FYPA LT,

(2) BN Ig64 DEFEKEY 7 n—=71L7, &
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T L VHER L7 LT, pBluescript II
SK N & —ZfA LT,

(3) 7 &Z—% C57BL/6 (B6) ZhktD ES Mijaiz =
L7 hafRb—i g TEALPCRETHRE L,
YTy r o U IHBEICEY T A @I
LA 2 AL 5 TWAHES 7 o — o &R U,
(4) HR® Balb/c MENEIZ ES 7 a— %A Y
=7 vari, REMD ICR =7 2BRNIZE L.
FONRBEDFFA T~ AEE LT,

B) BONEX AT AEHERB T R AL
B L F1 ~7 <o X Z{ER L, PCRIEIC LV B
L7,

(6) BHh Fl ~Fa<w 2% Tg-Cre W A &
AZWE L C Neo 2 RE L. PCRIEIC K D ERI L,
(7) Neo frE~Tu~v Uy ARLTERZE L, fFv v A
@ Wild, Hetero, Homo %% PCREIZ L W e L 7=,
[fmERE ~ D& ]
BT~ 7 ADIER - ROV T,
RER R IR A R 2 DNA EBREHE 2 #EHH U A&AGR
1B7- (No. 130154) , = 7 R D EEREEIZ SOV T,
AR FERFERZEFZF IR B ER G E E 27
HU&ESE A2 157- (MedKyol4148)
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X DF A TR IO~BIDIF~ T 2 52HB7- (K 2),

E2. ESYa—2No. 16MDA Ty
) *r;@%xav@z&@)

(3) BMEMNZ Neo REANT O REEDLZ LM
TET,

(4) Wiz, FEZ T ZADEMR TR, BRI
STA~T ey ARTORRZITV., B O E
113 OfF~ 7 2D Wild, Hetero, Homo 7% PCR V%
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R A 4R,
(5) HE~T RDNBIZEE X720 T,
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mIGe |

7073 07 20

1450

Pilaad 45672890t
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EhgGAEMER S TIEELT .

No. LHIREEESE . No. 2&3[EXFER | No. 4lF
ATRESREERT,

B4. FRIRADELRFHIELT

ATV
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=31:56:26

£t M:F=56:57

D. EZ%£

Fl ~TFu<y RAELOREEIZ LS A Tk
(WT : Het : Homo) =#J1 : 2: 1 ThHho/Z &
5. A<= XD Homo = 7 AW RAEZIER) T
LEZ BN,

Afk, TgG4 @ mRNA F8 L OVE A DFH % QT-PCR
B L VELISA TRIET A 78 & ORI OHERR A 4
BHThD,
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ABE TR 16l DRDOVIZE b Ig64 BFEHT
HEWHIHEATH D, SE, Frid, BREZT
HEERYY T 7 5 28 LT 16l BB L=, D
PREN L. IgG4-RD DIFHREIZ BT The WEBE L& %
HBITEY . < RIZHBUVNT The NEEE4 597 2
T A% 1g61 THDHT=DTH D,

b IgG4 EREBIL6 DD 7 VY bl BN,
TRTCEEBRLLDETDE =TT TRy
F=DBRRYVTED, Fxid, =7 Y U BIOA
vimrl, 6, TikvwUR Ighl BirFEEL, =
TIVBIVAS v har2~5Dkt b 1g64 5T
WEBLEXATSER 2D L O EREH L
7o FOHEMIL, =7 V2 2~b XE VTS
FIA50I L, =7 V1, 6, TIZIERENSEW S
ZABET B ThHDE, =7V 1~T, 74
bbb, a—F 4 U IRIETERATSLZ LR
LR, A ¥ hay 1~6 TR L OV il fa s
rad N DATTA L SR E b TEE
THY A b rifleERET L3S L
SlhhnwesEZzbNhiE, LieRnoC, =7 V1, 6,
T~ U R 1gGl BRTFEETIATEARAE o7,
72 LSS OESE~ T AL v FCTEEICR
FEENTW5,

