICIN A TROVIR-DIRZ R A 2551, BIEMA (RMEEER - HAaERSZ
tEo5BbH5) ZH—ICEAB T LICEZD. BRPLERNERE, H25VEEFEEZHRARNESET
. DS ACSOIRE M AT & O TR £E 5 JRE O P 2B O AT Atk EE (IFRE &) ZE—Ic#E
Z. TNENEESNIIGER [g04 BIEBYREBTH % B OB IERSR & 1gG4 BIERELIEIE 281 X
% PAZERSHR BRI 28N %

H OSSR THE A SR HE X, HADREFE Tl 48.6%". ZDMOHL TIX 325 ~
72% TH 5 %, 1gG4 BRI LIRS % CHyEZ K IHIEIE. HAICB T % 2EFETIE 35%". Z
DO TIX 62 ~77% L EN TV 5 %Y, [EasZRE Usw 1gG4 BHR B o FI 4RSI T o
JEOBE ZME L2 D " IV NBIEREDN DR, EYRIcEt S s 2 U BE O]
B T76%BXT 50% L KEEAEND S, THUIERBMENIENDIEEHRZ DR O DB L
DEEZEND,

7o, HORIBMERER I KU 1g64 BHEMLMEIRE RICH T 20I2ROEOHE X, ThEn 7
~80%' 0 IRBETIC 11 ~42%" &, MEICK O KELEEDENH Y. FHFEOREIC DV T
LRV REs. HARDORETIA T H OSSR D 37%" . 1gG4 BHHERLIERRE 580 37% HY
MG EIHE TWHEIRTH - 72 19 . I BT, I8 & O IFIC RIS 2 ANIIZRIEFE LR,
FROXICT TV RARZZ LM, T3 ZA8— bSOV TR EMFEORERICIE D S, 5. IR
MR, SRR & & UM EEERITIE. 1gG4 BhEE Bz SHEED—D L LT%
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1-2 ESRERE

1-2-1 MRIT (#@fitEd UG ED) =X ehiRiERzild 2856, ARBZEIEED (A)
< gy >

IgG4 BB DIRTEMOIFZ. 37405 [gG4 BIEIRERIC N T, = AR IERIE. IRIRIEAR.
SVRRFIE A & & B1C 3 FME SNBIRAETH S Vo UL 1gC4 BIHEARR B ORI AT R E LT=
YR 2 B CH ZHRE MR (B2) A I N0 DTS 1 KT 2 i
R HRE ERo A S & EH TG SN e, TN 5 = XAREIE RO I IZHRE MRI & %
W& CT ORI DA TH %, 1gG4 BEIRERIC I 2 = X MREAREZYIRRT 5 C L idban
DT, ZTORMMOMEIIENTH S D, it L (epineurium) DAENERE TN 2B Y, 1gG4 M
HARPRIC B C = R R DI S N B SIS DV T, Sogabe 5 213 65 i1 25 Bl (39%) 12,
Park 5 " 13 42 i 551 (12%) 1. F 7= Kubota 5 ' 1% 82 JEFIH 9 Il (11%) ICH SN L
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M2 =X@EEBROANLGER. MRIEKR. &R, 70
KB, DRARRCEADH O, M5 IgG4 (& 1490 mg/dL.
RET®HE CXBRE_IR) DEXZRDD (KE).

HLTW3, . Goto 5 W IIHARDEEERD 5D 378 Hil0D 1gG4 BIEHAREKB AT L. Z
DB 7T HI (20%) I =XMfEERANA LN, HRICHECZ o7 G246 L LTWVWa, E5IC,
149 Bl 1gG4 BRE#AREE & . MR OIRERZ & LT 28l 218 i, Kok > i ak 17 il
ZTOM MRS 117 il & OEiRZ1TV . 1gG4 BaEIREEIC I % = A B K DX 23.5%. FF
WAL 96.8% ThH -7 19,

ARG R & 72 2 hY, 1gG4 BIERBIC BN\ T = XAfEEE 3 OB ARE A5 5 T EAlRIEE N
T2 MY, HREO = XAEER OFT R 1964 BHEIRFERICH R D RIRINTH S O L EZ HENT
B, — i CREFEIRE ZIE 70, U 2 SHE 0 SOUFEEERIE 2 R E R E R EEREE 2 7x E OB T E
HoNse95HE5EH 5,

IgG4 BB RRIC I % = XM D MBIBHEICDOWTE & LIEBERIE RS 72 530D, IR
ARIEAR GRARZS) O 1gG4 BRI b B EIFIT DOV TIE, 23% (53 /235 N) ., 51% (60
/118 N) 2. 54% (4,304 /7980 \) i@ LG En, EMENZ D IgG4 BE R 21k
DB EEE 22% (29 /125 N) P L3 285N H %, Seilod K 51 = Xkt IR B4
RICHDBEIEH 11 ~39% TH O, Tl =XAPRIERIRIRIER D LR 14 ~ 44% THB &
0 S % b 1gG4 BHERIBARAIC I B = AR R D FIEAAEIZ B K F 2 ~ 24% ORI &
HEEEINS,
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1-2-2 MRI C FEKERZZEDZ5G. AEESZFHICEL (O
< g >

MRI BRI BN T FERAEAE 721E TEAZEE (B3) MR onizhia, FTERLZ G
2 < OBENENORNRIEF N Y, FRIKROPICIE g4 B FRAREFENS Y, ik
RIEKICH51) % 1gG4 B FRAROFIEHE X TN E TICME SN TRV AEVE DD, Bando 5 ?
(& FIEABEER FELIRAEZR 2 U7z 140 Bl 5 B, 1gG4 Bl Fifhss 7z 7 6 (4%) 1<, T
EARD 30% ZHD TV EREL TV, £z, AIOME T, BEFRE NEAR ERHEZHIE N
7z 33 vk 13 il (39%) ¥ 1gG4 Bl FIE(AZ & Wi E Nz ", ChBHDRRICHDE TF 28—
RSOV TR, PERAER R 72 FRAZEENED S NG, 1gG4 Bl Rk R 2 #inl R o
—DE L TREICEL T 2H#ET 5,

A B

B 3. TEARBAOHRBNLZER. T1 588 MRI B, B (A) SXUTRRET (B). T
EFREDEKX (KB) BIUTERDER (KWKE) ZBD2, EHIEPIREREBEZS
HUTED, TEARED T SESEITERLTVDS (HULVKED),

¥, 1gG4 B FHEAAR Z MDA & % FEMASR & il T & 2Ry & i G RIS BE £ Tl
MG TN TR, NERAR ORI ZEGITR Y & UT, AR Tk EBIc e Ule TR
R BUFRAA 7  FERAZEOME, T1 sRifli{gic B0 2 FREKZRESE SIKOHEL RAFES D
B, A RV = LI & 2385 MRUC TH— &R RN ET 5 N5, SYENREI. RIS
L. FVaEEAND S BBEFEMIERT 2 LICK D Wb 2 MLV IZHAERR 229 5, —aBDH]
T, AU FEANICEIIER ¥ DA ISR, MmOz 29 25805 %,
MRI 5 C FRAE RS KU FRAZNEEZ E 729 ZOMOEE L UT, JHZED bV NI R
9 B%aEIcIE NIRRT (BEREMES K UJRRRRENE N (kIR ), NERAANOERBIEMLE, Z 7%
fd, REE(RAsr ERIY RR(KEIPAR & & OBRINE L B D, FERARETHASNS VIO
ZICIE PRARTEIEDSNEZ, T M7 2, FPREAEPTIESTIIRDBD SNEVicdh, Th
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5 DJRHE & OFEHNICIZER MRIDWEHTH %, B LABES & U T3Sz WaiiE, ey, sk
. SRR, ) 2SR ENER 5%, FIRIAZEDHPNCHERT SRR b N2 HLEICE
NS OIEEMIRZ D TRENED RO NS BN, B EEBOMIEIC KD RIS Y 27 SBRME & 72 P EF R
DO REERDPEL S % T EICHELTBERV, BRAT R 25 & UTRICHIR M arE
2T TINNY ARINHRRERIE, TV A F— AMRIT 6N 5, e, NSRS RME
R K% COEBICATIENE FEARZEC S 5, NS ORIETERZ & OFEHNIZ RO AN 5 1%
WHTH 5 L8 < ZTNTNOBEBITRI S M ORRIRT Wi 2R U TR 7Z217 5 2
D5, HmWEHE, T 7 E8a, Z3MERMIENIFIELER & TIRWET R T 1gG4 Mt P e
e L RRDBGEN DD 1O, FHC FERARMFA DL A EE RN WRETH B,

