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Tk

2016 4E 22 5 2021 4E R FERIRZEIREL © 1gG 4 -ROD 3 X OF MALT V) v oSfil & 2l S L7z 43
Bl D MR 2 FH W7o 2 2 R a — LET ORSRIZ. 6 Hld RNA v — 27 = v 2 OENTHER B
XU39lo~<4 270 RNA 7 VA OFFTFER A L. BET&1T - 72,

(RS

IKIEERGF D X & Ra 327 ZAEHTTIX. 7 7 A X — @ %47, IgG4-ROD & MALT
DUSHETREL 2 BB T2 Z L83 TE T, T, SRV AT E4T O LD EA
DH o TRBBELTCARKTHZZ L Bbhrolze RNAY—2 xR LE< 4271 RNA
TVUA T AZRT I ARG L TAE R, TCA Bl O R#HY IZBER S 2 O THAR
2B REEEED > 5, GPL, FBP1., IDH2. GOT1. GOT2 2B $ 2 miRNA TZ{L
BH Y, T GOT1 I1IZB5 9 % miRNA @ miR-9-5p 251gG 4 -ROD TEFEH L Tz,

G ZA
e R

A X R0 — WET LBE T RIBUENT A A I v 7 AEHTIE. 1gG4 -ROD & MALT ) > /¥
FEICB T 2HHNA <=0 —DRER L RITH T TR R B = X 1 DI RITE D 2 A Ferk:
VDD,



e
— i ERE

O—6 IgG4 BIHEMERMRED ~ T Y A7 ) 7 b — LT

OLbK B, 5 . IR A

RERKFZEMENRTNEREE 7 vy — gk}

ELip]

IgG 4 PHER 8 O FIE 1T T ME~ v 8 — T flifg, S T A, RIEMEY A S 24 v &
E DG S T W 3 23, MR EIE O RIS RIENR O 25O 0 FAMFNE = DFF
MIZH S TR, THOMIHE HIVIZ, RKIFFETIE 1gG 4 BLEMKIRAEE S 2 BT
TN—T % THRIRDO b5 v 227 ) 7 b — MEN 21T % o T2,

ik

IgG 4 BHHEMEEAR A BE (n=7) B Fa v buo—ult (n=3) 128 L CHERIRER 2170,
AN LI RNAZHWTY — 2 vy vy P 2 fTolze BEBERIENIS 1 FRTH
DA (n=4) & 1 U LD B (n=3), RITHEHEIREDALD CHE (n=4) L HEHPELRIC
HELZZDH (n=3) 1200 GEET T & ITHEMIERZ 1T, |Fold change|> 2 2> p<0.01
i 7z 9 IEAR T A EEEF (DEG) EEFE LTz, 155 7z DEG % JG 12 Reactome
(https://reactome.org) ZHIH L T/NA Y = A i 21T o 72,

it R

av b —VEICHLTABTLEAHIE SN/ DEGIE T b4 v OZHEE L DOFEA.
HIV-1 727 2% ) —#EF nef OF =, IL-2 « TNFs O ¥ 7 F VRE LR & ORBIZHER T
2HD0H% <. FTHHIEIS 77 DEG 12 ERBB2 - ERBB4 EEF O S 2% $ 2 b D
% o120 —H T AR LT BT EAHIES 7z 013, B M2 A A8, mAE .
a7 v Fe G D 1gG ZFARDIEMEAIZBE b 858K 72 o 72,

CHEL DBECTO DRI 21T o 7205, MERIR OBBRFHBLUCHELZ TR oL 2o 72,
i i

IgG 4 BIEMEEIR A FIE D S 1 EVL ERE U 72 BEOMERIR TIZ, 1 FRTORE & R L T
WV R B AR O RIS E IR DI U T Wiz, —J5 THERIRLASN D FIE Neids O 5 JHE C I3 R IR
OBETFHRIVTHEL Z X RO Lo 1270, RERFLIERME OEE % & O 1T 2 9
LEDD D,



— i EE

O — 7 IgG4 BHEBEERIZB T 2R RORE

OfFfn Wr. &E R #UE #FX 40 &M, OE R w8 EH—
RE EXR, O ® FEE B s g I FEEL

HABNEE= 1gG 4 BEEBERY —x > 77 v—7

[EH19] IgG 4 PHEEER (IgG 4 -RKD) TIMEMMAKIMIE 2 @8 E 1238, UIE UIRRHAE
FLIEE (TBM) 12 1gG. fiADMHE RO LN b, IgG4 -RKD 2B 2 kR D& E %
LTz,

[ 53] 2010 4E 12 A 225 2019 4FE 5 A D1z 1gG 4 -RKD & 221 & 417z 60 451 % {548 R i g
HH (LEH, L (NB) 120, WEEOERK, BRI R %2 %5 5 et L7z,
(A5 5R160 4 42 4] (70%) 25 L #7257z, LEE®D 70% 1% C3, C4,CH50 $_XRTEFLTHD,
46% 1% CH50 23353 ( 10U/ml BATF) LTz, 4ED, M, BAMRE IXMEEC2IT L2 o 72,
1HEEHT eGFR I L #F TIERWEINIZH o 7o VB R Z X L 2o 72 (p=0.076). IgG 4 DSt o i
IgG ¥ 727 52 (IgG-IgG4) i (mg/d) FZLBETERIZEMETH Y (p=0.000), % DfH%
C3, C4, CH50 i & &% 2 WA LTz (p<0.01). Ifi IgG 4 fHIZMREC2213 % <, MiAH
EHHBIE 2o 72, B3PI TERER G L, T0% X LEETZ o 72, 2T lgG4 B
B Z D IRMEREOREZTRD Tz, BFEEME I LI NI CERRICEME
DRIEDIED Y BEETH D (p=0.035), C3, CH50 HITEHEDRIEDIKDID &
LTz, BHE ORI IgG 4 By, oG 4 Bkt /1gG itz 213 % 2o 72,
HOGPUATE T TBM @ IgG & filifk (C3,C1q) DMEHEIZLHETHWMERZ >8R
FEIX Lo Tz (48% vs. 19%,p=0.062). TBM @ C1q O#EIZ L BEIZD AR 5Tz (40%
vs.0%) 6

[#5&] 1gG 4 -RKD 128 W Tl I1gG 4 Ao IgG 727 5 243, FITHILARRIRIZ X U flifk
FIEMALL, BHEOREDIAL D IZEES L TWw 2 ARek VRS T,



— i EE

O0—-8 1 % HC%EMPERIZE T 5 M-ANNHEIM-AiP-Activity-Score & IgG 4 -RD
Responder Index @ Huii

OfEE  #ifd, ZH  ME, & BEE E I Tl =W B ARIRETRER,
M RAE. R SRR, AR B REEWT. RFR ERE F
RARZFZRZBE RO 7R HLaREFE 0

[BE] 1 MECRZEERER (AIP) OB EIGEIMHETEEE & L T M-ANNHEIM-AiP-Activity-
Score (MAAS) % IgG 4 related disease responder index (IgG 4 -RD RI) 23 & LT\ 3,
ARRESTlE MAAS & IgG4-RDRI @ 1 B AIP FR & DRI O W C LIRS L 72,

[5:) 2006 4E 4 A5 2021 4F 3 H £ TIZSRIT 1 BLAIP & WS I, HEREEDMTH
Atz 11740 (5 93 i, 2k 24 Il “PIIFIEEHD 64.3 %) T RHRE LTz, RITHIZH)
HAVREBHIA N, MERPRIEBRAEE O MAAS, 1gG 4 -RD RI %3l L. ¥ & ORI S L 7z,
& v k2 7{HI% Youden index % F\ 7z Receiver Operating Characteristic 712 & D HH L
726

(s3] WIHRAIEWEBHAR IS HERRIEB AT MAAS 3 #nFgs. 8 (IQR 5-11). 4 (IQR
0-5) THH, IgG4-RDRIFZznZz#, 9 QR 6-12). 1 (IQR 0-2) THH, wIh
HATFUA FEAIZEDAERIET L7 (P <0.001), HRPEEERIEZICERIZ 16 61 (13.7%)
RO b Tz, EBR 16 6] & EEELR 101 #1121 T MAAS, IgG4 -RD RI Z H#E L 72, #)H
TREFIGRE D MAAS = 11 (AUC 0.627) 1ZFRARRICZ <. BT 9 #i (56.3%). fEFHLA
T 264 (25.7%) TdH o7z (P=0.019), #IHHRERMEFD IgG4-RDRI = 9 (AUC 0.596)
D BRI < CFRIARE T 15 1) (93.8%) . EFIAEE T 67 (66.3%) TH - 7z (P=0.036), F 7z,
MEFFEOEBA IR R O MAAS = 4 (AUC 0.704) & FAREICS <. FIAEC 1341 (81.3%).
FIREEC 51 1(50.5%) TH - 72 (P=0.007), — 5 HMERREEERIGRFD [gG 4 -RD RI = 1 (AUC
0.529) IZFBREEC 11 14 (68.8%)  HEFFIARET 56 (55.5%) TH D 2 Z RO U h o 7z (P=0.90),
[#53%)] MAAS & IgG4-RD RIIZwdnd 1 AP OFMEMBELTE) 1 BLAIP OF
BT HIZEHTDH 2 7R8I D 5, FriT. MERBRIERIRIGICZ 0RO E T T 2121
MAAS G HTH 2 /B2 H 2,