St R AORFAROMEREITo 7= LT &
BET VN A~DARAT v T ICELTFETH D,

E. #E%

<~ AD 1g6l 77 T RAEFEEZ £ b 1g64
VT TAEEBEREBRT O RAETNESE
2L .B6 <R ES HI~DEGEFZ—Y VT 4
TIKICEY | Bl TFHEAEELZ~ T R EE/R LT,
FEAhH DNA 2 V7= PCRIBIZE D, =T RT /) A
~DE P IgGd BT OMAZTHERT D LN TE
Teo Gt R~ 7 A DR OWEREIT o 7c LT,
1g64-RD EFNABSL~D AT v I FETH
Do
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TgG4 BHE R BB & BRI S E & O BhEMEIZ Wi E
F2CIE TgG4 BEER BEE [ EBEEE A

IR HEEEELEZREH L, 2,

ﬂ’“ﬁln{‘y‘iblfhh@ifﬁﬁﬂk U7z, TEBREAEMRRE & LT Te64 BIEREDE U2 hE
FLNE 1 AEUBOEBLRELEZ ENENEH L. RS Lz, FRORH % H SaEEigiconT

LT o7, 168 & D5 B, 34 417 36 {5l O BEMEIEEE 23 EY

B 4FITHoT, BETOEBLIEARLIT 2. 01 (OMERXE :
SHFLBEBICEE L TV, 1g64 BIERBZE 1 ELINIC
2 1 ELRICBIT AERELRRERIT 1. 48 (95%EMEX R ¢ 0.99-1.98) L v | EMEEET IgG4
BE B R FR R &EIEMP‘\] W EnNsZ NN EEILNE, —BADOERBIEEEERERZ AV,

7T v A iR TR LI RER, TeG4-RD L BT L TA D 12 FLIPNICIS T TgG4-RD BF 13— &
EEEE A RIE UTe, B RER I IERIER & LB
*ﬁ&ékM\Tm@H2§ﬁW\ﬁr@AW@ﬁ?
—ERD 1G4 BEETR BT I R ALE @‘%ﬂi@‘f
EMEERE O S 0RHC

1.23-5.83)

AH EH~FEIL

B L BES D EEZ L,
— DSEVME BRI TG4 BE SR U 1 E LIS

FICRIET 5228 9 2, TEBREFHIEMRRE & U TRIE LD 2 E
U7z, IgG4 BIERA L2 S iz 168 4 (77 PE119 4, &M 394, il RiE 725 2xIg & L, EBEE
AAD—fR A0 DERBIEEIEEREREGRELTHT T = A

TEHY. SERIZRRIRDR D VE RPN DTN D, A0

PEZRRTT D72 DI HR 1

DD B, B - R - BISCIRE 5 . BB - BE
1.34-2.69) & 720 1gG4 BEEISE BB I3 M fE e
BT D EAELRELIL 3. 53 (95% 51 X -

BOWTIEESE~—2
TG4 BEELR BB
EMED DV | MIEESE~—D
HEET & TH D,

IEfETHhote, LiEED,

A, TFEER

I IgG4 BAEE R B (IgG4-related disease:
IgG4-RD) =8 2 EMEEERE & OMEER IO
%@%ruowfm@mminﬁiénfw o 1
BERENREICEETDIZ EEFEAMTHD,
1gG4-RD 1IN RIEZE L ARBEHTHDHZ &
b, BEHIRGE TR~ Oifts I EEEEE RET D
AREMEIZH B, E72. 1gG4-RD 1IH OAERE O
HRTRBINTEY, EEMAEREES UTREL
TWAHREME LIRS TWS, 2 LasL, W%a)
BREIC DWW TIIEEN LR LH 0, ¥ BRNS
NILTWD, LT -> T, ABFZE Tk IgG4-RD BA#E
WCEEEENARICHIET 2008 9 . [EEMAE
BEREE U TRIE LSS0 ERE L,

B. WF3EHE

BT T 1992 B 2012 FEOHARIZ 1gG4-RD &3
Wr &7z 168 4 (BBE 119 4, ZotE 39 4. AT
B8 72 5%) Zxt% & L, 1gG4-RD 2 W25 2013 4F 12
BETCOYBICELREEZSHLENE ) ERE
L. EEEEICBST AEE{LFEAL (standardized
incidence ratio: SIR) Z#EH L7-, /-, IEER
PEREMERE & LT 1gG4-RD 234 U A WREM: A 345
72912 1gGA-RD Wit 1 FELIN & 1 FFELIE D SIR &
ENENEH L, R L, REoKmE2EC