(B SIS

M NS B 2 RIEMRBRE ENTH O IRHEZOEEIC K > T FERAFTER (FIC M REAHEE
KR, Wb EZ 529 2), W3 FERABIER (PMEREZ 29 %) K73 F Rk CREA
PEREIS N L RIVEZ £ %) oI h3 Y, WHESNATRICK - T U 2 SERME FRARD 1A
DFFEME FRAZ, FERARIRES K CESMERRICHRT 25 FERARKCOUIEN TV

IgG4 B RIS 115 FIOME 2 % L sdTofaai 2 Tl B 72 B (Rl 62 %) . 2ok 43 $1(38
) EMEAEMNE SN, GEREE 31 fI, NEARTIERREX T 86 Bl FRARMEIRFAAE TO I TH O, F
FARRTIEREH & IRIPEDN GO 2 FERARFIN 2V, FERAOHIEEE 40 ] (36%). MiliEzo
IgG4 BB AT 75 ] (64%) TH -7 AU LT W hfEARRZ & U CRIEMMR (28%). 1%
REREARHERE (26%) . Mikulicz 5 (25%) . F CLOEMEIER (24%) R ENH B, HORBEMEMRTT +
m—rf1 27 BloD 2R — kORI E DA T, 4% 1 1gG4 B RS, 19% 1S b L 2 ¥Zeii %78
IgG4 BHHE N AR OBIEMED AU LI Z W ATREIEDV R E N TV 5, FRC AT A R TIREH
ICIEHTEERREIE MIEDSY A7 ENS %128, TEDPHRETHB Y,
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1-2-3 Ta—, CT. £ LKW MRIT, FEEOUTEAMN (V—t—I8) BERZRD B4,
AP < RES (A
PR >
MO T AMER (B4) L&, EEEEERE, EE CT, JEA8 MRI & & OB{RZH T, Kl
D2/ 3L EMNERLUKEZS V., 1gG4 BIERED—DTH % HAREEERICB W TIRE SN
i TH B, —MRICT O RZRD e, Wi, FERIPRAERR, B 2o Ex & & OFHIA
L%,

4. BCREMERR(CHHOVR. UXRAMERER, 70 KB8MH, i CTEBRICEWNT. KR
O SEBRICH I TUORAMKECIERL, BEDOATERBENERL TV,

R, BEERIGIERIERZ 69 % EBEITH U TR HGZHETH D, TOMEICHENTHE
RO U EAMMEROFT MG E NG, BOREEMER 2o 222 L 755, ROTFAMMEX
X, i a—22 L, “V—t—I4 (sausage-like appearance) " & B X N AT I—%
ZRd . 1ol U, HEROB THIE LT T F A MR RO H O MR R DRI %
SR < R Mt U 7e Wi s A F E LR,

CT. MRIIZHWTE, WRINZH AREERR TRIFRTRAMERZ RS2 ' CT DR THIE
LTBEDQU X AMEARD, HAREIERER DERAEZMNN T B Wi DV TR, ThX TICHE
i & U iigeitihy 3 fid . Mayo Clinic 705 D 58 BllO G ? TR 28%. RFELE 96.9%.
Asan Medical Center 705 ® 31 BlOMGET ¥ Tld. B 33%. F5¥LE 81.8%. John Hopkins Hospital
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50D 182 BlOkaT ¥ Tld. BE 41.6%. FEHEE 98.9% TH - 7z,

—f. BOREMRKRRO I ZED TIEHIEBEM L TIE. CTIC X 2 B K T DKEI1E 30 ~
57.8%>%, MRIIC & % HUME W € DIKIEEIE 30 ~ 68.8% ', &k, CT. MRIZ ZIC X BHHAAD

ZWT T ORI 27 ~ 60% ThH o7z 1217,

P EDXsic, HEDY —t—IkOUEAMERITROKRE TS 1375, TOAZEDZ,
BELHORENHERE B ET S LIETERV, —/7, FEREICOWTIE, R MERER B M
V) UNEE TEDIMETOMBIIME TN TOAEWVD, fMaEmnE D EHEIN, CTOFTRZRDT
BACIEH OB R B RO R B 56D EEZ BN,

<BEMR>

L HARE 22« JEAETTEE 1gG4 BIHR B O HEN IS G HEE 72 HHE I 8L . B Dy PR IR 77
A RZ A > 2020. JiEfig 2020; 35: 465-550.

2. Takahashi N, Fletcher JG, Fidler JL, et al. Dual-phase CT of autoimmune pancreatitis: a multireader study. Am J
Roentgenol 2008;190:280-286.

3. Moon SH, Kim MH, Park DH, et al. Is a 2-week steroid trial after initial negative investigation for malignancy useful in
differentiating autoimmune pancreatitis from pancreatic cancer? A prospective outcome study. Gut 2008;57:1704-712.

4. Park S, Chu LC, Hruban RH, V, et al. Differentiating autoimmune pancreatitis from pancreatic ductal adenocarcinoma
with CT radiomics features. Diagn and Interv Imaging 2020;101:555-564.

5. Sah RP, Chari ST, Pannala R, et al. Differences in clinical profile and relapse rate of type 1 versus type 2 autoimmune
pancreatitis. Gastroenterology 2010;139:140-148.

6. Lopez-Serrano A, Crespo J, Pascual I, et al. Diagnosis, treatment and long-term outcomes of autoimmune pancreatitis in
Spain based on the International Consensus Diagnostic Criteria: a multi-centre study. Pancreatology 2016;16:382-390.

7. Manfredi R, Frulloni L, Mantovani W, et al. Autoimmune pancreatitis: pancreatic and extrapancreatic MR imaging-MR
cholangiopancreatography findings at diagnosis, after steroid therapy, and at recurrence. Radiology 2011;260:428-436.

8. Scheers I, Palermo JJ, Freedman S, et al. Autoimmune pancreatitis in children: characteristic features, diagnosis, and
management. Am J Gastroenterol 2017;112:1604-1611.

9. Negrelli R, Boninsegna E, Avesani G, et al. Type 1 and type 2 autoimmune pancreatitis: distinctive clinical and
pathological features, but are there any differences at magnetic resonance? Experience From a Referral Center. Pancreas
2018;47:1115-1122.

10. Kwon JH, Kim JH, Kim SY, et al. Differentiating focal autoimmune pancreatitis and pancreatic ductal adenocarcinoma:
contrast-enhanced MRI with special emphasis on the arterial phase. Eur Radiol 2019;29:5763-5771.

11. Sekito T, Ishii Y, Serikawa M, et al. The role of apparent difusion coefcient value in the diagnosis of localized type 1
autoimmune pancreatitis: diferentiation from pancreatic ductal adenocarcinoma and evaluation of response to steroids.
Abdom Radiol (NY) 2021;46:2014-2024.

12. Hirano K, Tada M, Isayama H, et al. Long-term prognosis of autoimmune pancreatitis with and without corticosteroid
treatment. Gut 2007;56:1719-1724.

13. Masamune A, Kikuta K, Hamada S, et al. Nationwide epidemiological survey of autoimmune pancreatitis in Japan in
2016. J Gastroentrol 2020;55:462-470.

14. Vujasinovic M, Valente R, Maier P, et al. Diagnosis, treatment and long-term outcome of autoimmune pancreatitis in

Sweden. Pancreatology 2018;18:900-904.

19



15. Lee HW, Moon SH, Kim MH, et al. Relapse rate and predictors of relapse in a large single center cohort of type 1
autoimmune pancreatitis: long-term follow-up results after steroid therapy with short-duration maintenance treatment. J
Gastroenterol 2018;53:967-977.

16. Lv H, Liu A, Zhao Y, et al. Comparison of clinical characteristics of radiological forms of autoimmune pancreatitis. HPB
(Oxford) 2018;20:1021-1027.