— i EE

O —9 IgG4 B SIEMEERIIIRE I2/N$ 2 X 7> 277 7 F RO TR ¥

OfR Sk ', tEmHy 1 A IR ek s B S

VESDRBERE SRIRE R 2 v & —  ORILESRL 2 F ERRRER - REBETRL ¢ &R
REF R IR ORI FEI PR {22 R e AR A

[E19] FWHLANEILE 2R3 BB REIIRE (TAAA) ORI, 1gG4 BILEEE T
Hb, RKBREOTA R4 v E IAAADEBELTAT Y 277 7 FAH (EVAR)
DHER S TWa 2, Fixid, 1gG4 BI# IAAA 23, BHIEFHT (OSR) ZIZEHRERTDIT
X LT, EVARZRDOKIEET, BEIA, KEIRFE MM (PAF) 1T, FEE DK BG
DM 2RI HE 2 LT, 1gG 4 B IAAA 123 2 EVAR B O FHREFHELZ HIV & L.
MTEIFR D IMTE MMPs & BIE< — 0 — DFEDOELIZOWTHE L 7z,

[5i:] EVAR 2317 & 17z TAAA 25 SEID 5 b, 14 425 1gG 4 BsE IAAA (IgG 4 -AAA),
11 A3 1gG 4 BHiE IAAA (non IgG4 -AAA) LPianlz, S 512 1gG4 BHE TAAA I3,
itk iE 1gG 4 A FEHF L7z 6 il (IgG 4 -AAA-up) & AR F L7 8 il (IgG 4 -AAA-down)
s T, ERENITX L. EVARET LR 1 £ 0. MiE MMP, 2%%E< — 2 —.
PAF, I X OEEZHIE LR L 72,

[#55H] 1gG4-AAA I, non [gG4-AAA & HLER L T, 7RI IL-6 O &fE, #7$% MMP-9
OWMERL, FRMRBEESIERL Tz, 1gG4-AAA IZB W T, IgG4-AAA-up I,
IgG 4 -AAA-down (Z b L, fif BT MMP-9 @&, 70 BLEK - fF BREKE fn, i MMP-9 -
IL-6 #iz82 L. $REREIKE 257, 1gG4-AAA-up DR & DF| TR K % R
L 7225, IgG 4 -AAA-down X264 THi/N L TWiz, 1gG 4 -AAA-up TlE. IgG4 /IgG Lt 23
EVAR i C—E L TCHERIZE» o720 MMP-9 1%, 1gG4 BXUIL-6 L BRELHBE %R
DTz,

[#53E] 1gG 4 -AAA ITB T 242 MMP-9 B X FIL- 6 O#Enix, EVAR & O BfRIE O 1T
5 L TW B REME DS D B, IgG 4 -AAA-up 1%, IgG 4 -AAA-down & H#% L EVAR 0D
IL-6 M0 & BWREIEKREZRLTBD, @MY AZEEAL ST, MTHTIZB VT IgG 4 /1gG kb
D3E <. MMP-9 25E{EC, HER - IFREEINZ R O 25613, [gG4-AAA-up L FHlls
O LHBEMEDL D



— i EE

0—10 BREEAOELT: 1 BLAIP 4 flTB1) R0 7 SR VIR AT I

OAull #A ', B 2. /el Ak 'L sl M B MBS B B
A Mg !

PEBrRIYREE SRR [ OREERS TR

[lZroiz] 1 AP (BUF AIP) AT, FL WY v oSEk - JREMLEE (LPD,
fEZERARHMEI (storiform fibrosis @ SF), EAZEM: R 7S (obliterative phlebitis : OP), IgG 4
BT AP A3 & &S B A3, BRI 1T IR 280E 25 F ARTEE L/NEE O Z54 - fiiE L. (AF)
DTS 5. S, BEADE AIP 4 §ICREN ZRRRRFT A3 A b N7z D THE T 5.
Db & 53] 2016 4E & D 2021 4E & CIl2 4R ctIfR U 72 A0F AIP 4 flzxfseE LTz, 1)
PRIZEAIL 5mm ETAEIL, AP OfMFHIFT R E L TLPL SF, OP, AFOfEE% 0 ~ 3
D 4 BFECEHMEL, L IEEBIC I S LA LIARES L 7z,
[ R )F2a4E 8 70 7% (59-80), 55 3 & 1 #ll, OFF&se 13 3 il Hsil i AR M 48 i (AIP-IDC)
THAEE 29mm - (25-35), 1 fili% 50x80mm @%E@'I&%ﬁ%ﬁ % £ 5 72 IPMN 583 5E (AIP-
IPMCinv) T®H - 7z, MALEFEEREL 2 flicfTbi, FiTxefIEEELUIR T, 1722
FiMiECcoOMMIFFI12 -8 (2~36 7)%), 2HIA T a4 FIEEOBEIZ Lo Tz, n‘\ﬂ
1012 AIP-IDC ©i%, LPI, OP, AF I3%E30 - FFEIcBb o TR A b iz, SF I
FIFEEBICIRE L TAH LT Wiz, AIP-IPMCinv Tl SF 134 509, LPI OP 134 b7
2 BERINIZIA K AF 234 6 WM ITRBIT LoodH 3 L b,
[F42] AIP IZRREFICRIEDHIR T 2 & SF A LN X ) AF 23EfT LSRR
NBHHMEAL L KB TE % % 3. AIP-IDC 3 I Ti% SF IZFEEIZ D A58 & & em‘:m AIP
DHREERT 5 EP'C‘%.E BT D T RIE DTEEIMEDEIE L T W 57‘*“'11%75»7 ra Tz, Fz,
AIP-IPMCinv ] TIFIZIZRIEIZTEE L AF 23 A TEH D SFIZERO 5 NS, RIEDOTHIE M
ITHEER D SF Ml%jx_b'c LEOAREMZRIEBLTCVWS &2 LT,
[i L) BEEAHE LT 1 BLAIP % 4 BT SF A LNTzDIE 3 HlTETEIBIZD AR
JRL, FEEECIXBIETRG A LS T2, AIP OVHIBIZ W TIERENR & Ebig U TSR T
RIEWEIVEIEL T3 EE 2 LTz,



i
— i ERE

0O —11 BHOMEMWEZLR (AIP) OMNWREIRE : 7 v 7T —F

O/ JEdF 'L IR B LNR B OJIE IRA#ER S A PR R4
AN mEW S B A MR BFE L Bk Bk 2L AR IEsE !

PEINRZEFDS WREE—3E, 2 [ EGREEE=E, °F AR HE,
Y ORI

[T=] BOREMRE% (AIP) 12 1gG4 BEREDFIRETH V. MWLz &3 2
ZEPHILENTVWD,

[E#] AIP 12381 2 R E DA E, B X FEKRED A 7 a4 REEMCHEIZOW TR
L7,

[53£] 2003 -~ 2020 4E DIz, EMRFEESATBIEREETAIP LZMisn, X7a A K
TRHEERIR DM CT 12 & 2 M 2MT bz 19l 2 HR & LTz,

[#5R] PWripdEfinh EI1L 67 % T, BM% <. WIRAIRZE % 60 il (75.9%) 12D Tz,
ML 2RI % 3 2 B CIRARIC 1gG 4 BIHEUE B o W BIEAR 0% < . i 1gG. 1gG4 .
ATV TL- 2 2R 23E il © R IMEME O TH - 7o, KUE SIS FICE /N ERFREE LS.,
INEERUDMERDIREZ . FEETR. R, WRERIIE L DEfITRESRO LT, —FH.,
W IXBFRHIR CUETRD L2 o T2,

fhan]l A 704 FRIGHEDZ LWk I3, 1gG 4 BIHER B OMRARIRZE TIE % . HiF
RS2 Z I TH 2,



— i EE

O0—-12 FTavwx7%#%5L7:1gG4 BERED 4 JEH]

Offi Hig ' (B8 XA KR OFOEE R WANET L RE B
e !

VALIRERE R R mBE % - U U< FWEL 2 [ B SRR

[i55) 1gG4 BhdEmHE (IgG4-RD) 27 vaanvdFaf K (GC) RISHENRIFTH 5—
TE#EL . BRtb: 5 GC iRk G 2 REX C s . RHERE - BHREX & DS
1275 GC BEREEICE S, ThEBIT 2701 TIEMEROBEILE TN D MER L
LT IgG4-RD I L L7z FERIBE I R S L TwZiw, IgG4 -RD 1% 2 BIRIE
BEOREIZr DD ESN, IL-4 R IL-13 DREANDEE I REATWE, Tab <
7 (DUP) FIL-4R a 23 20 FEMERETH D, IL-4/130FAZIHI T2 LT
HAERE SR « 7 N g%, RE TN $a R SR IS 2B R E T
W5, 1gG4-RD I2 DUP 25 LIz Z I nE Tz 4 flosic s L& ) 2oFEIzo
WTIEHERHLPIIH o TV W,

(5] SETEIBDMIEAEIZ 51T 2 1gG 4 -RD CEIERE A H 2 WX % £ > BG M
e PERI S & A0F L DUP % %5 U 723t 4 flioif LT, 6 2B 2 il 1gG 4 fi,
S TIRAET. GCHREGEZIRE L 72, S NAERIE CT A CHRff L 72 2258 T IR % Synapse
Vincent (Bt 7 4 VL) ITXoTEELT,