S MEEA (autoimmune pancreatitis: AIP) IZ-D0
THiTo7, XBHIZ, Ig64-RD BENEE CEME
BRAERBICRKRET D008 9 hERET 27-01C, B
ARO—EANDOERBIEEESREEREIRE LY
7T A o — RIS CHERET L, RIEERR,
PRI, MIETEEIE~ — 7 — 1l % B R e & 9
FIEFEIZB DT U, BRSO fRE T %
MR LTz, MerFREdEfRT — XI5 LT t
BER L N Mann-Whitney REZ AW 7TV —F
W LTI A ZR/RREB L O 7 4 vy —D
IEFERERERE & AV,
(fHEE ~DE &)

AMERIEENKFEZEFRHEEESORR EZ T
(AFREF 2602)

C. WroohER
1gG4-RD 168 &4 D 5 5, 34 &2 36 il OIEMEFEE A

WODLIT, DO 6, Wi - KIBE - L ARED 5
B, B - BEEN 4 FlThHolz, AIP IZOWVWTHE
BROBEMTHo7 (F1) , BHEEESRIGIZES
2O NATHY, F0OIHILANBAT A NIGE
ZHE1T S AU 1gG4-RD IXEME LT, F 0 8 A IXENENE
BARIER . AT A NREFOIBERIC 1g64-RD O
HRERTZ Lotz
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x®1. GHILEEES

EhEE IgG4-RD(158%) AIP(109%)

2K 36 30

i 5 4

N 5 3

B BR 5 5

B8 4 3

3 4 4

Z Ot 13 11
2RTO SIR IE 2. 01 (95%FHE X : 1. 34-2.69) &
72 1g64-RD EMIEE SO FRICBEE L T\,
IgG4-RD 2 M1$um %HéﬂRiB%@Wﬁﬁ
X[ : 1.23-5.83), #ZWr 1 F£LIEICBIT S SIR X

1. 48 (O5%{EHE X[ : 0.99-1.98) L v . FEMIEEIX
I1gG4-RD ZWr 1 FELINICZEiS A Z & RE N EE
Zbhic, AIP IZOWTHRIBROEm TH o7z (&
2) o BRFEIC LT SIR #BH L7, BERRE
RIIEB oo 7oh, FEREIZE L TiX 5. 48 (95%(F
FEXE ¢ 0.11-10. 85) & BV MEM 2T DT,

F2. BUHESAHITHTHEELREL (SIR)

IgG4-RD AIP

SIR 95% Cl SIR 95% Cl
&k 201  1.34-269 | 2.08 1.32-2.85
BB HFIREs | 160  1.07-213 | 171  1.01-2.41
1gG4-RDEZ I
1E LA 3.53 1,23-583 | 391  1.02-6.80
TELIE 148  0.99-1.98 | 1.57  0.90-2.23
—IA R OERBIBMIEGREEE AV, 17T

A R CHERET L, E DORER. 1gG4-RD
%mbfw%nzﬁum bwni@MRD$%

= 0.8

£

ﬂ 0.7

5

o 0.6 . 18G4-RD 95%{EHAEAT LR
E 0.5

1gG4-RD

20

10 15
IAO—FuTER

BN, #2850 E S ES FE(gG4-RD)

SR IRV T
TR,

T EESSERE I IERERE & b2
mﬁﬁﬁﬁv~w ThD 1g64, vI¥EME L2 %
REBEERPEBICEE Th - (£3) .
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3. BEESSHRLECHEES SBIERETF

RS5A—4 EHES(+H) B PiE
1gG4-RDSEE £ 67.6 65.0 0.211
H(8/%) 29/5 90/34 0.194
TERMERR 3.03 2.56 0.054
RFOARERE /%) 26/8 85/39 0.467
BiRE/E) 7126 20/58 0.799
MEE/E) 10/22 36/79 0.834
LT (% /4) 20/14 69/46 0.939
IgG4(mg/d) 749 430 0.005
RIEEEN (1 g/ml) 100 107 0.638
AIL-2R(U/mi) 19.3 22.8 0.229
D. EZE
AHFSE T SIR 72 B QN ERBIE @Er%%4%