17. Xin L, Meng QQ, Hu LH, et al. Prediction and management for relapse of type 1 autoimmune pancreatitis after initial

steroid treatment: a long-term follow-up from China. Pancreas 2018;47:1110-1114.
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b B, AREZEEES (A)
<fipi >

IgG4 B BIC BT 2 BHRZE. 97505 IgG4 BRI X, [gG4 BIE BB HICHBNT 10 ~
25% ICFB BN, MERAR « AR, WD B 0D 2V oSEIERRTIETRESEE OB OHIRE TH B 1,
IgG4 BIEERIC BV T, EEEY CT TREEOMMZRIEEY AR (B’ 5) & 35 ~ 100% O
TEFNCRDENZ EHESNTEL, REBVHETROONZFIRTH S ¥, £z, cnbOH
HDS B, WRE A>Tz 1gG4 BIEEETEFI O AL GIKEN TN B L DT, 1gG4 BIEiRE A
ISV B AR HOBER 5 ~ 30% ThHolcL INTWn5 >0,

— 7 ARG R 2 2 U152 @R PRI id, B B A8, BIRIZE, B, B >N, SRR R
MER, YVaA R—=Y AR ENEF NS, AEGTRZZET 2REHIRHCHT 2, FRLOBEED
58 B EEITOWTAFEMICHET Uz iE1d 2N E Tldk, common disease Th 5B d B RICH
WTIE, CT EOIRE D & —3T % TH A 5 MRIEHGRFER T ORFESSIRE DS MGt Lz
WEICBNT, BRAOMMMZFHRMIIFZEZ 14% B o eidiicn Tl o, mETE RV
EHEEEND Y, LA L. TS OEREREBICB O T ML FEIIRZE #2805 5 T LI REERINIC

5. 9G4 BEREBDIRR BERERE. A-B. MAIDZHINERXT R, C. BAlISEENRFERD.
—BRISELEH BB CH L TPPOIRERT . D. WRIICED BIHRDEF AR E.
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FNTHO. B BB WTAEGIT RIED TN 2.7% THhozefircnTtns 9, coc
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HOMERIIHLITE N ENTREIN, AREZEL TEHEMEICHNT TS EM RTINS,

<BE SR>
1. Inoue D, Yoshida K, Yoneda N, et al. [gG4-related disease: dataset of 235 consecutive patients. Medicine (Baltimore)
2015;94:¢680.
2. Wallace ZS, Deshpande V, Matto H, et al. [gG4-related disease: clinical and laboratory features in one hundred twenty-
five patients. Arthritis Rheumatol 2015;67:2466-2475.
3. Lin W, Lu S, Chen H, et al. Clinical characteristics of immunoglobulin G4-related disease: a prospective study of 118
Chinese patients. Rheumatology (Oxford) 2015;54:1982-1990.
4. Yamada K, Yamamoto M, Saeki T, et al. New clues to the nature of immunoglobulin G4-related disease: a retrospective
Japanese multicenter study of baseline clinical features of 334 cases. Arthritis Res Ther 2017;19:262.
5. Zeng Q, Gao L, Zhang X, et al. Disparities between IgG4-related kidney disease and extrarenal IgG4-related disease in a
case-control study based on 450 patients. Sci Rep 2021 17;11:10397.
6. Saeki T, Nishi S, Imai N, et al. Clinicopathological characteristics of patients with IgG4-related tubulointerstitial nephritis.
Kidney Int 2010;78:1016-1023.
7. Raissian Y, Nasr SH, Larsen CP, et al. Diagnosis of IgG4-related tubulointerstitial nephritis. J Am Soc Nephrol
2011;22:1343-1352.
8. Kawano M, Saeki T, Nakashima H, et al.: Proposal for diagnostic criteria for IgG4-related kidney disease. Clin Exp
Nephrol 2011;15:615-626.
9. Saeki T, Kawano M, Mizushima I, et al. The clinical course of patients with IgG4-related kidney disease. Kidney Int
2013;84:826-833.
10. He Y, Du X, Ding N, et al. Spectrum of IgG4-related disease on multi-detector CT: a 5-year study of a single medical
center data. Abdom Imaging 2015;40:3104-3116.
11. Mizushima I, Yamamoto M, Inoue D, et al. Factors related to renal cortical atrophy development after glucocorticoid
therapy in IgG4-related kidney disease: a retrospective multicenter study. Arthritis Res Ther 2016;18:273.
12.  Evans RDR, Cargill T, Goodchild G, et al. Clinical manifestations and long-term outcomes of IgG4-related kidney and
retroperitoneal involvement in a United Kingdom IgG4-related disease cohort. Kidney Int Rep 2018;4:48-58.
13.  Vujasinovic M, Pozzi-Mucelli RM, Valente R, et al. Kidney involvement in patients with type 1 autoimmune pancreatitis.
J Clin Med 2019;8:258.
14. Kuruma S, Kamisawa T, Kikuyama M, et al. Clinical characteristics of autoimmune pancreatitis with [gG4 related kidney
disease. Adv Med Sci 2019;64:246-251.
15. Ling J, Wang H, Pan W, et al.: Clinical and imaging features of IgG4-related kidney disease. Abdom Radiol (NY)
2020;45:1915-1921.
16. Ishikawa T, Kawashima H, Ohno E, et al. Clinical characteristics and long-term prognosis of autoimmune pancreatitis
with renal lesions. Sci Rep 2021;11:406.
17. Martin-Nares E, Hernandez-Molina G, Rodrigues-Ramirez S, et al. IgG4-related kidney disease: experience from a
Mexican cohort. Clin Rheumatol 2020;39:3401-3408.

18. Anfigeno L, Sertorio F, Basso L, et al. Diffusion-weighted MRI in the evaluation of renal parenchymal involvement

21



during febrile urinary tract infections in children: preliminary data. J Clin Med 2021;10:2239.
19. El-Sharkawy MS, Siddiqui N, Aleem A, et al. Renal involvement in lymphoma: prevalence and various patterns of

involvement on abdominal CT. Int Urol Nephrol 2007;39:929-933.

1-2-5 JEERER CT T, WO A E 2 b in VB G EEINE 238 5 56 AR Z RS (A)
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IgG4 BIERBIC B 2 BIRE. 97405 IgG4 BHEB iR, [gG4 BB RFICHB T 10 ~
25% ICERD B, MEAR - JRAR. B 2 D) 2 SEE BRUIE LR R R O i O IR RRR 2 T
B3 ", 1gGa BHEBERIC BV T, BERER CT THIEOAREE bR VB HEINE (B6) #i7
DB 3~ 34% L3RV, £, TNSOMEDS B, WhE ko T 1gG4 BHEE
FIOREENFEREN T2 D TIE, IgG4 BIHRB KT I B ARG L OSEE L 1 ~ 4% &
#EHENnB >,

6. 19G4 BEERBDRR BBHRE. A. MAIEDOBELRFE. B. MEAIED
BELRE, EOBREDRENBID, C. £OBZEDIEER, ARAERFB,.

BT RIS S B R 72 52 LIS B MO RIBEIC I, JRER R, B &ICHRT 2817 LR
BERORT EEE, BEY oS, B EERIES CFE R, S P, R, & R,
RAENIE) . BRESIENARELE, MEFEAGE, BPTE O mMESE @ik, ficE. Bt . &Y
> VEREE, Rosai-Dorfman %, Erdheim-Chester J5, & &ffff. Antopol-Goldman j5% (B kD -
BRI . ZHOMEF Y v AV UIRB R T S04 R—Y AR ENRTENS Y, AEiGATHE
UL BHBLLT B2 2T BIERIRHCIIT 5, ERlDOFIEBD 58 5 EIEIT DV TUREICHET L7z
WS IE T NE TITIRWVD, RRERANCIZIRES R & O LR RGN E A #hRE L Bbh s,
FECREMEFEZ OS5, G CT I KD NI DRGSR S NS 550, FRHICE N TR
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BNRER TG Tl S AR, i LOBAASNE T EHE L, NEOREZ DR — X
PENWEEZEND, ZTOMOEREEIZNTNE common disease Tld7x <. IgG4 BIEEE LD
B U CHRRIEIL D EANCBIT ZIUEZ L, Liehi> T, AT R 1gG4 BB s 1 R 7z
iR THZ EEZLN, NEONEZEDRWE LBEILEZ 29 2 5EHITld 1gG4 BIHRE 2 0m < e
WV, SR DAL 2 BRI T 5 72oic, £, RS E R % 72dic, HME
NHERNHANT B T EDHEREN S,

<BEW>

1.

