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@ 1gG4 BEARYE BRI S FORER K BiEE
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FLIRER RS AT A
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FEEERIRF H R Rk
(6) EREREBERICOT (17:10~18:00) =2 FEm
— Rituximab EEREERFRER. IgG4-RD responder index 72 EIZ2W\T
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1) 1g64 BEZRBIZEDLHBEERFRU/NAFT—H—DER
OHE3E
FERFLEEFERINE S ) LAEFE o Z—

IgG4 BhER B OBLEBG T ORIE ENA LT~ —D—DRBELUT DL HIZB I o7z,

1) 880 DA DNA AR L OFRIEHRZ 51 ik SE L, BEERE & bIC—7T®
S DRE AT LTz, A3 v 7 AT TIX, 7o bait-> CTHRERE (g, miE. RNA
72E) RUBEBHRERSRYITINE L-, 7/ LEHR, 23 v 7 AER. BERBREZKETD
T B R ZOREEEITIERR T L,

2) FDHH 862 PITHAFER SNP fiftr %, 634 Blicexr v U723 L, HLA Biz+ &
U L RBROMIRER & 7 B AR BRI CREZRHAEZ R L2 R Lz,
3) A v AENTIT AIP (ZE B L, BEE Tl 42 ] RN ANERT. /A% 30, 180, 360,
720 H) ORRIBIEDOIENEA TND, FII1L GC-MS 12 L 2 Mg OKEEES L&
¥ DRI E 2 I ARTORREZ AW TER L, SHREECHE L TR PRENS &V, K
W A BERE LTz, F72RMEI RNA OFEBRT LA Z2 WM T, 2T % Tl
NAF~w—T1—REZ B LIHEA I v 7 AN EEHFTH D,

2) 1g64 BEALEREDRBRE

OREBIFRET 1, Sz 2), JIEFFEIL ), FEE—4) ., HEEEDL) . WEHRK6), H)IHE
JKT) . WH—X8), EHEIC 9. & 10), FMiFF—8), T3 11)

D) B8P RIABERE R W R, 2) RORESSLENATR B LS AL, 3) @R BRI Y v~ T -
BIFEHRAE 4) IR SHRE B R, 5) &RER T 2 —BRRER. 6) U0 RKPEFER
R 7 R BB LA R, 8) BITE ER R L S ITIRAN A, 9) R R R
NFH R IR R0 . 10) R RN v b U — 27 % 1) 5L

[B8Y] 1gG4 BRE LS IRZE (1g64-GE) DERRFEBEEZH OGN TH D &,

[FiE] RERMERRE AR AT BEZ . [gG4-GE & b b 2001 LI DG 2 £/ LT,
[#E55HR] 8 BloBENH Y . BIEE T 6 HIDOMEBG L 5 BIORIERFT A2 M L=, 1g64-GE
SOERFOER T REIL 68 5. BMS: i1 ThDH, EAIEE 5. KB L. BEEL T, WP
b 164 BB BOMIESFEE Z A0 LTz, M 1g64 13 4/5 BT LR L. EEHITLH)
>1000 mg/dl Th o7z, FHEFEIIZIE, BHRE 3 HlTHRERIZIE 7=V 3Bk, BEARRE
NRD LI, 2HEEZE0FL T\ e, KIBREIRBRMICET 2, 70X LERTEED
IR D bz, BEER XD B ORIEMEERE 2 Bb¥ 58 Th o 7=, 26 1564
BE AR DS B L. 1G4/ 1gG Bttt xEm 2o 7z, |

FERE] I1eG4-GE IXIREMED B WVERICA LN, BRAIIHREEMIc2=—7 Tho T,
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3) lgbd BERBISHT AMARNSHRIF AR ~REDRBEHR OB~

OIEARES 1), IMHFEET 2), AT 3), FEHHEAN 4), EHIEKESS), B FTH—ES6), #ros
7)), BEJIBCKS), ZAME9), B 9 10), Ph5E 11), /NE B 12) . 1EFEREERS 13).
EHFEF IE 13). 1G4 BIERERBMIE I N —T

D &RERRY: MEGREAR, 2) BHLRY H—N#, 3)RER-FREE B - BRI
WEL DIRFERT BERKY UV~F 7 LAX—NE, 5)EXERAY H AR, 6)RIFE
mrrd— Vu<FR, DRERTE F—-AF, 8)RERREERERE U Uv~FF, 9)
—BAmbe R, 100 @REFRE REREE, 1) 4 FBRFERFERE S RUTER R
B 12)BBERKY WEY, 13)[LKFEST HEREY