[FER] BEESE SEITN LT GC &G 21ToTwiz 2 fil (60 &Mk, 73 %5 1H)
TiZ 6 A% GC HERBEEH D 50, 90% (DUP #&5-584K 7V K=Y o >~ 6, 10 mg/
day) &7 0. Ifi¥ 1gG4 fEix 49, 50% (DUP #5.BdhsHs 214, 170 mg/dL) & o7z, BE
2D BEHRMER MR S A 0F LTz 2 I (B3R ME. 56 ) 1TB L Tid. &0 GC
&Gl 312 DUP O & TR 24TV, 6 2 RO MAR 2377, 71% (DUP %55
BARF 9.7, 9.8 mL) & 7% O IfiE 1gG 4 fifi% 77, 28% (DUP #5-BA4AKF 360, 477 mg/dL) & % -
A

[Fiim)] EREXE XME D 5 W ITRE 24 S #hntkEMRl sk 2 2 40F L 7: 1gG4-RD 128
WT, DUP#5 6 BRIz 20t GC G RO B L OF, GCIEHATIZH T 25
THYRZE DM/ RO, 17 [gG4 HOE T 2B D 72,

[EE R3] DUP MG £ % &40F3 3 1gG4 -RD Tid DUP #5113 %4 2> 1gG 4 -RD |2
XU T—EEAEH T 2 laetE0dH %,



— i EE

O — 13 PSLITTIgG4 B v BRI U L 72—l

OWT Mk, #BH HFE, NEIET. & BE FE BE 548 =EE
re A, e

RIFRZRZBE R AR ETER Y v~ F RBREHIEZ

CREB] 82 7%, Sk (3] A THURE [BURE] X-12 412 BB R e Bz THRIE IR HRHE
FEDMER S T Wiz, SV R=Vuy (PSL) TOREBELFTAINTKS L L o>T WL,
X-4 4 6 BlzatnimiEgEic CYBE~REloE s, BEWEBIIRS v 42 —xv vy a v
fEfT s BRIz, AEMOIEE L L KBIE R S, HEHORH & o7z, M IgG 4
B T®H o 1253, BIEEANTIE [gG 4 BIER E O W HE % 3 72 IR BT XD L2 o
7z, [W4E11 B, PAZEMEB)IRAEAAE <RI R BT 2 R ®, 1gG 4 PHER MR IEHRAEE AR K &
LChtbnt:, BIFEEIH:S 000, JFRBNR TOBMIIIEE E L To PSLE
ADFER, MR T BB _EhimrLt, mH IgG4 fEiIxdkE L7z, X4 2 H, PSL I
WAL T & oz, 7 B, MEES CT I TRIEIRRMIE OB g b, HEHEN L Loz,
PET-CT 12 TR HMERE - I Y > 58, 2F%EMIcEBMTRO . THRY v gy v
FIT7 4 TIE, AEMOTED) V&L FEADHTRC, ZHOMNERKZREOTE
D, VyoiFEE MLz, 8 AARBRITHIFT Y > SHiEMR 21T % o 1o kG R 1gG 4 B
BLLTHFELZWRHEAT RSO NI 7:9,1gG 4 BEEEOBM & LT, PSL 40 mg (0.6
mg/kg) / HCIREFM LTMEER, Vv SR EoFH T WELRO, BHRERE L BRE R
D7z, WFEBME 41 HREO Y Y NEY v F 77 7 A BT voSTRoUE R L., [#
%2) 1gG 4 BLEBERILD 5O 2IETIHIEALIC Z DIREDEL 2 2 L LN TWBE MY v
PNIIEZ R TREH QG I1ZZ L, IgG4 BEEEIZ L 2 ) vV MFHEI LD ) v 3l %
Kz, VU EBHRNCOWELY AT:WERD 525, RAEHTIZIEREERN L PSLEAD
HTY VIFEOBR T RD T2,



e
— i ERE

O — 14 [T IgG 4 BIERAE & OF & AR B flfat: Y > il &2 F8IE L 72 R

OMiE AL Bl #5258 &0 fnz, R 2 IUHE fIfE \E R
KH F—, IER R

BIRERRE MISRENRIEE

CEFI] 77 5%, Bk, SIE, BEE R I YRR NI B L T\, X4 8 A
A X DEREY v REiERT AR L. 20BRMHUE MR, mMsE MROEE BH T 2 X
T o7z, X4E 9 BIZHRIAREM L LD, BETIIREE 5em KOWME TR ER &
EE 2 KROWMHSEFIROMER %2R O 72, X4E 9 AIitfTo e ABREY v REEMRTIE O
AMERAMPER B flfatE Y » % (DLBCL) D#lis fulz, X4E10 B4t o e A T iRAE
MCTEM L IgG4 BB EMIEE S +# o, i [gG4 1300mg /AL & ff€ IgG 4 BIEIE &
LWL oz, X411 B & b DLBCL 2%} L € R-THP-COP #%7% (R-CHOP &%k D2 7%)
BHRA LTz, BB AR ) v SHIERIZMEE LR ERICE > T, FmEIE TR
SHNBERR DA/ L. IS IgG 4 fE b IEFL L 72,

[EGPRAE ] 1gG 4 BIEUER LB ) v N EZ2 A0 L Sk B HER TH 2, MY v o8
JEIZ RS 2 EHEIRE TH 2 R-CHOPEEIZ 7L F=YVu vy BI PRIV VXY T2 ZATE
D, REEIUED 1gG 4 BHEEEIIN T 2 ZXIGH OB E LTERL 9 %, 1gG4 BHE
PR &MY VOSEINFIEFERICHBLL 72 A . BEELES L EZWmET %,



YYRIT L (1) HRMERE A OB R

S —1 IgG4 BEIRERE OMERIEINRE & £ DIREHIIg

O RHEZ

BIRKZEMERPE IR

IgG 4 BLEAE B OMRERN L 3 RIWE I, RIFE R, = MREE R, SMREERTH D,
ZDBWFEMEIZ DTSN TV, LarL, IBAERE LR EE R IE, Sz
B KD WEEe, SR EEET 2 X ) WERREIC X > THE U ZHMEETH D, 1D
BETRHEEESL S 723, FORIEHE I, 1gG4 BIEIRERD 5 ~ 10%FRE LHE S
%, I1gG4 BHEMMREAE 1T 3 26RO AN ZEIB R ERX T u 4 FROSFKRETH D b
D IgG 4 BEEE OIRZE L AEICZ OIS L TRIFT, HACHBOWEIL LD,
L2 L, HMRIEOREEELHERMIMICX o Tld., 2OEEIZIFEA 2D D BB L LT
BMOE TR REFEEI R LHE DD D, o T, HIERWEEDO RIIZZWI L, B EE S
52 EDEFE LW, [gG4 BIEUMRYE X, £ DIREL» LN B S N WREEL D D |
TS IIMEFIZAHT 2OTHEESBETH L, MOIERE L TEETNS IZMEED
BHTH D, SMRHEKCIRENHREIC X MBI OEEIC L > THEL D, ZOEHER &
U CHEZFRIBIEICHEE ST 2 &, L ClgG4 BIERERIZ B 2B IZEBIETH 2,
BRHEIBREA T oA FEOLGHREIZE o THET 20, BEEIEIHE DD, 2
0 RO BRI TR EG T 2 2 L E LW,



YYRIY L (1) IR MEREA QIR AR

S — 2 IgG4 BB B OIRE & iGE

ORIt 7

EIIRY: REEH > X —

IgG 4 BB (IgG 4 -related disease; I[gG 4 -RD) 1%, MiE [gG4 @ EF EHWEI~D
%G4%@%Em@@%ﬁbiUﬁ%%%%@&?é%%*ﬁ%r%ﬁﬁé%ﬂ%@m%
B, PEBE. HHAE. BR. RIEME. BiSIiRG & OB O IC. FRED 5 I ERERE I
Eﬁ'@@ﬁﬁ?ﬁébé#\rx®ﬁﬁm»iof$7ﬁ%ﬁﬁ%@%#$bé~&#%
27:®, REIOMELDMBBETDH 5, 2011 41213 1gG 4 -RD WHEB M EMEHI H AL 5
FESn, MHRITIKE o 727205, Z OWETIAS 2020 4R IZAB S 7z, BETIRO K & TR
F FERELTATa A F (GO WEORIGHEIZTER LT Z L TH 5, DBIHIRE ZHEEE
THHDOTIRLWESINT WA, I, RIEE T & O AR o3 7 fifas Tl %
DEEGREREELZRT LN THE NGO, AT7uA F 747 VITEELIBEORE
HiH-oTWVW DB,

— 5T, 1gG4 BHHEMZgsER (IgG 4 -related respiratory disease; IgG 4 -RRD) &, XX
DPIWERRAE L KEMIKIZ & 2 THEOMFRA A UL WIRD | SUR L EREREZFIZE Z DI
(Wﬁﬁﬁﬁé L7:235 T, X?U4FF347WFM%iOﬁﬁﬁV 7272 Ui V3 M
PRPLBIED & S 1T LR TIE Wiz, BMTD 7O ORI W &5, HERIT X
%f%#%(ﬁo\bﬁbi%m iﬁ&?éoﬁuﬁﬁﬁﬁ#%BﬂKB\GCKE%&
FOG %R 1z, FIHEIEEITIEZR S 2w,

EZHODBREMMIZIgE4L -RRD 2T\ &, BIERICTRO b N7 KB T Vv X —ER 25,
GC DEA « WL L DIZHRKL, av ru—NVItHZ2BE L H DD T, L Lhr—iHET
TV, £7:1gG4-RRD DIEBRD T — NV E EZITRET D0 L WO LWIEED H 5,
SEOY YRV LTIE, 2OL) RHERZHA L, 5RO Z—FEIZE 2 THHT UL
FHRTH D,