10.

11.

12.

13.

14.

Inoue D, Yoshida K, Yoneda N, et al. [gG4-related disease: dataset of 235 consecutive patients. Medicine (Baltimore)
2015;94:e680.

Wallace ZS, Deshpande V, Matto H, et al. [gG4-related disease: clinical and laboratory features in one hundred twenty-
five patients. Arthritis Rheumatol 2015;67:2466-2475.

Lin W, Lu S, Chen H, et al. Clinical characteristics of immunoglobulin G4-related disease: a prospective study of 118
Chinese patients. Rheumatology (Oxford) 2015;54:1982-1990.

Yamada K, Yamamoto M, Saeki T, et al. New clues to the nature of immunoglobulin G4-related disease: a retrospective
Japanese multicenter study of baseline clinical features of 334 cases. Arthritis Res Ther 2017;19:262.

Zeng Q, Gao J, Zhang X, et al. Disparities between IgG4-related kidney disease and extrarenal IgG4-related disease in a
case-control study based on 450 patients. Sci Rep 2021;11:10397.

Saeki T, Nishi S, Imai N, et al. Clinicopathological characteristics of patients with [gG4-related tubulointerstitial nephritis.
Kidney Int 2010;78:1016-1023.

Kawano M, Saeki T, Nakashima H, et al. Proposal for diagnostic criteria for IgG4-related kidney disease. Clin Exp
Nephrol 2011;15:615-626.

Saeki T, Kawano M, Mizushima I, et al. The clinical course of patients with IgG4-related kidney disease. Kidney Int
2013;84:826-833.

Mizushima I, Yamamoto M, Inoue D, et al. Factors related to renal cortical atrophy development after glucocorticoid
therapy in IgG4-related kidney disease: a retrospective multicenter study. Arthritis Res Ther 2016;18:273.

Kuruma S, Kamisawa T, Kikuyama M, et al. Clinical characteristics of autoimmune pancreatitis with IgG4 related kidney
disease. Adv Med Sci 2019;64:246-251.

Ling J, Wang H, Pan W, et al. Clinical and imaging features of IgG4-related kidney disease. Abdom Radiol (NY)
2020;45:1915-1921.

Ishikawa T, Kawashika H, Ohno E, et al. Clinical characteristics and long-term prognosis of autoimmune pancreatitis
with renal lesions. Sci Rep 2021;11:406.

Martin-Nares E, Hernandez-Molina G, Rodrigues-Ramirez S, et al. IgG4-related kidney disease: experience from a
Mexican cohort. Clin Rheumatol 2020;39:3401-3408.

Gumeler E, Onur MR, Karaosmanoglu AD, et al. Computed tomography and magnetic resonance imaging of peripelvic

and periureteric pathologies. Abdom Radiol (NY) 2018;43:2400-2411.

23



1-2-6 CTik@MMT B R BIARD © 5B B AR O P C BIIR & BH ORGSR & 72 13 HE RIS
PRROEE R 2R 256, AREZEIICET S (B)

< figsn >

AHESETER D BT TR ERSD 2 Bk LB IR OEGEEER * ) (B 7) &, WikaVw LIE
FEROKER « HEIIRZ 2JHNC, B2 VG2 WHET 5 ED0ZFTM, MlrEaTmEEH O KHEIRO
Z LWSIEISREERIC 3R 2 550, B Ei~IREH 5 VI PRSI - adT235568H %, O
XS 7 FIE, ARG X RARIERREE, 1R TEEIRIE PSS, BhARRE PR AR R ARHEE 35 K O SRIE IR
KRBT R & LI, T U HHEOEIFNIHE TIE7ah > T B ORERHIC B W TR LIF 5D,
TR INSZXKHIETAfEIICED S T L& L,

A

X 7. REREE - RERRFREDHIFZER, EF CT, A. IEEEREAREE DS
BEARD I T DREEBABMRDATA D SR [CH T TREL ZRD D, B. BENDERIER
RIREE. WEIBORERGAICIRRDOREZRD D,

FRED &K S g e 29 2 Re (LURE, BRIRISRHELE, BRI PR L PF.5) ICiE, EHYE, B
PERERT. S, BURRRARE. SME. Fif ih&@ﬁ@ﬁ$(§$bﬁiﬁ/xw7/ﬁ Erdheim-
Chester ) 7% &, K& 7% 2 RHE - TEERMDIHS DR EN B X Z 173, JRIK L K 2558 - &
BOHL D THRVEFRENRD 2 /32 LB Ih TV, L L, Ig64 BEE RO 2 AG
PIREFBICIHAS MR > T E T2 2000 FEREBHE. TN X TRFENE & TN T X T BIEBHRHEE /B ik
JEPAZE DHIC, 1gG4 BIEE B O 2R 2 453 5 R IEIERRHEE BIIRIE RN Z X NZ T &
DRI TR &Ntz 29, SEEORENT K D . 1gG4 B IR IR MELE /B FH 24 D2 Wi v
% gold standard & L T® IgG4 BIEFREICHET 2 AT Rz Hnicha (Jo72 UHE R
Li%;u*‘éﬂh'( WRWY), GERFERME & STV I IR IR ARHEE B IR A l/J"ﬁJ@ 40 ~ 67%""”

S, @ 1gG4 BEp R EE W EE S VT2 513 8 ~ 59%' Y WY, G 1gG4 Witz WV =i E
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FHAS SR OB 2 Mt L& IC B0V T, BEEOMMMNEZFRIERZE L 14% ISRl bz &id
WIN Tk, BELENRETHZ Y% ULhrL. TS OERIEERIC SO T mifl 23R ZE
BB AHT LIIREEBINCENTH O . EEY VSIS BWOTAEGITRIZD T 2.7% TH-o - Ll
%éhfm%mozh%@za@%\xﬁﬁﬁﬁ%zﬁéer%wf B o B AN E Y & T
INTEEICE. 1g64 BER B ORI LICH N T e TR N, AEGHERZE L TOIUEAR
PEEOFHEMD K EL LHT %,

IgG4 BB RIC IV T, ISR CT THEO R b WB LR LS (R16) Zi2h 2 M
1 3 ~34% LMEIN TS WY, o, ThHOWEDS B, MR E x> Tz 1gC4 BB EE
BlORABENFHR SN TV ED T, 1gG4 BERE KIS I 2 ARG ROSHEI 1 ~ 4% &
fEE Nz 19,

AEEFT RICEL S 2T Rz 2 LIS 2 oS RId 2EEE T 5N 20, K FEERE O, R
B ERz . BEICHOR T 28T LB X ORE ERETH S 2 FRCREMIESOS G, S
CTkiDW%ﬁ@% WA A SN D T &0, HEMFEIC 3500 ThRAE NI A3 C 7 < LR,

FEHROZEH M A SN D T ENE L, RAEORRZEDRW T — A3 ianetEZI N5, B, #F
%ﬁ@ﬁ@%@ﬁ%%%@ 2 CHEME A E NIz BEMEBIINIR 72 &, LEIRES Rz 2y Ao i
fERNE VRG2S L UTEHE 3 7 — XREKIER CTIC K % FRES FRZ WA OB KRR, B
J 93.5 ~ 95.8%., FFELEE 94.8 ~ 100%. 2% 94.2 ~ 99.6% & WV I NE M TEWNT &G X
NTWa, 7L, TNSOMETDONREH T [g64 BlEEEZRDbNIEE L IR T ->TWVWE T &,
BXU., COWPERIRBROMEZHNE LD THE T b, @ OB~ TR CT
THWHNZEDEIZRZZARENNDH S C LICEFEENIRETH S, TNHZ2EEL LT, =+
XA—szwfu IgG4 BIHREZ5E S BHEICBW THABEOARE 2 D VB LR 258 T