mwtﬁfﬁyv4%~%ﬁuiéMﬁ
IgG4-RD (3B T AE L WZREES 5 O &%ﬁ‘
L7z, EAMEEERIAE. %%Ltl%4mﬂﬁ%b
otz 2 &R, 1gG4-RD 221 | E LI B EE
FERENE T &b | 1gG4-RD IINEEFELLEFER O M
BErATDHEELLNT, ? EEREAE R X EM
BB L VA UEREEAT 4 =— % —NERT
EHMORIEZAE U DREEBRECTH D, Ml 164 BN
ENEERER CTARICEE ChoTZ b,
TG4 1IRIEMEA T 4 =— & —DIEMEILICBE 5 LT
FREMENRE 2 bz, LixL, &TO Ig64-RD 23
EMEELZ AL TRV Enb, Eflicbi 5
1BPEARIEIC L AT, ¥ BRI LV eSS o
el kr5m, Y RhE0ERGE L LN, &1
JEIC T LI E R OB & 0 B RIS
B o 728 BRI 1gG4-RD & o B A RIS
THRERE 207, £V KEBERHFFEC 1g64-RD &
e O BEEME 2 FE T A0 Livizeu,
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RER B O S HHREIZFFNCZH Sh T as, 1g64 BIEMERIRA & Te64 BhERRISIT, 13 B L 11 4
DMIIFRZ L AT 2B ST, 1g64 BIEREA Tk, —H ORI IR EME RO 7,

A BB BT, HERmE RS IR IR (25%) & AR
LBV TH B 1e64 EEERICHIT AIER T L 75 (12%) . TgG4 BEMERE(LIEARAS 26 C It B 26 HERE
D ERIFRZ I B 2N D, 25 (T5%) . TgG4 BN IR TR 67%) L B
DA FEERESS (38%) & U LS4 (27%) . Tg64 B
B. WFFEITIE RIS TR IR (84%) & B O i PERE S (26%)
%ﬁ%% g‘;})l E}; 5 201;1 ﬁg‘?gﬁlﬁfﬂ% LY 3G (26%) | TeGd BEIEE Y 2 /S Hige THIMER
I1gG4 P 132 I, 236 J/A % o 2 (75% TR (50% O pE MRS (45% .
12, IgG4 BEENMERIR S 56, IgG4 BEEIEIRA 38, S PEESS (42%) & U L <Ei 4 (32%) . TgC4 BEERS

SE ) S AS JHE 2 Rk , ; b
B e s e R i B S bk (100%) & MBI (679)

¥ G A Hote (M1-3) ,
BWCH SN, ShbcBWT, BEEFE. M STV, Tg64 BIEMERIRSE & Tg64 BIEIRIR
REFERIFT Rl S EE 2B A X IR L RKix, 13 H1& 11 BIAHIRE L 0 BIENc2E s
=, Wiz,
(BRI ~DEE)
T R—=2R WA EIE T, BEE D. B
WITHEICEER LT, 1G4 B SO A PR 2 RATT 5B 1. b
DEWREDEEDA IV —= T OFEE, ED
C. WraeiER REZEMRELTEINCLIVERNIREER
1. 65 {51 (49%) 3L D 164 BHERBR LA LT\, b, BOMBEERERICIIT A Mo 164 BEEE D
fh D> 1gG4 B ER B Z S0 2 HE L, B Om&it L BRI 23%~91% & i XL TS A3, TG4 i
e Tl 42% T, fER (75%~100%) L VKR TH REDBWCL VF V57 4 — 5 NTRE T
o7, M Tg64 fHIL, H ORISR T 491.0 ERRITERICE < 725, ABIFETIE 10 I CHAT &
mg/dl T, R (524.5 mg/d1~979. 0 mg/dl) L v 7= FDG-PET OFTRIT MAEFIE NS L LY
BfECchHo7z (R . A7 vA NIRRIEEICHE R DRI LT, B D tEReg 0 2 EEIC B
R > 82 4] (62%) THIAT = A7z, B MR ZE DA HERIL, BRLIERRE % (53%) . MR
2. I TgG4 fEiE, BE—IHZHF(307. 4 mg/dl) XV JRIE (14%) . U o 3Eige (13%) . 12 RERERRHESE (8%)
BHIRZEN (783, 2 me/dl) TH O NCEIETH Y MRS (T%) 72 ¥ T %, = OFE T FEIRE O 2
(p<0. 01) . 2 JRZEHI T 655. 2 mg/dl. 3 FZH T 930. 9 DR VMRS 4 WA BET 2 BV KIC S Eh
mg/dl, 4 JRZELL T 976. 6 mg/dl Th-o7- (F 2), TV B, TEBABE $22 138 P DR D ARIEIC &
3. ENEND 1g64 BEEBIZB W TAIF LT W BEHER EDEELZ T 50T, SEIOFHETIET