[ BH0] sk LRI HREIEERMIZEIC T AT 1A RIEERhR & 340 L 7=,

[ 5] 1% 1eG4 BIER B O A FEZ W L ERERZ B A3 %42, prednisolone 0.6mg/kg/ H % F1Hi
BEEE L., 2EBEIZ 10%T SN, 10mg/ B EHERFE S L, £ D% OBEIIS FIREHIITIC
T,

[#ER] 44T 61 PIOREKEZTHET, MRFIET RSO R, W2 44 Fl. D 13
B, T2 14, BESBIThHoTr, HELRECIISELEME 65.9% . BN 90. 9% ThH v . Bivk
DUSNDHEEIL 1 FlORTH -7z, MFFREEOFIRMMEIT Tng/day T, HERFEGEFIZ 10%DH
HE D T,

[#iR] AFOAREBZEIIEN T RO TI 2D OERZHIN BRI NI, 1g64 BEEE
BT MEN TREZI O TR 2 BV FCK) b OB I2IL, EEMARELN 2, 5%
TRPEITZE 24T 9 BRIZIE, BRI e X A BN SETH 5,

4) 1gG4 B95E&K B 333 HIDERREORE

OIHEFfE D, IWATTA 2) o ERET 3) ., KRECHMER D, MHAET 4, & 2) . IR
gk 1) JI[5EE 5)

D&RKRFWEREE ) v~F - BEBEAR, 2 ALRERRZESR Hikds-wZ- Vo<
FRRFRIE, 3) REF+FHEE Bl - BERAR, HEILRYE REEHEEZ— 5)F
MRFE eEELEE ¥ —

[ Bf)] 2010 1g64 BERBBREZ NS L LERIBEABTT5 2 2 B0 & T 5,

[715] 2001 5 2014 4F1Z TgG4 BEHEE R & 2 W K7z 333 Bl DV THRREE, TRERSS.
TRPRIE, BEIRIR o OB O & 0HI DUV T A 1A & ISR L7z,

URESE] B 1 204 4, £tk 129 f51], 2 WTIRFSEX AR 1T 63. 8 7k, IMIE 186, 18G4 134 4 2404 mg/dL,
755mg/dL "C. 95%DIERI T 1gG4 NEME T - 7=, EMHRIIE X 41. 9% TRz, R ANES
VX 3.2 T, MEEAR (T2%) . ARG . U Lo i (26%) , R (26%) . KEDRE B/ RERE (24%) |
B (24%) . i (23%) Tholz, L F=y a3 19% CE5 &, EHE5E1L 30.5 mg/H T
Holm, PERRIFE R ONEMEEOS IS 4 34%, 1T%Th -7,

[#55E] ATRIC LY 164 BIER B OBERIFENE S E 2o T,
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5) IgG4 BIERBDOHE, —Hhm TORE
O fefafir. OHEz., HEEREHF. ILEE, 5)1pk—

EMFEEE R

[Br] THmRBRicIsi) 5 1g64-RD OBEE #MFTd 5, [HiE] 201141 AN 2014 45 12 A
\ZEMFRTF95BE T 1g64-RD L FIC i Sz 2t U, FEICERIc2an-428
P 7<= h—7 A (SLE), Hvad F— 2 BEMEEMZRME ¢ MPA) DEE & i L7,

[#55E] I2G4-RD OB FREEEIL 2011 48 6 5], 2012 4E 5 4, 2013 4 11 {5, 2014 4 12 fl T
STz, BAIOZZEE., BFERPE S 12 41 (35%) . LTRSS 9 1 (26%) . 1H{LZsNE 6 4
(18%) DINETH > 77, MIEB L Dl TI, T1gG4-RD BE UL SLE O 7E], raf R— &
MPA DI 2 fFCTh -7z,

[#Eam] A PBERIC BT 1g64-RD 13 L CHRZREE TIZ ARV, BOICZ2 T 5RHIE AR,
WRAREL HILERNENZL < Tg64-RD BE TIEZNHLOR L DEENBEETH D,

6) 1G4 BEEZKAB D (K) Bk, REK, MBRHEEICOVTORKRE - PREHICATEZEYLH

Ok fFfn, ¥ ik, %8 BE, Lk R & B B8R &S KE R, Ek
W, %8 AR, A B, EHE CEK

KIREMRT TERGENE

IgG4 BEHERAEL, —MMICAT oA REIGENBFTH DS, (R)BIRFEE L. Bz
RLEMMEEROAED NG, Fin, ML - DERIT. 20RO REOMK « DEIRITE G,
BRI BIER sk & 7o EA RN B D, DT, I b Dliggs « AERR T 1e64 BB E D
HERGESS & U QIS BREENENb 00, EEEZET 5,

