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1. BrFEcigeE

AWFFEL. 54 A IgG4-RD &, oy ho—L b LT5H7 AD pSS B, 40 ADFEEED SR IARILZ 21T
72o IgG4-RD & pSS I EE G-I S HfiIAIC L DVBRBAMART Ch 0 | RBTEENEA A L Tz, 1gG4-RD B3
1% 2019 FOKEY U~ T2 FRIN Y 7~ F2Ea5pFaEMEE 7213490 2011 AalfEi) IgG4-RD B2k a-itii= L
TWDHD & Lic, ARIIBERRICFE SR B RORGRE 2T, ~ U R ESITENWER SN, 2TO
B LEFE D OIFESINCES L, EHC XD REEST,

2. 7a—¥A X b Y=L D T ABRORUT

BB LA O ORI CD4 T Aifa 7213 CD8 T Milfalcisit 5 CX3CR1 Btttz 7 a—1 k
A NV —ZHWTHHT L=, BARRIIE, I 50 11 %, Pacific Blue f2:#%#t CD3 (BD Biosciences Pharmingen,
San Diego, CA, U.S.A.;clone UCHT1). APC %5t CD4 (Beckman coulter, Shizuoka, Japan; clone 13B8.2) . APC
TEkHT CD8  (Beckman coulter, Shizuoka, Japan; clone B9.11) . PE iZi## CX3CR1 (BioLegend, San Diego, CA,
U.S.A.;clone 2A9-1) HifAR% VT 30 45E=RIE ChUs S8 72, D% Lyse/Fix Buffer (BD Biosciences, San Jose, CA,
U.S.A) IZ X~ TRk A B Y bR | Ml 2 3ed%. MACSQuant Analyzer (MACSQuant Analyzer®, Miltenyi Biotec,
Bergisch Gladbach, Germany) #H\\C7—# 25 L7z,

3. WrERHEHT

5 —#1% GraphPad Prism ¥ 7 h v =7 (/3—3 7, GraphPad Software, La Jolla, CA) %1 > CHEHT L=,
2 BRSO bl % Mann Whitney 7 GE~7 97 )L) £7213 Wilcoxon matched-pairs signed rank FiE (~7 49
T RV, 3 BHEOENE, Kruskal-Wallis #R7EIZ L 2580472 1T> 72, Dunn's multiple comparisons (Z



KB ZEMHEETT o T, AR HTIE Spearman D r & HV iz, FEFBVEIFIERI X Kaplan-Meier 7047 FVWCUERR L,
logrank EIZ K> CH#R L7z, @l PAiE 0.05 LA R &2 FEtca B L R LT,
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1. IgG4-RD TIIFMHMH CX3CR1 B4 CD4 & CX3CR1 BitE CD8 T #fmasHE/m

£, A LA O CX3CR1 B CD4 35 L OVCX3CR1 Bt CD8 T Ml H 4 beiie U 7=, {5 & Hle L CL
IgG4-RD 7213 pSS H# Tl CX3CR1 Btk CD4 3 L1 CX3CR1 Bk CD8 T Mot nsmfi cdh 7= (K1),
L72A3> T, CX3CR1 Bt T T H CAERBIcii L C LR L Q0D Z L g s N, Wiz, [A—EB#ENT
CX3CR1 5% CD4 35X CX3CR1 Btk CD8 T HME TN L CWB 0 E 9 0vE 572012, CX3CR1 Btk
CD4 T #fifatt= & CX3CR1 [ CD8 T Mifutt R OFARARIRZ /0T L7z, . 1gG4-RD & pSS D /5T CX3CR1
Btk CD4 T A=,y CX3CR1 Btk CD8 T Al LR & IEOFIRE 2R3 2 L0V hoTz (X 2), LLEdD,
IgG4-RD Tl CX3CR1 it CD4 35 LU CX3CR1 5% CD8 T MliaA N LTk v, CX3CR1 itk CD4 T #ad
LINTEOEE TIE CX3CR1 BA: CD8 T Al R L 2 EAVRENT,
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1. IgG4-RD & pSS 123511 % CX3CR1 B4 T Akt

IgG4-RD, pSS. & A (Healthy) 7>HA37-AKMM-CD43s L UCD8 THblRIZIT 5
CX3CR1 B EAMIE D b3 2 bhlge it L 7=, Kruskal-Wallis test followed by Dunn's
multiple comparisons test (***%p<0.0001, **p<0.01, *p<<0.05. ns : not significant).
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2. CX3CR1 [5G CD4 T Hifakt=e & CX3CR1 Bt CD8 T Affabt2gDFHRE
IgG4-RD & pSS ¢ CX3CR1 [ CD4 T Hifa & CX3CR1 [ CD8 T fifakt=x
ZFARIMRNT L7z, Spearman’s correlation analysis.