YYRIT L (1) HRMERE A OB R

S — 3 IgG4 BIEEEIRDIRNE
O A &, JIE 78k
FAR+59%be WEL @IRKEHEREE Vv ~F - BERNE

IgG 4 BHEE NN O IR 13 1gG 4 BB EME % (IgG4 -TIN) TH s, BHEIZ
DY 8Bk E 1gG 4 G EMRE, Ml zRo, BlBETZ S0 %, &
BRERE DL T WA MR, BEERIZEMO 7O, “BHEEEET” 8 ERO S shiT &
Tb, —HELOMEEELLERL DK T0% ICEEGRE 2RO, FFIoEE CT TOBHE
Bl AN BRI [gG 4 -TIN I TH 5, 7D 7: DB T IgG 4 BIEBEE 5 b
EHBEOBE CBHBGRE» DM S NGBS FERENEETH 2555, 1gG4
BLEE R Z MR O B IX EH 2 O mERT I THA TH 5, UV REBHKEET (eGFR
(16ml/min) DEHIH 2 7 A F (GC) {GHEFAMBE L » I BB IXREE L, WEORE
L2 WK eGFR 15-60mi/min OEFI & EH 53, 2 D% GC MERRFRIE T CRRE o BiksE T
EHIMHERE 3 2, L2 LZWE eGFR (60ml/min OREHI D [EIIEIZ5EETIE % . AAHHD
AR T I3 L. W LT OHET S 2, ZOFXRIAFROEE M2 /RT 8, —F
TGCCHRFEFEEFRLR VL VIO, EITHOBHIMET 23 ® 2554 GC IR E LA 1@ G
TH D H, BHBENIERHITD GCIREBRICIEE R 21D 5, 7 GCHEFRIRETTH 15%
WZHRDH D . GC HIEIZHEETH 5,

F7:1gG4 BLEBER TIX IgG4 -TIN OFHEIZ» 000 b THEBESET 2 Z L BH bR
TW3, ZOMmBHEBRMEERECTIX GCHR, REWITNdFEMEL, [gG4 -TIN LIREMHR L
52 ERBEND, GCHEIMETHEEA 70— ¥ EET2H0LH N, ZHIZOoVWTIE
VY xv=<7 (RTX) BWERITHoTiED H D,

BRF R CIE RTX & & HARTIgG 4 BIEEEIR 1213 GC MLAMAABOE)IE O B 2 FHNL 200 25,
BUE BAIIE Z AR & L7238 OB H AR T HEITHTH D . ZOMEERIREon D,



YYRIT L (1) HRMERE A OB R

S —4 HUBETB T HIRBICEHEE L. 1 BE QOB AER]

OEZ . &Y Hid, HH ME, ®@I0 Tl WAFRER, & e
EE K. =W . ME SREE. R SR AR B RIS T
Mmoo FEKR

FALRFZRZERE  IHILaRREE B

[F5] 1 BaCREEER (AIP) DG Tlx. #£ Prednisolone (PSL) 12k % A7 0
A4 FIRBESHEL S N, FRIZRIFE S NS, LaL, ESITATOA FIKGFERH L [gG4
BEER B, B 2 LS DFE RS, TRIFRICERS T 2N bR T 5,

CREBIY SEF 113 60 B, A7 o4 FMRIFEGICH 5, DEGRE LI 1 BLAIP &
ZWi s i, PSL 23R & L7z, PSL OiE & & b ITHE. BEE RS HEIR L 72, Azathioprine
ZHFA L7223, PSL IBBEIR T & Lo 72, SEH 2 13 60 iU, 1gG 4 BE T HER LA D
HlTHh 2, BIFEEMIZ 1 B AIP, BEILIERHAE 2 L 20T S i, REBIATE 11 » A CHE
BeAE, JRBEDSHIL L, 1gG 4 BHMT®AL BT S Nz, SER 3 13 60 RAREM. Bad
B TH 2, FERIBOMIE 22Kz 1 B AIP LW s iz, WEERIGE 2 4F 2 » H O
ADEEEEZ O N PFESHIL L, A ANOIESRBE L %> 72, JEF 4 1% 70 %5
Ve, IRERIAEDHICH 2, DWiR 7 » H CHREIICERIHILL 72, ZWiR 11 » BTl
i - EOMKEZED 720, PSLEIA E oz, WEBMGE 1 » A Two T AERLDH
INE RO T3 IRBIA: 2 » A TR & BIOERIFED b Tz, IS bz 1: 0,
EUS-CD 2377z, fEH] 5 1% 70 AR, BEAUHHITH 2, MIRE CREIBEIZ S 1,
PEERIZHREMRERD T, Witk 6 » B CHEISICERESHIL 72, BCEERELD
BHRREEZEZ NI, RLAITHRERD T, 2R 1 4 6 » H#2IZ EUS-FNA 23MThb i,
JEE R ERHE DB & 7o T2,

[#Em] 1 ZLAIP ORIV T, PSLIKFER O AL 3. Mk IgG4 BEERE O &0k,
R R DS ESELHIREEZET 22 L0835 ), HEIBETH S, IhLITHT
) TR IR DML A T B,



YYRIT L (1) HRMERE A OB R

S — 5 HHAEMHIREE~OIRRHNE TR - MR IGHR OBUIR & FVE]

OKEHENER, JIEF  FE5h

BIRRFEWEREE Y v~ F - BERAR

% B IR AR MERE 2 B M KB IR P 28 & v o T2 BBEE T DIAT & D F/E L, 1gG4 BIEE
£ (IgG4-RD) BB WET L CUBRIZ, MR I ISRMEE / BIIREH L DB & %
1/2 ~2/3 »8IgG4-RD L LTOREEET DI LBPL2ITS T, REBEOHD
Mo, T HHR T — ZITE DS WIS ERSHIMESL S LT W w s, 1gG 4 -RD &ficdt
WS 2RIFL 7 vaanvdaf R (GC) RIGEIHE SN TWD, —HT, BRERF D
¥ - HRLEMUEBERE (CKD) ITE2ZL0L 336N TE D, BEIMEGNIZEB W T
138 F & F LREIHF AW O, TRARNA v 2=y a v PRELE T D,

BIRREIC BV CIE, HAREIZE T 5. 7 GCIAEREIC BT 2 REBIROEE - i)
HUBFRICEFE T 2EERAIMETH D, S 5IEETREHIIIKEICB T 2EMA <> b
LOFIREIZ X 2O0RLEHEHSATWS, TALEDAHHEIZN LT, WRIBE TORIG
BRI DID O | BISITIE CCER T AR AZAT O BB D 2 23, VRIS & 2
LT WHIBBBEOAMEIZRH L CED LI 7u—F 32 Z LW TH D0, 514,
R A ZREABRQTHL2IZ L TW L AELRD B,

720 1gG 4 PHBAIEARMEE / BIIREPE 22 3 WCk 0B IR IC B W CBRAORBE 2
DIRBIMEN T N TWE 3, EEFFRTIEZ D 2O FKARETGCIHREDHEICE T 208
IPIZOVTHaveyFARELRTVLW, BIFEEAEIGIZOWTOMEY) 158K E D
72D12iE, BEHIOATIEL K, S F S LHHEIT X 2 G EBIEN O RRER * 2 BNE
LT3 5 Z L EELE DN D,



[gG 4 BHEERBIZ 1T 2 8552 W o B M
~k by RAE=F VHRILEL NTEI R~

IEAR RESE
BIRERIRSY: MIREAIRIE

WREREDOHEH E LTHEMIAK - v FA =4 v 2fToTED, YRTIHIgG4
BIEU ALK, ¥ % v AV~ Vi TAFRO SEMERESN R, MY v RESNR 21T o Tw B,
BEOXD Y RL =% T2 E 20 F T HEL CHRIAMTb s 3, [gG4 BEE
BRX vy v ANV VIETIEZMBRICREETH D, M2 nd LdZYTIE/NELDH
2720, HiKT — 2 DAL LTRIER XMV E, BzHiHMiL Troxe b v FE
C=F v #TohtE LTWw3,

2012 4E 02 5 2022 4E DK 10 ERICREI 1 flo ke 2 v FA C=F VIENDBH D, ZD D
B 20 B DSHEERD W CI1E 1gG 4 BIEREDMEE D 2 W ITEEW E L TRM S Tz, LA LTS
5. 2000 6 BNEZERIR 7 — &2 B X ORI RO RE L2 62 WETIE L Lo 7 (o
X v v ANV VIR 3 fl, POEMS fEMERE 1 il RGEMERAEREMRZE 1 Fl. Reas s
IEE 1 ), SRR LB EIRG I h Y RAC=F Y ENDBEWVWINA T AIEH D
DD, 1gG4 BEERBOZMNIZRFIZHEETH D, mimicker DRI 20O THETH 5 H
DI ERER S LTz,

2 CHERBEIKREL T —< & LT mimicker #2172, 215 EDEHIDORA >~ v ZiFgin L
TV ETw, FREAMFETHO IORPEETH D, IgG4 BHEBEEZMOL v +
7 4 = VIZOWTHBMOW IR NIFEETH 5,