40



ERAEE B2 D H OB 1g64 BEETE/LIENRE 20> b
A L7z,

TG4 BEEERIALAE IR 250 1G4 B EEHRA D B
FIEFNIHmTH D EBESNTOER, AFETH
1G4 BEERE(L AR 5 D 75% & 1G4 B BB R4
FIS B E AR 2 & 0F L T e, 1gG4 BHEME
WRHRAE & 1G4 BRERNRSS 1L, FEK Mikulicz i & IR
EhTam, AHT2EERE N, £, &8
TED 1gG4 BE Y A Hig Tl MERIRAK & RIS
DELIRCAHF LI EBESNTWS,

%< O 1g64 BIER B O A IHR LI RREIZ 21
EN TV, Tg64 BB RS & Te64 B #IRAR
HKid, MIRE LY LN SN B 603 %0 -7,
TgG4 BB BRI IETEME I TEE T A RREMEDS H V) |
£ % DIR B D IEFEFFI XM TV A AR A &
FIREIIRENLES CRE & 50T, BIERL
RS nNAAEEERE 2 b5,

IgG4 BHEZ B G, K CHEERE LR D, —
EROA DRI IR B EE 2 R 7o,

F. ARG
7L

G. WFzEIE
1. W3
L
2. FRFEK
L

H SNEORIREEMED HEE « BREIRTL
(FrEEET)

LBEHFERS L

2. EAHERGE 2L

3. FoM pL

K1 FlEBEEHRE

IpG4RaE
RARs WY e BB
AIP ﬁggg& R WEIRAE ‘/’;ﬁ; ;?ﬂ}: wg H}: 554
(n=85) (n=12) (n=38) (n=56) (o (n=19) (n=6)
SRR
# 49 3 3 7 2 2 0
ik 36 9 35 49 18 17 6
M | 17 6 16 24 2 6 1
wE |13 2 10 15 9 6 2
AR 4 1 8 8 5 3 2
sk 1 0 1 1 1 1 0
oHase 1 0 0 1 1 1 1
BEen | 42 75 92 88 90 89 100
B 1 4910 5680 7248 8213 979.0  769.1 5245
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£2. BHHREHEM PG, IgGHE

BT (B | 2R | 3T | 24mE| plE

n 67 65 36 ¢ 19 110 ns

18G 1 5003.6 | 2330.6 | 2190.9 | 24328 | 26442 | ns
(mg/dl) H i

18G4 | 3074 | 7832 | 6552 | 9309 | 9766 |<0.01
(mg/d) : ;

1. BCREERX MRS DOBR

IeGAB BT RE

2. IgGABSEME R IR X Lt fifizs & DB R




RAET BB AT EEEE EHBIEREERLITEER)
EREEGHARE (EBHA)

[gG4 BERBICEITAATOA FERBEEREDRELEL [FNa ICEHT S8R

HAEEE S w8 ALURESRZEFIES - 0 - VU~ TFRBERE R
WEWH 1 WA oA ARERRFEFRELS - RE - Vv~ T RBRERE  B#
MRS

TgG4 BER B O EME AFIEITIZ, A7 A RIBERE—BIRTHLI0, A7 24 REXRREEEFLDOFAE
NEFREEND, 5 FTIC 1g64 BERBIZBIT S AT 04 FERBVEEELORAERIIHRFT STV ARWNE
B, T HITSBHER 2 BRI B X IS Ln, £ EFERRAICEAEN TR S5 IFN B O B R 5hE
ST DFB % 164 BEE B O E T IR AT Uiz, 164 BIEBR B TITN 3 BIOER TAT 1A RHEEKER
FUHEEF DR A L3R, 164 BAER B O T IRMARRIZ L,
A FERBREEEXOBEIZI NS TOBEENEESIL, AT a4 FERREEELRETHOZDO