—77. (R)BARRZEOZENCIEL, SRR CIXEHBEEESHVWONA D, EZWNI R
FRFTANSMATHY, EROMHEZHE LNV DIZL TWA, AT a4 NEER OB REEZY
DHRELHDHT-0, PRI OWTEEREENEETH D — ., H2HINDnT LRy
Hrizidon— Kv & o TN g,

kg - THROMAOTHIZ, CR)EIAR. BIEE., HRHREDOEOHZ O\ T, FEEE T bR
JEB O ZRARWTZE T IE, BNWEEZTWD,
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1) 1G4 BEEBOREICEIT5OEREROFAM

Ol Hexx, KM BB, =k KEE, B B, &) (7. AR HET. KE E2H,
JIBF BOKHR, b e

TN REFRZFBEREOTIEBE 1 R RER N AR RH R SRR FE I 8 2 40 B

[ Bf] TG4 BHEER (1gG4-RD) ORMNIIX., WERFTOMBAERNEZETH D28, FEEe
B & OV T TR TH Y | FEERKENIEET D Z &b v, RIFFET
X, RS LV ESTRENDLRVOBIRAERERITL, £ORERRIC OV THRFNEZITo 7,

[ 5] & 1G4 MIEPEEPRAT RAZ & 0 1gG4-RD Z 88\, UBHZ TORIRAEM Z HifT L7- 64
(BeHeizWr @ 1gG4-RD 44 f5i], = — 7 L U fEMERE (SS) 10 i, SS £&v> 5 i, HEMED L o¥FE 2
B, SLE 1 6l, ULVF U fEE 14 ERt5e Lz,

[FRER] DERBAERORE., BERE. E2RIIETNFh., 55.6%, 100%, 68.8%ThH-olz, &5
2, REERMREOFETHET 2 & MERIRRE 2R 70\ GHERAERDPREE ) FEF T,
O IRER OBRENREEIE D - 7208, OEIRAR T & 72 - T2ERNIRENE & 72 - T2 ERFNC
ey MIE 1g64 MBI B BIZE 1 o 72,

[Z£2] 1gG4-RD IZH1T D NERERIIZWEEL M- TENN DR, DERERICL D2
WHiXREETHH B2 6ND, FO—FTREEILE ., MOREEBRE & R L T 1g64 BHERE
WS L 1e64/1gG T E HIZHBICEE TH o722 &b AR O AR DS IHEE 2 FEB T b
MiF 1g64 MECMRENRERE 7 E ORI A0 D Z L2k v, DERAERMRIT 1g64-RD O
PBWrO—BhIZ 72 B AIREME DS RIR X LT,

8) IgG4 BEERIR # DEBF WP HELERIT TR -2 OB : 2 EREHEREDOD
EHREEIC DT

O

L
REE R

B

PR SR B R R R

[ BA9)] 1G4 BEBMERARK (1gG4-SA) DM H MR REH LT 5 BT,
LN Ofdt &217 572,

[ 5#E] 28 TRRUIRRIE OMEST S 1077 1eG4-SA 17 ] & WA JE 47 0l & thiltkast L7z, S ENE, 45
EIRAEEMEZ BT AREMERE & /NERNREMIZRE O 2 — 2 (NEAMD D WIZREME,
HHERREOFE) IOV THET LT,

[#E ) SRR Te64-SA 2HIZERD b, 9 b 15 BlIIERR D — I REVEIC
B TN, BEAE TIE 1 B0 THEELORE DD S-S, ZEMICHA D & T1g64-SA &
TR LD THoT2, NERNTOUE AMERIEMIDZEIL 1g64-SA O2F], MEAFED 31 4l

(66%) 2B, Z D) bEFFEKEEALE D b DIE 1g64-SA Tix/a < . MERIE TIX 23 41 (74%)
IO b7z,

[#53E] o TEREER AT 1e64-SA RN E L. RBHIEBEEOBWITREEZ DN,
HHERRE DOV NERNOYE AR EIE 1g64-SA DR TH 525, FrEAITIT /W,
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9) 1 2ACREMERORKSE S ME [L-6 5L OBEMICET SRE