SURIY LA (2) RO EEMS

S —6 FRMLTOMEX v v ANV UIHITET 5 IgG 4 B oES
OSBfE, VN7 « ) — X, ik B
W LR A FEBEPR IR 3T o T TIPS 3L i

[EW] FFHMELFOESX v v A v< v (IMCD) 3% ) v RBEHMEREE CTH D, MR
Bz kX D IEEMIE (PC-IMCD) & MmAEHEAERIT KIS b, Rz PC-IMCD 1%, %7
u—yWEy a7 VIE, 5 CRP IMAES & CREEE I D > — bREE RS %2 B
£$%, LaL, PCMCD o izix, i IgG4 ik & FlgG4 FpMigEE %=L,
IgG 4 BHEZERE (IgG 4 -RD) ®?4\LEEE%E%{FE713“TWJ75>T?T'9“Z> FO®, LIELIEH
F ORI HBEE & 7 5, KBFZE T, PC-IMCD 12813 2 IgG 4 BMMIIaEuz > W THRET L,
BIRENE & OREEMEIZ O W THREE L 72,
(5] V v ¥R E % HF 3 % PC-IMCD 39 fEfl 24 & L, a v bu— e LTIgG4-
RD 22 fEfl Z W7z, 1gG B8 & P 1gG4 DR e 2 FEMM L, 1gG B & F1gG4 HHMIdEL,
IgG 4 /IgG MIfaBL Z R LTz, F72, FARAEME & 1gG 4 FHPEMIIEEL & o BIEM: 2 #ET L 7z,
[FE5]) 1G4 FEMEfmias o hRfiix, PC-iIMCD 123\ T 1031 (17-401 @) <THbH, av
Fo— VD IgG4 -RD T 222 i (117-458 ) TH -7z (p < 0.001), F7z, PC-iIMCD
IZBWT CRP & IgG4 MM OMICE R LMHBIZERD bk b o 7225, I IgG fE &
IgG 4 BB OMIZIZE R RIEDOMHBE 2558 btz (p=0.001), LT, IgG4-RD I
BWT IgG 4 MR E SHEMOMICER ZHBZREY bl o T,

ftigm] PCAIMCD EFIIZ B W THE D 1gG4 BIEMRRE RO o iz 2 L2 b, 1gG4-
RD & OSERNIIGMEMIE 720 TIE L, BREZEDRENTHIMARECTH L,
7z, M IgG Ml & 1gG 4 BEMfuE% PC-IMCD ¥ BIE B 2 S L T\ 2 ATREME 23 1),
SIRIEBRZ B U T s ETH 5,



SURIY LA (2) RO EEMS

S — 7 IgG4 PHEEGRIR - MEFR 2 & DRI IR L THH BRI 2 o 75 TR 2E D 2 fl
~AGER & 1gG 4 BHEIRER « MEFRIRSE & DEIR « JRHL - RBRFERITHEIZ O W T~

OFE AT, AR M 20 B WL e B N B 74 )X
SRRIRYDSE O FAY BEMA TL W A LR Imi L B BR LRSS FL
AT L B0 B fEEE ORERS . A A !

PIUNRZFER B At ele  DESRB RS SRR fl 0%, * W OBT
Wigee v & —. ¢ IR R I 2 RS

[#E] Shlbbiid, Mo TEML KA Rz 2 L7z IgG4 BB - MER IR %
(IgG4-DS) @ mimicker 2 JEH| ZREBR L 7- DT, ZDHLE L [gG4-DS & O RBEMNFTH
12D W T HBIRE 21T o 72,0
REGIY B 2 61 (72 5%, 78 7%) o MEARESAL © M FiR, MR : BE LIERDWED
BN IZED S, M 1gG. 1gG4 BIEWHHTH o7z, ) V< FRETF. 5t SS-A/B Hifkid v
THLEETH )., PRI OAGETH 5 72, B FIREEERE T, HERoEz a—
SRR, [gG 4 BIEMEWEAR IS & FIF L L Wl e 57z, B0 PR oAk ik, Bk
R OO & D FH L ) v B B X ML 2 R 72, 1gG4 B EMIIZ 10/
HPF Ml ETH o 7225, 1gG 4 /IgG BBMEMBELL I3 10% B CTH o 72, T 720 ZHOSHEM
fd & 9 3 B IS A B O G 2 RO Te, D EOFT R 6 REMIZVWT D
IgG4 -DS BHEMNTH o7z,
[RGR]Y ASER I 1gG 4 MR E ML QRIS D EFIR « JHELAT I3 T L Tz
O AR 2 Bl L 1gG 4 -DS EF 2 I OFH TRVHZA & H v T, scRNA-seq(CD45 g % fifi Hi)
B ULEAAEREIZTT - BMEY 72y MowTHiEET o7 (3 71y bOFF
ML TEESI) .

B #fifg : naive, unswitched memory, switched memory, double negative, plasmablast,

others
CD 4 T #fif@ : naive, T helper 1 (Thl) , Th2, Thl7, T follicular helper (Tfh) , regulatory
T (Treg) , others

CD 8 T il : naive, effector memory , central memory, others
ZOREHR, BMEY 72y MEWEITHO 2 TEWIRO SN Loz, THIlY 7 X v
FIiZTh2 B X Treg DEEH 1gG 4 -DS TEVWMEMANIZH o T2,
(5] ZhoOfiRs 5 1gG 4 -DS OSEEFHEIZIE Th2 B X O Treg #5853 2 Al hE
PEDSIRIR S 72,



SURIY LA (2) RO EEMS

S —8 IgG4 B & Oin 22 L 7z 3 QAR ERE Y > e fifE O —1HFl
VIR E 74 ) — X, IRRREEIDSE, ERE RN
LR A2 SR BE PRI I3 7 IO 3 5

[EGI] 80 AR M: . P AMARMIEE B MY v i BEMBRTH ), €7 10—
TS ) vl 2 IR S 7z L R T, Ei, PLT 24000/ 1 L, 1gG 4920 mg/dL,
IgG 4 1706 mg/dL, 1EM#H K ME , ANA J2 OF aCL 5% , RF 1387 IU/mL, PAIgG 481 ng/107
cells, sIL 2 R 2728U/mL %R U7z . U > 5, 1gG 4 BHBUEE , H CAER BE05E b W
D voRFipsER S Tz DREE] ) > i CIRIER U 7z B e i 1 B A B 25 B 57 % A1

BIE o Tz iR B X FPCR (TCR) TV Y SEZ/RB T ST RIT 72 <,
Ig k / A (ISH) THESHHIRIZ 2o 72 . 1gG 4 /1gG BRI 1% 20% FECTH -7, F
BEATEE 2> & D B2 AR © B BRI I A 26 38 & 72 . [REE) BRPR A9 IR 6 i/ MR A
PEEBER & UC PSL 2568R S AWERIFYGE L7 . BAEKREE cRMEE S LT W
DSLEEEZH L LT 7 20 —3nTWn5.
[EFRIEZEIZ oW ) AEEMIE Atypical lymphoplasmacytic and immunoblastic proliferation
(ALPIBP) 2% 43 L#E 2 b n7:. ALPIBP 3 HCHAEMHERIZEE L TALNDIFL
D YV OSEEFERE T, U VoSl B X O IgG 4 BHEREE BN L 7R e 2L D 5 ARAEIRE
DEFRIIHR 2 B, ER G S X CEETFFHT R O RO RIGHRE L EZ2 b TH
D, 1gG4 BIERESL Y v X E L OEBIVEETH 5 . ZWHITER L T, ERE - RBEE H
ALPIBP OMEE ik U , 5l 2 B KA A2 T /L 2 WG LB AR T2 NT 2 N 2 2 B3
H5 . KFKFKTIZ, ALPIBP 12O W T XN ER 2 N2 KT 2 .



SURIY LA (2) RO EEMS

S —9 IgG4 PIEAARGIERAMEE & OSBRI % B L 72 Mimicker JEH O Biit

KEDRIER, =K AL MR RA T 6kl

BRKREWEREE Vv ~F - BERAR

[EH#] REERMEERE OEGT R 2 23 28R E X LI HTI: ), DRHEE D 7: O DO
ke I TH 2 Z L L, LITULIEBINITHE T 2 . RIEFMEEREGFT R Z2 L,
LR AFAN & Tz ZIRMERRIEERHMEE O W T D 72 o THA LT RIZTO W TIHRET L 72 .
[753%])

2015 4F -2022 fF Iz 4B 2 Z2 U, WG R L, BRIEBHHEREREAT R 280 72 IgG 4 B S
Mimicker @ 14 JEfI Z X5 & LTz BEE R, Rk, IR, Ao LR R,
PET-CT 7 & D4 i/, , 2019ACR/EULAR Z733H2:#E D Inclusion score %1275 #RHYIZERAL L
7z.

GRS

BEMH 1061, 2o 4 Bl CHERPRAEIL 70 K TH o 72 . HERIEPALITKEIIRER 7 B, BRE
3B, BEWNERIEIR 4 HITH o7z . & WX EMEES 7 4 QY v o%E 3 4, B
BEOMHPOAE 1 A0, B Em 1 60, EAEAE 1 6, SEMEARMESEIEMEES 1 6 , KE
BR7s 4 ), EGMEEIREE 3 Il TdH - 72 . CRP OF¥IE 6.59 mg/dL TH - 7225, B EE
@ 5 il TIE CRP £ 1 mg/dL E{ERAETH o 7z . PET-CT 1% 10 il THEIE S iz 2%, EEDM
ICHFG LTI RIMES 2 floATH o7z, 7z, Ml 7 4 QANEARIETE,
5 BlxEHAEM) 12fTban, 6 HICHMAT R Z b & IS OMEEZ W ITE > 72 . 2019ACR/
EULAR 4 #H#E#E Inclusion score ®-¥3913 10 TH D, BMEE O 2 H12520 PLETH - 7253
JRELAT R CEMEIES L DTS Tz .