AT, REEOMEEMIZEV LI 3 2 L EHERT B,
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2-5-2  HH~EMOER CT T, WOU K AKX 72 I3 ISR BIIRE SN A
AIGE IR R R 2 (N - IFPMVIRE O U E AN S 2 WIEIRJSHEARE RS, IREPA
DORJEMEELE) 2D 556, AREOFREND A2 (b)

<fHERH>

IgG4 BEYRENEEDNZBHE TR, TOBK 7O RAICEWTEMICDEZHRED AT ) —=
VIDRELIR BT LMD, HMRICK o> THE~EMOIET CTWNHEMBENS Z LT NS,
T DRGR, FALINC 1gG4 BIHRE L 2W S NI EE TR O TR AR (1-2-4 /7 2-3-1 I3%H)
PR NEIEREEBRE AR (1-2-7 /7 1-2-8 / 2-3-21C5%X4) Ofth, 1gG4 BhERELIEIRE R OFT R
WREENS T DD 5, 1gG4a BIERELIEIRE R OIHERZ IR CT At (B 10) 12id. 1)
[FLO PR OBEINE & Bl 0 BWEEIE, 2) F#§7% inner margin & outer margin 2% % *'Y,

T CC. IgG4 PR 2 RE - To BTN U THE~B#GER CT 217> 128 T, KO U X AN
K X 72 (3 R RRARHERE, KENIRE PR 2 508, D, 1gG4 B L PR AHE 2 1 R 18 7 I & s
ZERDIE D, 1gG4 BIHPRED RSN T 2 2Wikelt (T - RiSE) 2l U7zim s,
MR UTZIRD TIE RN 7725750,

®10, IgG4 BEB{LIIRE A D CT S, B8 CT @lg. ATFH (A) HEOE
KT (B). FFPISIBEOROMROEREL EBAROEV\ERE. T84 inner/
outer margin (KE1) N"E5N 3,

Fefe Uy BCSuE R EE 2 5 & U T RINTIFZE % E ot Cld. 1gG4 BIHRE LI 2 72
29 ~ 73% AP L. BB WVIE, ENAFAMEE ICHRE % T 5 g4 BIERE MRS Z (F¥
RENENT EWHENTNDG) & 7.7 ~27% &0 ) LTI hTwd, —/, IgG4 B
SR LRI 28 B 2 G & U TR ZE ©° Cld. B CSustEiEg % 84 ~ 92% ICABFL Tz &
WMETNTVD, AT, 1gG4 BHERELIERRE 5 235 33 filds K OHFAMARE iR R E 39 il 2 K5 &
U7zidiss MDCT Ml K 2 Ma Cld. BEORF AT (DROIER, @uibkiEit,. OREDIFEZH
B, @FREOELMR) 2D D 1964 BHEREDBRALEEWNT T 2 I 88%. FrFEEIE
97% LWEENTVD Y ThHDRERAEMREL T, TFA/S—r SV T, BEOUEAMREL L
TgG4 BEHIAFA LRSS R 7 T ALz [AIRFICRE® 353N IE. 1gG4 BIdpELon et =2 EiF %
RHELUTHZ BT LRHERT B,

TERERRARAEE BRI PR S & 1gG4 BIERELERRE 58 0D 2 N2 AU RN 7l FL 2 [FIIRFIC 3R 2 5
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BICDOWVWTE, REOEENZIE TV AFEELERY, L LENS, BRERIIC A IC & OFT R
759 5 EBHEICDOVTIE Ig64 BIEREBDORMEZMICEZ N2 N S TF A= FSR)VT
WFlEOGHATRZ, [gG4 BB etz LIF 2T R E UTIA % T & Z2HidEd %,

()
IgG4 BRI (L PERE 28 & #EAll 9 XS id, s, HE, R EMEHER R ENDH D,
chbHl @%EU%M}%L;Z:SJ%%L; ATNCHHEN Y | ZNTNRGITTRT LS R 265 5,

& 6. 9G4 BEE(LHREERDIBERICK 208

Type BEE * AIP SHBITDIERE * i

Type 1 62.9% 69.9% TEBEDHICIAEERD, k. ToBEE.

.................................................................................... BEBALC LD BNEETE

Type 2 TERBE D ARSI ARBE (CIRENSF L.
[RAEMBCMEBEX E DERZET D

Type 2a 7.6% 6.8% ERIBEDEMILRZHESHD

Type2b BTk . 4.6% .7 LRBEDIMFEFDBNED

Type3 .. 96% 9.7%. ... [ESBECRPISSERCRRESLY

Typed .103% ....87% . BPIEMEEOHCRENROSNDS .

pakuN: 3.9% 2.3%

SCHR 12 Z BB * SBEREIESHE 6 K D 5. AIP, autoimmune pancreatitis.
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2-6 YHRKREE

2-6-1 IfiF IgG i B (= 2,000 mg/dL) 7272, D, IgA & IgM MIEH D5, APRE

D[R A5 (b)

MR >

1 ZOHERT 2016 ~ 2017 FFIcZ 7 u— D& < 7a 7V Ve (iiEESkENC &
Zy a7V o> 20 g/L K7 A X B I 1gG fE= 2,000 mg/dL) %25 L7z 66
OfETCld. FEREE E LT IgG4 BEiREZ 13 6 (19.7%) ICE8H. TDH B IgM, IgA BXT
IgG1 ~ IgG4 DHFEMA > TV % 48 HIDOHT, TNHDEEM 20 g/LLAETH > 72DIid 38T
HO. WIRIEHERE 3B, B DRreiEB 12 fI xR E 8 Bl HUE 1 il 1gG4 BIdEZEER 10 #i
(26.3%). 2D 5 TH-7= Vs Fhe. AIRICHT B 1gG4 BHEERAE IR B & 23 HloME T3,
2T 1gG A 2,700 mg/dL Z#EZ TWiz ¥, 2O XS, IgGa BIHEE IS 1gG A flsx
HED 4 BN 1 FIRRZEOEETH S M. o 3/4 13 [gG4 BIHEEE & IXERRIGMN R 5B E Dx <
%< FEBRIC 1gG4 BRI 2 RE - T B IC B TIE [gG HD LRZRD TG, Z OEENARPE
BT 2RI EATLZEDEEZAENS,

ez L. DY URERE 2 29 22 HOMEF v v AV IRICBW T MG IgG il EF L.
Z DEFIRIGD 1gG4 BERE EFLIL TV A 7dIc, mZOERIDRE L K25 60 % %, Sato 5.
HHAKIC Z R D 1gG4 Pl DR 2388, 1gG4 BIHERE & OERIME L x> T2 2L v v A
VR VRO 6 filZ2E Uy 5 Fl Tl IgA fEAY 600 mg/dL zH A (GEHHIPHIZ 110 ~ 410 mg/dL).
2 T IgM i B GEREIPHIE 35 ~ 220 mg/dL) LTWiEid#iLTw3s ¥, 20k, A
BUF % 1gG4 BHHEEE D 45 il & Z it v v 2V < VIO 33 Bl m E et SN, i
IgG (1,917.3 = 759.0 mg/dL vs 4,689.5 & 1,868.9 mg/dL, p < 0.001), IgA (191.6 & 81.6 mg/
dL vs 667.4 = 301.9 mg/dL, p < 0.001) XU IgM (86.9 *+ 48.5 mg/dL vs 293.7 + 180.7 mg/
dL, p <0.001) % IgG4 BHEEE TIEZHOEF v v 2V~ VIR U THEREITK S . M IgA iE
= 330mg/dL Z 71 b A T & UTeiE . 1gG4 BIHEREICN 9 2 iK1 93.2%. R Eid 93.9% (i
PERELE 1520 BRMECRELE 0.072) LRBWHREDRE TH >z i h s v,

HICT S O Tld. KRGO H e MR BERE MO - BEREBERFICIAT IgM & IgA
MK, £zl IgM & IgC ORNICIZEDOMHBEN D - 7z, 1gG @ IgM B KT IgG : IgA Lhid. AN
FEVEER B8 L DB B9 B2~ — /1 — LR B AT REE AV R E Tz,
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WTNEERED DR TETF YR L LT RS XAV, 1964 BIERIREEE S HEIc
VI IgG O BR (= 2,000 mg/dL) %2788, MO IgA & IgM AVEH OB, AJRED [ HE]
LIF2RELTIHAS L Z2HERET 5,

H.f_

<BE SR>
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4. Sasaki T, Akiyama M, Kaneko Y, et al. Distinct features distinguishing [gG4-related disease from multicentric
Castleman’s disease. RMD Open 2017;3:¢000432.