2. KEWRAEFRR - “ASERHEESH T 5 [gG4-RD 8% T CX3CR1 5t CD4 & CX3CRI1 [5i#% CD8 T #ufiassHin

WIZ, CX3CRI1 5% CD4 3 L1 CX3CR1 i CD8 T a4 IgG4-RD ORGAIFRBIN YT U=, T 21T
BTV | [EBEITEHRE 0 IgG4-RD FBEERD 4 SOEEHRIFEUZ A LT (1], 70— 1 (30 - FHie -
AREZRER, 7V —7" 2 IIREIIREDHS « SIEIRRHEIE, 7L — 7 3 |JUESERSIRIANZS, 7V —7 4 I3 MR 2 50k
3% Mikulicz J#5 & L7z, #if%, CX3CR1 Btk CD4 3 L1 CX3CR1 M CD8 T A I KENREFEZ - $2AEAHHEE
EETDHIN—T 2T, IN—TF 3 EIIN—T 4N THEIIENML W (K 3a), Z7v—71 h=1) |3H
BN D IR DR R X T & Aehy o 7, IRIZ, IgG4-RD responderindex (IgG4-RDRI) A 2 7(ZHe\TC
PREIEENEZRIE L, CX3CR1 Bt CD4 45 LUV CX3CR1 [tk CD8 T AlfEDHIN & DBHEA MR L7z, #H, CX3CR1
Bt CD4 35 X 0N CX3CR1 Bt CDS T A Lt=R, IgG4-RDRI A= 7, Ffilligenod. IgG fiti, IgG4 i, C Bt
P2 R OB L EEOMBEZ R 2 o7 (X 38b), — 5T, 7 LA —0fiE (- aiissdcE 7213 IgE
fE) 1% CX3CR1 B5lk CD4 F7-1% CX3CR1 Bk CD8 T oot & #ERE 25807277 (X18b), IgG4-RD HBHD
7 RE—E (R EIET LR MRR) OFETHAMTE L7z, CX3CR1 Bt CD4 5 L U CX3CR1 Witk
CD8 T faD RO & ORFEIERDO 7 -7, LI Y, CX3CR1 B CD4 35 L 18 CX3CR1 Bt CDS8 T i
OB RENRIE S - ZIGHEERA & B L TR Y, [gG4RD OBERIEEMNENEWZERML CD Z &2y
Nl
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3. CX3CR1 B T flaktzeo IgG4-RD (231 Aligas it ozt
a) FRENEZAIO CX3CR1 Bt T fllattsROf#HT, Kruskal-Wallis test followed by
Dunn‘s multiple comparisons test (***p<0.001, **p<0.01, *p<0.05).
b) BEJEEMEFEE S CX3CR1 Bt T MfEbbEROFERIMENT, Spearman’s correlation

analysis.

3. CX3CR1 5% CD4 %7-iX CX3CR1 Bt CD8 T AR IIARE % DFEFHRR L BE

IgG4-RD HFZ/ V7 2VF aA RICRAFRIBROSEZ RT3, 7 v azuF af Rl oRBOERE &R
[T [2], L7Ao T, Fxdkic CX3CR1 B CD4 35 LU CX3CR1 itk CD8 T MDA 7 L 2 L
a4 RIEEGOTFRE BRE L TWAETE-, A T 51257~ . CX3CR1 B CD4 35 L U CX3CR1 B4 CD8
T MR OIES FRAEIL, FE PRI E OV +1.96 £FERAE L LTz, IgG4-RD E# % CX3CR1 Bk



T HRHEINEE (s AR FIREMEELL b)) F 721 3FEIIREC o E L, TRRBIAAR ORGARRGE 2 ) 43 » H LEHR
L7-, SREBFROERIL, FHOBERAZOHBLE 713 & b & ORGSO FREIC L 0 HRENRRR AT o7
HO & LT, A%, CX3CR1 Bat: T MU IEE SIFERIIRE & Lb T FRREIMRNZ L2307 (M 4a), ZHH D
FEFIE, CX3CR1 itk CD4 35 LUV CX3CR1 itk CD8 T ABRAD LRI TEHT 21T > T b RIEROFER TH 7= (X 4b,
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4. IgG4-RD (Z81F % CX3CR1 [5PE T filfbt= & PR ik & OB
a) CX3CRL 5P T Ml IITE & JEIIRE COF R,
b) CX3CR1 s CD4 T A/, & FERECOIERRAL T,
¢) CX3CR1 Wtk CD8 T A NEE & FEHIINEE COFEFHRAA T,
Kaplan-Meier analysis and the log-rank test.