G|

Vv =7« BERARZ %2 L e REERHEERET R 23 5 [gG 4 BYER A Mimicker &
LUC, BEMEIEE OB 255 <, i Mimicker & FLBE U RFERIGICZ LW Z & VR TH -
7z . Mimicker 13 ACR/EULAR 23 3HFIENAE %35 72 & 7 o> o 7225, —#B1Z Inclusion score % i 72
THEMEIEE SFE L, AR OB IR S L7z .



SURIY LA (2) RO EEMS

S — 10 IgG4 FetafzMtoFH FIR%E % & 0F U 722 IR BARHERE O — {1

ot SRt KEF MdE . R KR T JRRE K 'L BIR FEEk L. R|JIEKT L.
WP Bz ', Rl T, LR EIC. B EM . MBS £ Kl £
(G-

PIROMIWBE D BEE € > & =Y v~ FRBEHEL 2 [F R

FEF] 80 % Bk

2016 4E 8 AU LIS FIROK 2em FREOEARZ AR L, BB LT, 28
MEH2DOD 1 FERCTHRED 3 kg BRIV 2D T2, IEE X D YBRMBEARHIRBMNE T D .
443k PET-CT MeEE % MEfT L7z, PET-CT CHiII%E T ER « KB 5 ~ Wi (AR B8 B0 - &
B I I B W T ) VSRR & FDG 58 0 T < MK BYE 2 38 0 ABt, & 152 cm,
K 58.5 kg, WIZHT « $HE TV v REICHERH D, HENEEDD., RIA4 74X L,
Crel.06 mg/dL,IgG 2327 mg/dL, IgA559 mg/dL, IgM57.7, IgG 4 152mg/dL,CT THjE Iz /KB
FEZ 2L, MR EBIIRE IR0 BIR T ) O X 5 icdh ), TEmMUloRE %
B E5IANLFOEMICTIREIREY S T2 LT3, BIEBRHEEIC X 2 KBE & 2 s iz,
JER U 7230 T BRAMIT B W T [gG B ME O TR BEMAEC V) > /SERIA 12 hN 2 T B o #ifEL
RO 2 b IgG4 BIEMILIZA 7 < 1gG 4 BB R L 132 LB T 25 72,

(BEE) BIEEHAHEE X 1gG 4 BLEREOAIHE L LTHONTEH Y, BH KRR &
B 2HAITIIERMICIZ 1gG4 BIEBER L LT2Ma s, L LUAEOMERIEA M
bbb e IgG4 BLEMERIR S & 32T &3, RARMREEHRHEREICS VT IgG4 LI
B s MRS H ADFT 5 2 L SR S T,



SYRIY LA (3) BERZRT D ES

S — 11 IgG4 BHEZRE OGN (BRI % F0I2)

O#FE X

BIRKEMERPE B iRe

16G 4 BIBARBEAHKETH S 2 &, BN b ZMNI VRENSHT 210, Thb
DA DML, EIFHHI 1L CT. MRI Z4uh & UG Mook = 28l & 73, A
I IFTHBR IR 2 bR & . IR~ BN A CI3E 5 CT 25l & X 2 D BTG U TR
MRI &80T 2 BED D Do % T ILERIHL L LTO 1664 BIERB ORISR 1274
DRRIS AL BRI S RBIERI DM 2 T —H Ty 7% D O W E BT 43S T
720 HEMERE ORI TN WEM Z EH BRI NDE X D12k o T2,

ARG T 1gG 4 BIMHE O B O BEAT R i< o w THEG M L BT, R
%5 mimicker 120V bAAAT L. 1gG 4 BIEAE O & IRETL DRI L~ 0 MR & i
D5 L EANLET B, R F¢IT 190 4 BHERE D “ Wb 2 BILBHHEE ” O
BT WTHKEREOER 2B Z THE—CTE LW RELIT I,



SYRIY LA (3) BERZRT D ES

S — 12 FHSEESIZ B 2 1gG 4 BHEE R & 7 O FEDUE B O EiG2

O/ &

BRHIREE B RS TR

IgG 4 BHBLZ BUITHSEENIC B3 W TR & D Mikulicz 35 & L CHIS T & 7o RAR, M
TIROIRE# R T 2 2 EBMENT WS, CTIZBWTRIERB L CHETIROEAZRD,
MRI TlE & SITHEBDOFRAEL 2 IR L (T 2 iR CREN ZESERTZ 2T 2 2 L %0,
FIR OB EIRAITIRER E B L T W B 7: 012 4 o — DI TH 5 25, B PR H
THRIZEEFRECRBZENARS TH Y, HREL2TEADS L EDWNH O a—HED
ZACERZ 2 Z LDV TDH 272 DITREDOHRIITHETDH 2, S PBIIIER TR AM
KETZa—%23 5018 LTIgG4 BLEEETIIWNIICERFROMBEREELH D 0%
IMEIBEZa— %2520, H20VIEHROBET 2 —RWELZHK L THLND DHIFHHTDH
5, INLOFADPED LN DLAEITIIFE TR L OMEWR LA R TEMOBEIEEFEZ b
%, MARETHREOEREET 22 ELbH D, MRI OFEIRKHGR TIZAREDIER 2 #H 5
LZLDHEETH D, —HBMEGIRATIED 205, ZOFREZET 2EEFD LW OBMT
FHEMEOEH VTR TH %,

TR & MR OIE R 2 R 2 %A E LTHvaf F— X ERNIFEMESFRIME &I
SN IMERIEGFEHEPBELRENTH 2, Frvaf F—yAITBWTIRETNIRE D B H TR
DOEEAMITEEND Z E DL IFEODHHRL D, Fvaq F—y ALRIFEMES M
BRIZBWTIZ eG4 BIERBIZEVWTROLNS X ) WHENRO P AMOEZa—% 2T
DATHEME IRV & b 2 25, Z 5 DR OSERNIZ MIRAT 7Lt o s 25 0 W5 7 & fie
TREMIZHE T 283D %5, FIREEOIREICER 2R T 25 E L LT MALT
VU RIEDERNICE Z bND D, REIZH T THRANTH D, F HHARFRE T W,
AFEEIT B W CTIFBHEA I B W T 1gG 4 BIER A L ERIK B X CHifg b, #0523 &
T D BEETHD B, SR Ico ST 5,



SYRIY LA (3) BERZRT D ES

S — 13 IgG4 BHEEEEIZH1T % 18F-FDG PET/CT o F A

OBt m¥ ', €5 Zw ' ¥ BEAL B FF10 E A2
AR s 2

PEIRERERY: BUHRES, 2 [ Mg Rk

BE-FDG PET/CT &, Zva—A®D 2 fiO/KBEZZETHREZETH 2 7 vFE 18 (¥F)
TEBL LAY E RO IEZESDWECH 5, ZHBLFa v b7 2 MR L
TIZCT - MRIBEIZZ 2 b DD, FERFZHFEILTSE 27: 0, FIEMEEE OB WA
THEHMRAE L LTAEZ > TW5,

BE-FDG (378 % O RIEMEIRZ CTHEEIITHET 2720, 1gG4 BEEETH AFEHE TR
D BIEFI D3 S T & Tz,

BE-FDG PET/CT i3—E OMAETEF OFHi2s v g TH V. HEBOEMHRIHE T 2 1gG4
BHER B IZ B W TIE M EEAR D)L 203 ) BB Roe =42 ) Y 7ITEH L S nTWwW 5,
F 7z, 1gG4 BHEUEE OBWNITIXRHEEIIT RSB ETDH 5 7: O, JHE O RIE-LIGEINE % 77
fii T & % 8F-FDG PET/CT 138 Y] 7 A MERAL O TR E IR L B, B2 o m LicEF 5
TOHREME D D L HEZ LT WD,

LE T BF-FDG PET/CT H3fE47T & 1. 1gG 4 BHER & L ST & ALTIERNIT D W THRET L 72,
FER. HE NS - AR B BRI S N FERI 3% < . TR - AR 0T b MR
TR« ) VOSHICERB 2RO 2HEE 2o T2 LA L, TRAERE - AR ICERITE R
TEU» o TERSFELT,

BE-FDG PET/CT O B REF O3 R Ao W THERR L, 1gG4 BHEEEIz BT %
BE-FDG PET/CT o HMIZ oW T, BBe TREBR L 7 REGNTE T O LI E E 2 n 2 TS
95,



SYRIY LA (3) BERZRT D ES

S—14 1gG4 BHHEMNEIEEDOBM O OIZHIKEI Mo TEBREZ L

O HLi 7

fAHRFLEATRIERGE R PIR

2011 4E12 IgG 4 B AR (IgG4 RD) O W WM i S LT BB, IgG 4 RD 3K <
kS D X DT oTz, IgG4 BEM AR A (IgG 4 RRD) 2B\ T b ARSI HE
PHOWTEBOEFORELA N XD otz, £ ZHDPRAICEL Cid—R, g
FWEHE LR LT L E D XD ITAZ ZMERELZHD ). RABHZ Lo 0iTbhw
P LTLE O WEEMELD 2,