5. Taguchi M, Kihara Y, Nagashio Y, Yamamoto M, Otsuki M, Harada M. Decreased production of immunoglobulin M and

A in autoimmune pancreatitis. J Gastroenterol. 2009;44:1133-9.

2-6-2 IgG4 mifE (= 135 mg/dL & U < sk AL, [) 2380 556, AR DOATREMED
k595 (b)
<fiEgr >

A HEBE L D fE I » 7z D, (‘Immunoglobulin G4-related”[text] OR “IgG4-related”[text] OR
‘Immunoglobulin G4-related Disease”[MeSH] OR “Mikulicz’ Disease”[MeSH] OR “Autoimmune
Pancreatitis’[MeSH]) AND “Sensitivity and Specificity’[MeSH] Z##iE & LTI AT T4 v 7 L
Ca—2iTo7, 146 MM E N, 13 ik ZiEH L. 2 OilfE TRENH % 9 Sk ZBmL T
22 kARG E LTz "2, 22D, BREHEICT 2 2 8 3. AZT7F U AD 2 W 190 K-
RRENEHTE R o789 % 1Y 2RO 17 OXHkZER 71813 7012182,

2001 4, Hamano 5 V1%, HCSEMEMRZMORREN ST Z2M~——& LTIk
IgG4fd (1 bA Tl 135 mg/dL) Z#idy L7z (R 0 95%., FFHE 1 97%), 2006 4, HAHNH
AR K 0 E O R B WRELGET I Y AE S N, B D 327 BIOHEIC BT BN b
A1y A TfEI 128 mg/dL T®H > 7zh, Hamano 5 135 mg/dL ZZWiD Ay b4 T7EE LT3,
ZDt%, KEY LEEY 5, HOREERREROBWNC 140 mg/dL BitgD A v b A TEAZY &
WE TN,

Z 0%, 2011 FICHAD S 1gC4 BB EIRZIARNE ® RREI NN, T TE 135 mg/dL

WDy A THE LTV, 72720, TOBZWHERAEDIERIHCIZIER ZH W) 7 —2 3 >~
FITbN TV, RIICHBW T, ERlo | O ERRED 2 DO ¥ % 135 mg/dL @*E
e Uizt Did#hd %, ZOBITHAS?, tiE > 5719, HE " H 5 1gC4 BEYREDZ
BT B MG 1gG4 DAy b A 7ESRE TN, BB 140 mg/dL HiENZHEINTNS

Ifii% 1gG4 FEDBWIANDMH N KA % KED 5D TR 2 DH %, Stone 5 ik, & 7 D
THRHEEDORIKMATH % 59% 285 U, FEEICH SN DH 5 LU, 272U, ZOWIEdH—
RFHEEIIC B B IS G 7 — 2 X8 5 1gG4 EED i 190 £ & 1gG4 IEF OEH 190 #4724
LT, ZNZTNOHICEEN TV [gG4 BIEpERE & 2NN OEED 2 FHT T TR - K
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HEZHAHBLTWVWS, TOH, MIEHEBET —X2EBRANOLY M) =N T A Nb->TW\5
AHEMESY, ¥ 1gG4 ZHIE LB MW AR TH 55 L. T VA VICHENH %, Chari 5 ¥ 1d,
ROC HHERDIEM R TH 0 K « FHER R TE R o bW Lz LAL, 2DDRXXTF
)Y ZAMMTON, ZNFN. H1y bA Tl 135 ~ 144 mg/dL CIEEE 87.2%., HiHLE 82.6%'7, 71
N4 71 135 ~ 200 mg/dL TI&E 78 ~ 90%. FF¥E 93%™0 TH O . BhICHH LT N TV,
2019 4E, FEBILFEIIZE 27— 712 & © ACR/EULAR O IgG4 BB R EE 2 EE N, T
NUE 20 L ETIgG4 BRI L T2 Ra7 V) VT A Z L o TW0d, RFEETANEIX, ZOMFHIK
BT, ML IgG4 DA < T & MOEE % VT Ig64 BIERBZ BT X 5 T L AV
ENTVBETHS, L L, BEOH EZBIHIC, AOREHEICIZImTS Ig64 EAEHEO—D L L
TASTW%, BEMIciE, IEF LR EDNDIER RO 2 5K T+ 4 f. 1B LRRD 2 ~ 5 1%

T+ 6 5. IEH FRRO 5 ELLETH 11 miZzhisl, H—Dy M4 7l

F 7. 19G4 BEKREDODHIICH T ZME I9G4 EDRE EIGERE

REEN TR,

K& /n X8R /n Cut-off RREE BRE BEiE
(mgy/dl) (%) (%)
Hamano, 2001 AlP/20 e /70 135 95 97 [SFN
Okazaki, 2006 AlIP/147 fEERR /180 128 97 87 [SFN
Ghazzale, 2007 AlP/45 sz /465 140 76 93 KE
Choi, 2007 AIP/35 R /143 141 73 95 #BE
Kamisawa, 2008 AlIP/17 fEEEESRE /33 135 71 94 (=P
Tabata, 2009 AIP/39 & /116 119 82 95 =F:N
Nakazawa, 2011 AIP/47 FERR /65 135 87 91 [SF:N
Yamamoto, 2011 2% /402 Non-lgG4/ 317 144 95 91 B&
Masaki, 2012 2% /132 Non-lgG4/ 48 135 97 80 =F:N
Ohara, 2013 IgG4-SC/344 PSC/110 135 90 89 =F:N
Boonstra, 2014 IgG4-SC/73 PSC/310 140 Q0 85 AoV
Carruthers, 2014 o /72 Non-1gG4/ 308 135 Q0 59 KE
Su, 2015 2% /12 Non-1gG4/ 945 135 100 97 PE
Yu, 2015 2% /161 Non-1gG4/ 2,740 135 86 77 &%
248 78 93
Li, 2016 2fig /242 Non-1gG4/ 130 157.5 80 88 PEH
Culver, 2016 2fi% /66 Non-IgG4/ 1,227 140 83 85 ®RE
Xia, 2017 2% /133 Non-lgG4/ 1,381 210 95 92 PEH

SRR 1-7,9-12, 14-18, 21 KO 1ERK. Yu BOIRE Tl 2 DD cut off {2 it TV 5,

AIP, autoimmune pancreatitis; IgG4-SC, IgG4-related sclerosing cholangitis; non-IgG4, non-IgG4-

related control diseases; PSC, primary sclerosing cholangitis.

<BE >
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2-6-3 LHRWE. " FIRF 7213 H FIROMEIRICEODT SS-A FUARG I (iR EHEmLL ) %38
DG, ABRBOIHEIE T2 (Sjogren ERREEEES) (o)
<A >

IgG4 BEETEMR - MERAR S (Mikulicz %) 1 B1F % H1SS-A " Ro HilkBGMEDSHEEICEI L T, 2010
FERFETFRICHRE TN TS 20 BILA FTOWL DO ORETTld. FHikiEeTEEEHEIN TV S
W, 0% 2010 FERBLLIRICR S &, BEHEORhn (47 ~ 160 ) 1BV, T SS-A/Ro kRS
PG (3.7 ~ 4.4%) B I N KHick-7 7,

U U, JEFETE Sjogren SEMEREIC 35U % B SS-A ./ Ro HUikIGIEDBEIE M 33 ~ 74% TH3 ° T &
CHd 5 &, 1gG4 BhEiRMR « MERAR SIS 81T B B 13 R BRSOz, FHRIE, 58
THRE 72IEH FRROBERRICHEV. $T1SS-A 7 Ro Hithzs8 25 aIcid. £ 91 Sjogren SEMREREZRE S
RNETHO, AFEEOAREEIFE T 5,

(BE )

IgG4 PR 2 & LTIE, $1SS-A RoHithZIE U, Wh 5 EER RN E ik (ANCA,
i dsDNA Fifk, ACPA) (&, #ipIARIE & 7% 2 R A mimicker & g L CZ D HBSEIC K E
IRENNEL D BERINOERARENTH S, T, AHESHE FIRG. % FIRE 7213 H R
DN 7R B FEFILINTITEIE E NZN T EICHENRETH %,