O =, PE—5 YA RilRF—
BATH R R FE RS =R

[EW)] RIEDOFEER AT 42— X2 —ThH 5 IL-6 2 | BIH CaE MRS (AIP) DOEEE A K
Mg BN, Fe—D— 7 VB D DEREE LT,

[HFiE] *&8I1x. AT oA FIRERNCIE IL-6 fEERIE LS AIPR2T I TH D, by 47
% 4.0pg/ml & L. IL-6 &ERE 6 5], IL-6 IEFFE 21 2401 ) T, Fm, MER, MmRERT A,
EEET R, FEANRESCEROA IOV THE Lz,

[R5 5] TG4 fEI IL-6 BERE & IL-6 EEHOMICEEZERO R o (1L-6 S EE
795mg/dl vs. IL-6 TEHEE 441mg/dl, p=0.088), IL-6 mfEHEED CRP i3 IL-6 IEFFEIC L~

ZiE < (IL-6 EfERE 1. 25mg/dl vs. IL-6 IEFRE 0. 14 mg/dl, p=0.024), 7 /L7 2 EHIZE
WTH IL-6 BERE CITAEEIEEZ R Uiz (IL-6 EfEff 2. 88g/d]l vs. IL-6 IEFAE 3. 81g/dl,
p=0. 008), WEAIRE ORELIEIRE K OEIHT, 1L-6 EERECTHEL L.p.u&bg;nt (TL-6 S faEE
67% vs. IL-6 IEHHE9. 5%, p=0.003), PRI OWTIEMBEMICAEBEEITRO bR oTz,

[FEam] myh IL-6 EiX. AIP BIERFO EEE 2 M7~ 2 7 HE Mwﬂfﬁénto

10) 1gG4 BSEZRBEEHI D MIE microRNA DHERAEHT

OwiA JuA, m=fs  #sl
FLIRERRZESE Wk - % - ) U~ TFHNRSERE
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BB R (1gG4-RD) ABFMIEF @ microRNA % MEFEAVIZENT L | R A AHEME D B B
microRNA DERER % Ehi L7,

[ 5ik] x50 1gG4-RDI fil, o = — 2 L U fEfERE (SS) - E AL 3HOMIETH D, HIth
U REE DNA 5 7 3D Gene®%{§ﬁﬁ L. IgGA-RD (2B B/ 72 microRNA Z 4 L. WIZFE D FH
SIEERI% CTEHE) L7 microRNA Z[EE L7,

[F55) s A & bz L. TgG4-RD TiT 17 fH D microRNA OB B RSB ITEL D, FN bl
SS CEBE Lo, Z@OH T niR-320c, miR-6501-3p, miR-6750-5p DI TEEZITIET
L7,
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DR D TR T B, Foa X 8 U T —FACS EATIZ LV | 1gG4-RD FEE KA IM Tl plasmablast
DOENE DAL, Z0E R Trh Ml X 2 B il LB EO /e 2 ME L-, &
B, 7HFF7V > (AZ), TAZET b (ABA) 23F%h L7z 1gG4-RD O 5 fEFIZRER L7z, BT
B, TEMS, BiEs 2 RARSE T2 3 61Tk, PSLIBETICEREZRDZN, AZ OBING
HANZEZ L PSL WS EE Ch - 70, EBMEEE 2RO 1 HI Tk, PSL FIERIZHAR L
3, PSLITEAET AZBHEOHLTEPE LI, RREFIZ Y o VRO 1HITIE, AT 8rA REff
AT ABA 285 L. 1g64 BT, B TIREROME N EZFRD,. KifM plasmablast 4. 3%0> 5
0.2%, Tfh 1.4%2°5 0.8% & FHHIZIKRT LR 2FEB %W -7, LLEDOFERIL, 1g64-RD (281F
% Tfh Hi-B AIEROBEEIE L 2N 6 2 ER & LI TAERIRER O ATREMEIC BB oRR 2 5 2
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Introduction

IgG4-related disease (IgG4-RD) is an immune-
mediated fibroinflammatory condition that can affect
multiple organs and lead to tumefactive, tissue-
destructive lesions and organ failure (1). Over the last
decade, the disease has become recognized as a unified
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systemic disorder that links many individual organ con-
ditions once considered to be unrelated (2,3). Involve-
ment of nearly every anatomic site has been reported,
but the most commonly affected organs or anatomic
sites are the pancreas, biliary tract, major salivary
glands (submandibular, parotid), lacrimal glands,
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