INLOREERRT 27017, WREI1ZBI L TIiX IgG4RRD PIiEE#ELH WS Z &£ TX
DIELWEBIZHIHTE 2 X ) 12X o 72, ABWEREIZBESGEIERT TH 2 53, HHThiT
TRRICEG LR EEAL L TS, EGRORHEE LTk, MiFIHRE Y > sHilER, KE
BE ) SESUME R OE., NEMBREOILE, fiffiss. B, MBYHRZE. B IREEE
W, FTREE LT, OKREMERFM, NERPREE, MIKZ & OIRBRE D
W7 ) vosBk, IWEMIRORE. @ 1G4 /1gG GIEMIEEL > 40%. 22> 1gG 4 BNk >
10cells/HPF, QFAZEMEHEIRZ. L < IZPAZEMEIIR S, ORI IE P O Ry & fiiE b
TOWIHEMEICI) AND Z ETRMEITZ %, 7z, MEMEMZEE (ILD) OBMTIERL T
WCAE, BRIREE. BORHRELE., WRHE B EFEMET (MDD) %475 2 & T2 d 2 2 & 3
FEANTWS, I[gG4RRD H5Eb 7z ILD 1T L TIZ MDD %4795 2 L T DIEL WS -
BERETZ2E0VIXA)V Yy b 03B D, ZDXIITHARIA v HEIELfHW, ILD %5 - 72
%A1 MDD Z1TW2li$5 2 & THEREZ [gG4RRD LB T2 Z L L EFITEIIE
WIRRZ IRt T E 2, 4F [gG4RRD LiHEZ L3 WHIEER 1221 % 295 IgG 4 RRD
DRI O WTES—EMI L 720,
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S — 15 IgG4 BHHETRRR - MRS DT Iz B 1) 250 FIRE SR E OF BM:
~ Mimicker & ORI~

OFI M, JF Enfe 'L A X2 PR A IO B 4L BAE TEE S
fepE RENS O EIE W T A B!

DIUNREFR B A gebe I EsABR IR I 2588 SHER IS S 20 B, 2 ALY
K HaWWgesl - SHEEAMEL, 3 RS BERY v<F 7 v v —RE, P RIGK
FRFGE ERIEFREUIEN EENFEER (REFER) HPFREEDE, ° FIRKZE
FHBMAR « RFE « WRARPIR ¢ IR AT e be bR 28 o0 T IMBOREESE, 7 ALIRER
BERZEGRIE - Y v = F R

[HW] a4, 1gG4 BEELEOZMNICEEBMENGHTH 2 Z Ll snTwa, 4
b IR TR DR UM BE LB EIMRA (AT 1I2EH L. 1gG 4 BIER-
R ¢ (IgG 4 -DS) BE OB BT 2 H A MG 2 7- ©ITHi & L5 217 -
72

[f 42 i SLRIBFSEfEER 5 Fiz% 12 C IgG 4 -DS Z 5\ 31 T IR S s 217 o 72 49 61 (5B
ME 21 B, 2tk 28 . “PXI4EHm 63.8 = 114 %) ZRRE L7z, EEBZHIZoOWTIE, BT
PRERE AR DRI 2 WHFC L 72 70 b a — v VERG L CL 3l 5 i % fEk I R — L.
PHEETEZ U THER L, BRI, S TFRBEREGIC T [IRSE TR AE
Wz 2 —] 7203 [IFHEE CEIRIZ L2 0io TIEFBRITBIT T 2Rz o — | 25
L. ZORRE - FEE - EREREME LTS

[F5 3R] SHFIREBE MR EORE « HEE - ERRIZ. 221 89.1%. 75.0%. 83.7% TH
D, FRERESCRLBEVIERE Lotz o, M5 1gG4 fE (135mg/dl ML) Z@2WrtHE 12N
Z25E, ZNFEN89.1%, 100%. 91.8% &t h | FREE HBEF I E LT, B E ko7
4 EFID S B, 2 JEFNE HE AT H SR RTERFT OO K 24D FWH L Y v B5kE
& AEL 2R, WEGFEM L Tuizds, BBz T IgG 4 iR E i
X 10/HPF L ETH 2 b DD, 1gG 4 /1gG [GMEMM L 10% iR TH o 727z &, 1gG 4 -DS
WEEENTH - 72,

[F5R]) SEHTIEEIMA I, 75 eG4 HEHARbE D Z LIk D EVBHEER> 2
LD, PWFEME~DBEICOHRFE D, 272 L, B BIENE I & 2 ER 25, R T
D) ZmLTzZ L5, SRR ME (EEGEZHIE) ONA T AZ %L 372012, HHOH
BZMEIZX 2hRZBE (Y b I VLV E2—) EHELBEH (BRI mimicker) OEME %
TOTETH 5,
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CC—1 HOREMETEER, REMEIIE L SR TIRE RO 1gG4 BEEED 1 4]

Oy HiR, AEE—E, Kb Fim B & BE ORT. Ll R

—IMEEA  ERRRE BEUE Y v~ 7

EFI] 795%. BM (3R] B [(BEERE] B8 mE [BRE] S8 WmE T
PSL 2 mg/ H TR CTH - 72, 12 FHiI{#EZ T PET-CT #A& & CT 12T H QR MERE 4 %
i BEb Tz, 1gG4 361mg/dl T lIgG4 BEERE £F 2 b7z 23, 1gG1500mg/dl HifR TH
TIER d 70 S HERE L PSL 2 mg @ F % CTiflkii, 9 7 4R HGEIRTH D 3 ARk, S al
HEWDOT: 0% L, CT 12T HOREWRS Il 2 CEIIRE 2R O 1: O . MR EA +,
B+, 1 — , NAG41.21U/1, B :MG2.85mg/l, 1K : WBC3300 (St0, Segl9, Eo28, Lym38,
Mol5) , Hb10.1, PIt14.9 /5 , Amy34U/l, Nal31mEq/l, K4.0mEq/l, CI98mEq/I, 1gG2797mg/dl,
IgA866mg/dl, IgM57mg/dl, IgE 6831U/ml, IgG 4 494mg/dl, C3 33mg/dl, C4 1 md/dl, sIL-
2 R 2093U/ml, TSH3.58 £ 1U/ml, FT 3 2.3pg/ml, FT 4 1.0ng/dl, GH0.64 ng/ml, ACTH78.1pg/
ml, cortisol8.71 u g/dl. LH0.71mIU/ml, FSH1.51mIU/ml, PRL43.3ng/ml, ADH<0.4pg/ml,
PET-CT #A& CIZ T H#MA, WIE T, EIBREBIREH., Bo—MIcEErRo7, N3
ROATHER X D ATTEMABERTE & W, BAEM CTIIRIRERRE I cIRHEHEIcb 72 0 [H
BOFEWL ) w88k, WEMEEOREZRO 1z, BEBREIRE 15K 30mm THERE
bV, BEECREIIRAZ 7> 77 7 T (EVAR) % {71212 PSL15mg/ H & D BiiA L
FEIRITEE L TWw 3,
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CC —2 19 CTHRIE L 7R = & & 1gG 4 BIERE O —1fl

OFM ke, i sl 20 i 28 20 sk B . JINEF Feah

S

VR TR BIERRER 2 RYUREMREREE ) v~ F - BERPER

CEFI] 19 5B [BEERE] 7 v —tas% [BURKE] %2 3 » AR BiFmE s £
PEDSHBL U 720 FERSAMIE B 70 < . LA C 1gG 3104 mg/dL, IgE 1422 mg/dL %788
BRENZZ LT, M3 THERD S D BEERAE CHIRE 2 -T2 RO 7z, Mk
#ETIgG4 3270 mg/dL. IgG 3369 mg/dL. C3 60 mg/dL. C4 8 mg/dL & IgG4 H1H &
{EAIARIMAE 2 58 & 72, SHER - B3GR CT CMjMeR AR « 35 FAROJE K & W8 D% Fis ARG
W, Gay v FHRAETHIER. ME TR, MBICEETR D, oG4 BhEER LRV, &
At & MR BRAAR & AT U 7o BHAEM BRI L T ) v ONEK - JREMIN R AR E L
TR EAMEORBESEE R 2L, —HITFRRCIF R, IR R 2o T, HuE
Yett T3 1gG 4 P MEMIRE > 10/HPF, IgG4 /CD138 kb > 40% T - 72, 1gG & IgG4 DXt
Hegeta it 1gG 4 Y ifAias [gG Tl S Nt o 72, MALT 1 & IGH-BCL 2 X2
70—% A FA M) —THE 270 —F VEHENTED L o7z, Igl k / A ITERE L L
[gH BEF B CTFR2 & FR3 ICH—ZIIHIIR O Lh o Tz, MERRAERTEED Y v
JNER « TR IR & MEVR IR INIE N OB ARAEIE AR & B RZ A D BAER &P ER ORI 2 3R
&7z, 1gG4 YRR > 100/HPF, IgG 4 /1gG H 50% T - 7z, CD68 & S100protein f5i:
FHARER TR S 2 23 CD 1 a B2 TH o 72, TEEMILIZEAIL T, JRAE 28 i HBRIEE
D G CIFAN LG T RO T SMIER D BIENTH O . R, BT, BE L EEES
E LTI [gG 4 BIEER EZWT L. v F=Y o 35 mg/day (0.6mg/kg) %Bika L 72,
2 EEBITEMERE ML, 2 »AROER CT THEOSRIEZ A RIEUIIHERE L2, b
PHBIZIZ TV F=Y oy 7 mg/day £ T LERZED TVRW,
[(ForDyyarsdTlHS2WA]

1. IgG4 BIEBEE & UCHHOIFMBRHG (B L 70BN - fFHEk - BLERDIRTE,
ARG ES LD, [gG4 THRE S NI T IgG AP S ik w) BRT oERIEE
BRIZrEZLND D