<SE >
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2-6-4 CRP = 1.0 mg/dL.»D.MPO-ANCA % 7213 PR3-ANCA A5 (fisRIEHEMELL ) DiE,
AIRBOAREMEIXME T2 (MERZEES) (e)
<fifRH>

HHE D L ik SR TR E Nz 1gG4 BERE 328 il 5 B, CRP = 1.0 mg/dL Z2 LT
WzDIE 3241 (9.8%) THoTes 75V ADAR— MTBEFREN TS 25 FIOMGTIE. 14 41
(56%) HCRP = 1.0 mg/dL TH ol LMEETN TV Y, TN 5 OO I FEEKEROE I
K9 2LEZDN5, FRRSSPMERIRZOMER T, MiE CRP HIFZ U & R LA (8.3 ~ 9.6%)
ML ENTWSE )T MERIRR D R WEERI T l& CRP S EOSEE I A EIC EAHT S (256%) Y C
EMERENTV S, TEH, KRFH 5D 1gG4 BIE KRR 24 B, 1gG4 BEE KBRS b5 8 il
IgG4 BEHEIEIARMERE 10 BICBEd 25 Tld. i CRP HO P REMNZNZN 1.86, 2.15, 0.19
mg/dL TH o7 ? LME SN TS, TOBRE SN2 MRILADIZE GIFSCHR 5 OIERIE & %
N3) T, IgGa BIECKEAREPAZ, BINRE PSS R R-HEE 89 il 21 il (23.6%) T CRP i
1.0 mg/dL Z#Z Tz, TD XS IC IgG4 BEIEREZRE S FEfIC W) Ty CRP A S (2 1.0
mg/dL) A, [gG4 BRERBIARE P2 BlRE PR 25T 2 REND 5,

—7. IgG4 BERIE (R LZDRREMDH % 8E) BHE 2 M5 ANCA 7 RO CTAYE Tl
E LG A. 56.0%Y H%W0E 10.3%" THMETH - 72 L HE SN TS H, ELISA i & % MPO-
NCA & 7z(3 PR3-ANCA DG IC DWW TIHERIC R B MG DA o DAEICET % 1gG4 B
2235 FlOMETId. ANCA BIHIME R ORER 1 BloH (0.4%) THO ¥, BENSOMETL,
IgG4 B & ANCA BHIME ROBWIIEE Lk > eI RENTVS ¥ i, HED
SEBER S L)L Tl 1gG4 BEERE & ANCA BIEIME ROEENMRE TN T0S "IN, TF 23—
K 7SV CIE. CRP = 1.0 mg/dL, 7D, MPO-ANCA Z 7213 PR3-ANCA A5t (i L HEMELL 1)
DEEE. AEEOTHENLZ T, mEROAEENLEE 2R EHRA S L aHERT I L & L,
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3 REFRIZH

3-1 4£ROENM
3-1-1 PR MERIR R 72X ICERIR NGRS N B 55, HEEZKDT2DIC T Dligds D
LR ERE T %
<R >

HRIEIRICCR TN AREHRZICB VLTI Y VS, B MALT Y U8 E ORI AETH 5
"%, Cheuk 51& 2008 fFICHIH T, 1gG4 BHEIRIRAK 0 5 U VSEMWE Ul 3Rl Lz ¥, £/
TS &, B5RIC [gG4 BHEREN 75 T IgG4 FaltE & 72 % MALT U /8l (de novo 1gG4-
posisitve MALT lymphoma) 7% % C & Z#HEL TS Y, HADZHiRFAEIC K L. 1,014 BlD
MY > SRR ORI D S 5 1gG4 BIEREIX 21.6%. MALT U 2/\[[fild 442% TH D .
& EIT 1gGa Rtulfik & 725 MALT V) 278 (4.3%) DA 5NZ Y MG SN TV, WEENZ
WrIEAED AW I 9 B KL « FRREICOWVWTHHR L7e T BT VAR LR D AE T E o
Ted, TF A= RS )V T, BRI MALT V 2 SZZE 2Nl & ORI D 7z HIERIRIRO 4
MAEEMT % L Z2HERT S,

IgG4 BaER B RIKIC I 2 IRIERR (GRIRAS) DEESEIC DOV TIE, 100 FILL EoEHE 3 R—
MZRIC kB &, 123% %, 226% " . 508% Y. 224% 7 . 57.1% 7| 454% 'V Ix & LR
NTHEO, FIROEEFEIL 60%REEEZE5NS,

R, AR Z2 BliR U CRERR YIRS & O IRIRARISIE 2 UIBR 9~ % 7514 & HRRG R 5 72 U)BE U CIRAR
IREEZYIRRT 2 5ENDH D, WINEJRFTEE CORI TR EETH %, FRIERTIZHM LT
Tz, A R—F 1l 775 8 X % (L E 2 %0 U TR %,

IgG4 BRI BN DN B AERI T, KREERIRIC R TERZ DD 5N 3551351 5 AR MERRIR D
YIFAERICE S 2 1072 T €7 AIFELRWVA, DB (gG4 BEHIRMR - MERIRAK 21 f, =
PEV 2 SHE 2 D RS LTS RS EROFER, 26 TRESBITE —H LIz OS2 b
5Tl ERBEAZ, THF A= EIXIV T KRR EMROEZ M2 HEDET 2, UL L. 51 PIRAER
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WBFNEZETDICURIEMTE S XS FIRETIHNMT 5 EMWWATH S, o, SHEICHRAID
%75 EFRFIEOMEREH 5,

—77. 1gG4 BHEEREDOEEZWNCIT T, b REND IR 1T A 2 MR VS ER ()
BIRAERD) CTH B, DEBI (1gG4 BIEEER 45 B, Z DMMOEEE 21 ) OMEITRHZH. TEE
WODBEIE 50% FRE, FEEEE 100% LS5 MEELH O FHCIIBEMMDIRIE L 722 DI, HEEK
BN Z OIE LI 1G4 N EWIEETH S s FHCRMERIRC AR ZE N B 25513 E
ERRDBFERIE T0% 55 £ 752 % 126D, KMERAREMRORE & U TIIBAEMMNEH & %5 TREME© d
Wy KRS, MR D LRGSR KEIRRE P 72 EAERDYE L WEEICH D . D, ANEREVER TR
WIMNOM RN E 7R EIcid. KRR DY 3 AU RERAY I KRR AR A M DTS & 72 %

7z, 1gG4 B R CIE BRGSO OMENIHA TV 5, MERIMCE L TiE. ZOA0HEIE
NTHZN, THETICH FIROMERHE . H FIRD 5 VI35 FIRERIREEREOME ' N
5N, FREHEND ORI BRSO M T, iR % T b 2 MRS S S O O S5 D
WD HBT NS MENOMEMEEREE NS, Lich> T, I IgG4 A i < KRR
ICHERMRZA N D 5 Ik, TS OEMEEE O RTFEN: 2 SHIC B T AKICEFREIC X 2 HE
2T, AERTIEDEIRZTTS T LRI NS,