4. CX3CR1 Bt CD4 %7-i% CX3CR1 [tk CD8 T ML V2 2V F a4 NIBER&IZRED

RIS, ZvaznFad RS CX3CR1 Bt CD4 35 10N CX3CR1 B CD8 T #llfbt =Rz 5 % B84 fidT
L7=, PSR TRE Cdh o 7= IgG4-RD B 15 JEBIICRBW T, Zva T af RRFRIC L DIFROUWES L
{2 CX3CR1 ik CD4 33 L1 CX3CR1 B CD8 T #ladotesRidisyd Lz (X5), —J5C, CD4 3 X UCDS8 T #ifig
ORBIIZL L TE BT, JRie L BhEd 5 CX3CR1 Bt T MaD A0 L= Z & DVRIZR X472,
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5. IgG4-RD TOZ/vazLFaA Riphiiko CX3CR1 G T Mkt ZE1t,
a) CX3CR1 Bt CD4 % LU CX3CR1 Bt CD8 T ALt dft 4,
b) CX3CR1 Btk CD4 35 LU CX3CR1 514 CD8 T Alifa SR dfER,
Wilcoxon matched-pairs signed rank test.
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AWFFETIE, IgG4-RD BEORMIMmHIZ CX3CR1 Bk CD4 35 L1 CX3CR1 B CD8 T A4 LT 5 = &
DB ETeoT, I ORI LD . 2 6o TAROEIN, fFFEOREERSIFEEEL 1D 2
LDyt BARRIZIE, IgG4-RD 1235V T CX3CR1 Btk CD4 45 KUY CX3CR1 [tk CD8 T Mmoo sE N ZRER
JEIPHZE & 4 REISHAHEERZE & B LUV, & 512, CX3CRI B T MaAsHn L7 IgG4-RD HE 1L, FiRpaET
HRRIME o T2, FI2, ZvazFaq R, CX3CR1 Bt CD4 3 X T CX3CR1 Bt CDS T Ml HeR %
HRISGE & & BT LT | RE~DREGAVRE S,

CX3CR1 Bt % T Ao © b ifaEEM e 2 A L Q0D Z EHEE L THBILTW S [8], AR Tl
ZAUH OAIRRETENE T Aila)s IgG4-RD OFREENRZRD o HREREFALK & ZAGEHEEO AP L B L T 5 Z & &
FCHIOTH LN Uz, MRS T AROSIEREEZ BB T 5 & 2D ORI T CX3CR1 B T flifass
FfE A S I 2 U, BRAVRRETHZE, KERAFRE, BIRERA R 2 LTV D RTREMD 5 L& 2 bive, £
7=, FxlZznE T, IgG4-RD ORMEEIMHAZS Tl Tth 25 L TWA Z L2 LTy (4], R—ERTHZ
DOV X 0 IR & i < BREd D005t~ v FSER D ATREMED SR S, iles il 7 7 e —F O R B
PRSI CEEBER),

AT CHREBIARTOM A 1G4, IgE, 72134 BRI SN E 7L a 2T oo RIEFEEORGE T
LW eSS (5], Al Fox ORFZERER G CX3CR1 B T AEASHIN L T2 BE ClissEt
OFRRIIFEEIEE & LE_TRNZ E 3o Tz, LIz - T, B A A~—A— & i+ CX3CR1 B4 T fifinz
FAGIE D 2 & T, FBRANIC IgG4-RD [BE ORERA TN AR FE L 720 | (ERINLEROBRIZERT 2 "lig
M35 & b,

CX3CR1 it CDA T #ifid & CX3CR1 [ CD8T Ml ., & MAZ2 Ui K v 7 v —F /W U 7o
ThnZENRESIVTND [6], Lo T, KEWREFHZK & #IERHHEESOF IeG4-RD Tid CX3CR1 Bt T
Je1 2 BN &S B 2401 5 ) OBUFHIRS A AIR B OFIEC B G- L QD ATREMA B D, A 181 TR & BEE 2 IR KU 2 [FE
T 5 2 LA DIRRIRIEZ T 5 L CHETHH Z L AVRE I,

PILEX Y | Fox gl AR RO REMEA 2 3 745 0. CX3CR1 Bt T #ila73 IeG4-RD DligigisZEdd 5 H
RENIRIEPHSS & BEIEISRHMEIE I CBTE L QD 2 & 2 H2Ic B e Uiz, A%, CX3CR1 Btk T Mok & HEkE
\ZBAE-T D370 A T = AL ZFRIT LT, BT LV BRSNS 7O % R L 1B OBz 2 HHE L, RN LERDFE
BRI EZ 5,
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