2. FAED 1gG 4 BIEE R IR R cIE BB E R L S 2 5
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MR KRR A0 7eR IR R R U as IR 20 B

HOZ IS (AIP) (ZHEB IR T 2 BIE K & BEN/ML,. ®1gG4 IEZE3 2
RHAR B 1T E W 72 1gG 4 M EMIIRIE 2 /el & L 72 T 1gG 4 BER B D JFRZE &
LTz TWS, —F T, BCkZEiuliz AIP 2B L 72 BT R % 2 USRI 12 1347
RER DS LR NICIRE T2 2 L 2B E L7 AIP SRS T E 7, AIPOEBEa Y &
VY A WiERE (ICDC) 12X o C, [MEERIT 2 AP L LTBMa s, RFHTIX 2
BAIP O WiENIx A v, SEFE 41X AP LML EEHTREZET2HEELE LT 2 &
AIP 3§Eb itz 2 FEFIZ R LT w, DEF 1110 RActk, B %2 EFICSRHIBM S 1z,
Mm% IgG 4 fH 19mg/dL TH 57z, CT THAAEEDNER & MRCP TSSO 3 FEE o Pt
ZH & DTz, EUS THENE I &M IR ©, FICHRECERE OET MR TS L
SEMLCTIRBIVICIER L TH ) —EK LBz a —BGEZ 2L Tz, FAEML2 6. EUS-FNA %
FEAT U Tzo AIP (ZBLRURY 70 FERHARPT I35 & N 2 o T2 2SR WERME(L 2 380 T2 AL, [F
RHCHEBMERG R A LD, AT704 FRIGHEEZ RS Z L & LTz, [RIES - ] 10 1
D 2 BLAIP 235k b N TZERITH 2 23, 3 CITHHEALM TR Wi A b T niz, R
FEB DL D JIE 1T DV DEDP LFEE L TV D2, BHBWIRROBEIT E D TH o T2,
FRIZE D IREI L 72w, DEST 2] 30 REBM, M &SR LR (7 2 7 —+ 81 U/L,
YX—X 172 U/L) OEDLOIHEMN ST, 1gG4 0 LR 2SI, MRCP TIdERE
EBDEA & MRCP TR OPEHAMb % A & O Tz, PR b EUS-FNA % JitifT L 72 25,
TRHMEILIZFR © 2 DRI 7R R A L O Lo Tze AT U A RS X o TARIERIT B
JERDUGEE L7205, MRFREI CRE L E Z 5180 « IEA - HEEOME LA L OFR L
ST LTz, [RREM - EiN] —BI3 A 7oA RICEL MG LABICYEE L, Eific
IR LTz, 2 BLAIP OFRERITHR, 507 20 —7 v AR L TEfm & LTzw,
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ARG T AR K R TN JOEBMERER L T BB . Ml ETF L

feig e . RE &R

PEBrhIUREEE AR 2 A OREBERL ° W USRS ETR

80 5%, B, miME. IBEEMERE. 2 BINERIE. MR, RAE CEE#Pt, X-1 4F
4 A Crl.05mg/dL 7 & X 4F 2 H Cr2.94mg/dL & Bt L Y EHHEMN. REH 0.83g/gCr.
# RBC< 1 /HPF., JR B 2MG2566 u g/gCr. JK NAG11.5 IU/gCr, CRP0.36mg /dL. Cr2.98mg
/dL. 1gG2672 mg/dL. IgG4 131mg/dL. IgE<20IU/mL. C3 47.0mg/dL. C4 2.1mg/dL.
CH50 13.9U/mL., Eo480/u L. ANA 40 £, ANCA &M, HT SS-A. $T SS-B HuffiF 3t 1z i,

HbA 1 ¢6.5%, BEEFHAN CT CTIXBBEINR G & D EAL2 & T RBHEEIIR BN E 2 £ T
R AR BN D BEA 2> 54015 12 2> 1 C I/ B B $’XEB{~E%®1§$% BTz, MIIAGTEF I I3 EE
DOFHEME LD 0. A EEEICIIERENE & Bbn 2R3 2B 72, MM IZREH
ST O Y v SHiIER Z RO 72 BAER TRERERIZ i’-@ﬁﬂﬁ(15%)umz%§aiaﬁ)of:o
FRAMAE IZEW L. BIEICIZ O F AMIT) ook, TREMIEO S ERE LGt e o, R
MEMREEBROBGTH o7z, 1gG4 BMEMIEIE 28 il /HPF, IgG 4 /IgG FpEfifattix 12%
Tholzo HINROBERME TIIIROBE g —HHRA L7720, ZOHBUZK LT
SHTNAEMEZHT LI L 25, NERNOBRFEMIEZFERH L THEED Y v o5k, EEME
2RO, —EBTIH/NIEDZEM & ARHEL 2502 o T2, 1gG 4 BEMERMBEI 26 {# /HPF, 1gG4/
IgG gtz 8% TH o7z 3 HIZ Cr3.2mg/dL AL L, v F=Yu v 0.68mg /kg
/H%BM, 1 » B Crl.77mg /dL. 4 » A% Cr1.50rmg/dL. FR B 2 MG266 u g/gCr. JR
NAG7.11U/gCr & & T L. 1gG800mg/dL. IgG4 17mg/dL ~MEF, ¥ 3 » A% CT TK
B IR PR AL AR, B ZE. MERR U~ S EIIE KT MEN L Tz, B & R IRALRR T 1gG 4
PRI A v s, IgG 4 BRI RMEBIIRZ 2 AR 128, A7 a4 FRIGHET
HY. 1gG4 BIEEEIHPORELE 2 72,
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FEG 1: 59 5%, k. 39 R MO TEZE & F05E LR BRI 2 220 S, Pl M &
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RO, BTERFIZA TV M 77 7 ST 2 HEfT U 72, Rl IS B IR IR 2 58 ©
T3, SERE XE SR & Z2WEEIRET TR/ BIER O 3 BITEEIIRE 3% 3% LIEK
fHREEO TV, ZOMOIEIRICRE IZALNT, MIEEMIZ G, 1gG4, IgM, IgA,
MMP- 3, $ifkidilk, MPO-ANCA O REMHEIZA L NL 2o 72, EERG X D 4 5E B EE &
FEZTOVEIPBMIZIZREsTVWZ W, A7uA{ FEKRETH S,
FEG 2: 74 5% B T1ERREICKBE % F89E L, CT CTHHES - IREBRBIIRE 2 20 L 72,
[gG4 138 &L EMECKBIEZ iR D, [gG4 PHEKEINRIE & 5E - 72, AR KRB O LK
TR, BEHKERBIOHLTCATY N7 77 FAIIZFELTWS, A7oA RIZHE
#’E5TH 5.
<HEG] 1 1TV TIR S REEINRE S X CHEIBRBIRE R0 5, JHKE %2 BIEWEEOD
SR omf,é&gﬁﬁﬁkiUW&E@#T%&%%E&%ﬁ%iEﬂ%#KO
WCHEERm L 72\,
-YWJZ’omfF@% I TS THBLTRIBIELE L2, KEBIETHRIEL, IgG4 B

YRR % BT AT 04 REEZEEBTRETH > 201U omf%ﬁbtm
ExT/b777b X B REIREEIEEIIFE LAHEIMLTW3, Z0%&ITRIZHT
BTELWZEMETH S, F6EH 2 k> ;ﬁ@hﬂh’%)ﬁlx%“ﬁ&)é LlIZAT YV

N7T 7 P TIRREIIE X E D F TR D SHEOBHMRIZ T VDD, SRR & DEW
BTV O R LTz,
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B\ Y<7a7 ) VI L BEEERESALNDGA, [gG4 BEBER & &b ITHTHEH
DWNZEDB > T 2D F % v ANV VIR TH D, X v v AV~ VFHOFEAENIT 1950 £
Benjamin Castleman & 23#i5 U 72#EPR D FE R Y > XHiiE C. BRIER2IZ L L. # DOfH%
B FINERITH o 72, £ D%, FHEMIE Y — b FIicHA 3 2 88 OBEiasl) 23
MESN, 3610, MO ) VOSHIER & RESLEIN L Lo2FEREET 2% 0%
X v v AV (MCD) 23R&E S iz, MCD 213 AIDS R 2 RYWEZ S0 2 2 & 28
%\ HHV- 8 B MCD, FRAigfi#fifEE & M &EH. & VEGF IILJE # ¥ & L 72 POEMS JE
EHEREE MCD, BXFZNHITHEY L 2 WEFME MCD (iMCD) 3% %, iIMCD @ K4
3% 7u—vliEmry=2ru 7)) viE L EEMIREO ) oSG T & 5 TR EE
EAREME ) voofiiE (DPL)] T, %< O%éE. PUIL-6 ZEEGED v ) A< 733309
%, INLOWHRBIzINZ T, L4, IMCD &HEZNT S s BFEOFIZ, 28O RAEER
EHRRATH . HEMEO /MO, ETHEOBRE L2 L, BKRIZ TAFRO fEBERI2E3
T IEBEE SN D & D12 o Tz, TAFRO SEMEREIIAT 2 HARIE S N7 72 T B
T, DIC #APF L CREITHEST LEmRIE . BN ZBEEIE L > TR v, Kif
HETIEX v v ANV VREEREME L, 1gG4 BIEER L O EEZE T2 L bz, £X
IZ IPL & TAFRO EMERFICESA Y TT, I OKSG & RFICE T 20 Rk~
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LB EOFHROBEE I NG, ) LT F 2. [gG4 BIEB W CIX RN &
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