IgG4 BIEREMEE DN ZIEHI TR AMEEIERZRD 555, 1gG4 RS M E IR RO A0
WEEDN D, ARFBICIIT 2 1G4 BB R 55 fild X O HEE & OFERIMN - & 7% > T D BRI
50 FIDMESTld. B AERREMEIC 1gG4 BB RIERZ WHETE 2020 FeGETiZ B L 72855 DK
1% 90.9%. FHEIEIX 90.0% LG ENT VS P, coT N D, hiE#c BV THIEZMIC 1g64
BESEER OIREDEE S N TV B IGALMNE BERIC K D Wi ZifEd 5 T e RTINS, T a—
HA R RREIEHERIC & 2 BHERERIUDY RN TH B H, 1gG4 B R AR 2D focal ICTFET
5TLEH0. BOENEEREARTIRENED SNENY Y TS VT I —NEChFb T Lkic
EHABNRETH %, BHREREZ LS MERI Tl 1gG4 BlERRIC X 2 IR - BhIRAE Bk AL I 1k
I IKEHEIC & 2 BHUEBEALDFERTH LIRS H O . BHEREIC X 2 Hai ORI L TH S,
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3-2 REMR
3-2-1 ‘ERfHFED Hematoxylin-Eosin alc I\ T, FHBH D 28RBS X CIEEMIZIR I
A TIEEIRFAHE L. GEIRTIED7E) ZRRdTeaid. ARBORRENKE S L5
3% (a)
<JERH>
Hematoxylin-Eosin ¢t TOFH L ) >3kl X B EMRIEIC A T, {EZRRMEE (R
11A) DA LNTHEDZRIRFEIC DV TIE, & & A LI mOBEE DM XM, DI DR
o CMERIRIZ 50% (12 Bilrh 6 1) JFARE 8.3% (12 filrh 1 §) TSI DMELDH S V. FEETIZ.
EUS-FNBIC 35\ T, 37.6% (H O MEE R B RES W TE 2011 T2, HEl#RZ T - 72 85 filvh 32 f51)
LI N Y,
e U, LR L2805 &2 8 > TARREZET 5 T LIFTEAR, £, FHilETE
PEWHIC I > THREZ I LEMEENT VD,
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X 11. 19G4 BEEEDHRBNIRIBAR. A. TEERRMEL. BEfE. Hematoxylin-Eosin %
B, X105, Z2HOY V)R FEME. HEEBRZAEVGIS, TNd K SRIRELE
RSN TS, B. BIEMERA. EhE. Elastica van Gieson &, X 10 13, 'J >/ (ER,
FEBlROBEEIRMILCE D, BRIOEMARAEL TVWD, ERAID 2 ADOME (FHEEER.

3-2-2 A RAHAR D Hematoxylin-Eosin IC BT, FHHR Y 2/ BkEs K O EMITGZIEIC
A CHZEMEFIRE DD NI A, AREBEOREED EH T % (b)

< figi >

Hematoxylin-Eosin # T OFW &Y > 8Bk XK CIEEMAGRZEIC A T, PAZEMERIRR DA 5
NGB DOBWIRFEIC DOV TR, 1F & A Il OME OME X720, DEFI DRG] T MR R &
41.7% (12 e 5 FD, JRERE 8.3% (12 il 1 i) TR DWMENH S Vo Bl TIE. EUS-
FNBICHW\ T, 28.2% (MR ERIRZWIEYE 2011 THEL. ML TH - 7z 85 filvh 24 fi)
LI Nz,

eIl PHEEMERHIRR 2R a2l > TAKRBZGET 2 T LI TSRV, K, PAZEN
FRIR A DRI DU Tid. Hematoxylin-Eosin REID A TIEIFAIET 2 T EAREER T L2 WD,
Elastica-van Gieson ¢4 (B 11B) ZFHfEL T3 T ENEE LV, 1gG4 BIEEE LY T & BN
FRRBLIOIRZE TS 5N D, o, iHMEAENZHEIC K> THRZS I L EME TN TV,

<BEMR>
1. Mizushima I, Yamada K, Harada K, et al. Diagnostic sensitivity of cutoff values of IgG4-positive plasma cell number and
IgG4-positive/CD138-positive cell ratio in typical multiple lesions of patients with IgG4-related disease. Mod Rheumatol
2018;28:293-299.
2. Notohara K, Kamisawa T, Kanno A, et al. Efficacy and limitations of the histological diagnosis of type 1 autoimmune
pancreatitis with endoscopic ultrasound-guided fine needle biopsy with large tissue amounts. Pancreatology 2020;20:834-

843.
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3-2-3 ARk D Hematoxylin-Eosin IS N T, EEOIFHERIRIE, BIEMMER X 2E
WEHEDFT R Z RS 156, AREBROTREHIEAEKTTS (D

<fipEgi >

ORI, BBEEME R B X CRTHEL, ThZmEREEES IR TH S, 2L, K

EPAES 1964 BIHEN T, & JIUTERRMEARD6NE T EhH S Y,

<BER>
1. Wallace ZS, Naden RP, Chari S, et al. The 2019 American College of Rheumatology/European League Against
Rheumatism Classification Criteria for [gG4-related disease. Arthritis Rheum 2020;72:7-19.

3-3 REREFR

3-3-1 MO IgG4 filkZz Wz Rl BN T, 2RO ORIEZiED %

Ba. AREORREED EFHd % (b)

<G >

TR 2 7% 11 5 BGUEL IR B SE IR BRI BV T E 2 < O 1gG4 [FHEMENGED 5N 5 C
EMBHB, TDID, IgC it (B 12) Z17-> T, 1gG4 / 1gG MRt > 40% Z 89 %
TENEF LV, 772U, ANCA B R HLOEF v v AV < e 7a EDMMOEEE T &Kk
9G4 / 1gG FMEHIIaLE D 40% 282 % C L DD 5 D THENLETSH S ",

R, 59 20 15, SO 9G4 BRHEBIASRE U, 19G4/19G IBHEBRILL (& 40% LLETH 2.

<BE >
1. Deshpande V, Zen Y, Chan JKC, et al. Consensus statement on the pathology of IgG4-related disease. Mod Pathol
2012;25:1181-1192,
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C. 9G4 BEERE DR

IgG4 BEp L, BERICHEVF A K (AT70A R) BENTZHETHD ., AT E
JRAEDYD 2 & TIRIEAVHIN L 72355 id, @ 30 ~40 mg/ HE LK 13 0.6 mg/kg/ HOFL K=
vary ) CHEEDHIRE NG, IBEEIEE RN S, Wl 2 ~ 4 %Xk 1~ 2 I 5 mg/ HED
BRE L. HERFRIZ 5~ 10 mg/ HEEE LT3 2, HAEOHIENEWVRETHZ T eh D, Ml
EERVOMPIET ZMTON TR, BIRERRSRD H TOERD,

AT A RISHT 2 MG ENGAICE, FEFICHEMUHMITRZ2EL. KOZROXTOA R
52 E L9 % ANCA BRI 20 2 HUOIMEF v v A< Vil & ORI L2 80 2 0B
H5, 1gG4 BRI EIME IR T 2B TH S0, BEHOZXT04 REAZ., BHHREICK
28, FERROBES X ORI EEOMEREOIEZ EDV X MNH 0 | ffEiiEoEn
REICK B AT FREBOHIEMD RO BN TS,

<SEXH>
1. Umehara H, Okazaki K, Masaki Y et al. Comprehensive diagnostic criteria for [gG4-related disease (IgG4-RD), 2011.
Mod Rheumatol 2012;22:21-30.
2. Yoshifuji H, Umehara H. Glucocorticoids in the treatment of IgG4-related disease-Prospects for new international
treatment guidelines. Mod Rheumatol. 2023;33:252-257.
3. Khosroshahi A, Wallace ZS, Crowe JL et al. International consensus guidance statement on the management and

treatment of IgG4-related disease. Arthritis Rheumatol 2015;67:1688-99.

KAACT 2 ZADERTOER

RAA R AF, [T 1gG4 BIHREMIHE (RAEI @RI AR E  HaaRBBERISL
1. 1gG4 BB O WHEHE N IS RoRHREF DM 2 HEE I 9T WER © HoRrainA]

2. =)V v IS UATINC K % 1gG4 BEE R D2 BE N OIS a2 R gt O 2 H 5 9 Wit 5
PEE @ )1EF7E50) ISR W THERR LTz,

DI 1gG4 BHHREDZ Wi 2 I N E 46 HHZFRE UTRE Lz, #W0 T, 13 HOHEMR
PWZINT % 3EDTINT 7 A« 2yda yeEMLUI, ZOME, 11 FHEDHIRE N, 4 HE DM
DHHEMAE SN, 2HENZNZTN 2 DICnBIE N, FENIC 33 HEDFIRE Nz,

PHRE NI B3THHICDOW T, I HHEDIERZID . RHEHICT T 7 1 TR T ORI 28
Llzo ZN5DNRZ X LS, HEFHEEIC K2 E, TNUCADIBIEZRT, COXHZID &
iz,

EBIC, AAARZR VAT 2R ZEZMNENRT VY 7RV F2IEEL, ZOEREKMEET:
T RS A B A e E Tz,
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