B T VRIS 3 R X iz,

IFNo & TLR7 OFEBENRTLE L T, AT 2

A. WHEEBRH
BITE. 1G4 BA#¥E . (1gG4-RD) D E R AL
LLT, A7 uaA FIRENPREIRSNS, LMLXA

T A FERIC L DRWERIZR L The i3k <,

FRIZAT v A RMERBRESHESE (G-AVN) X LIXL
IWEANTESERT BT L EEREEFEZOD
— DT 5B, 1g64-RD IZ331F 5 G-AVN DI 1T
B S TIE20n A, YcoRFERELE 251t
YT h—F A (SLE) &[REEIZ 1gG4-RD I
G-AVN 2SRBR &N B = L b AR EEIZ >\
THFBA LT,

SLE DJRETIL., A & —T7 =z (IFN) o 2
FREDOH LI RE EZH > TVWDZ EBNmb6NT
WAD, IEE, GANIZBWT G, SR E v
AT L D, AT uAf FRkEREGEEHZD IFNa %
FYUS LT AN G-AN OFEICEEST 5 -
MREBENTWS (Okazaki S, Rheumatol Int,
33: 51, 2013, TeradaK, Lab Invest, 92: 1318,
2012, ) , £ Z T4IE], IgG4-RD 28115 G-AVN
FERE M) v T HRE L RRETT S &
& Bz, IgG4-RD DYFEEEIZ SLE & [k, IFNo DR
EREEEINDZ &N 1gG4-RD DA T RAHAR %
FAWT IFNa ®° IFNa OFBEICEDLL LSR5
Toll-like receptor (TLR) DIEELIZDVNTHIETL
Y

B. #HFEHIE

2001 £ 4 A6 2012486 B3ZIc YR TATm
A4 FREESE (RTFuaA RV REE, 037
U=y o5 35 mg/HEL L) Z#FEmLY ¥
<~ FVEZRER 144 5] (5 B 1gG4-RD 25 i) & xf5 &
L. ¥5 3 »H#%IZ MRI T G-AVN AEDFEL Y
PRI BHI IV CHE Lz, WIZ 1gG4-RD BETF
MR, R E LTy =— 2 VU GEERE (SS) /NEERR
RRE- 5 A=mAIZ % LCHT IFN« . TLR7. TLRY Hiffl
2% 5EhE L7,
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(fw R ~ D)
BRI, ALIRER R MR RPTRR R AT JE i
BEoARBzR/ T, EiLl,

C. HFoERER

(1) HFEEBIZRBT D AN O34 E

G-AVN 3841 144 Flh 55 FIICERD vz, KEER]
DFERIL, SLE 61, 0%, SS60, 0%, IMEHK 37,
5%, IgG4-RD 28, 0% TH o7,

(2) WEEIRAEHRIZET D IFNa » TLR7 « TLR9 &
3,

IgG4-RD BA TR, SS /NEERIEAR & HiZ, sy
B LY RIEMIREOROESIZ IFN e DOFEH
ZER T, F7- Tg64-RD TIE TLR7 S AN % &8
FEEIZEE 5 —J5, TLRY BEMIILHER Sz
72 —77. SS TIX TLR7 « TLRY FH M T b4
BHEEII,

D. E&
SEOMENT LV | Ig64-RD D G-AVN F& 4 R13H
SENEHLTORIFT NI EWNHR L, 7272 L,
SLEIZBWTIEELIZEETHY . I NHDOFRAESE
IEEEFEOREICH L THLNIEETHY, 0
MO ERLCHEBEMEICE L CIIBRENKRETH D &
Bbhi,
G-AVN X Ui UIE R ARy 7 B E s REREE S & 72 B
T, ATnA RREREOEERES L LCEIFE
W OFEREEZZR L2 0ERe 520, FHEE
BEED AT 04 FBERERS TIHBERRA T
& 87y (Wing PC. Spinal Cord. 36: 633, 1998.)
Z b Okazaki HIXERIZH DIBHERIEIZE B
Lz, EEE, BMERTII, AT o4 FEHRKRE
TIXEERE - 53, TLRs U H v RERERAT 0
A REERELEBAIZOR, BEREELRAME
EDO FENEE SN, G-AVN OFREIZITEREEZR



DEMAAERMLETCHDI ENTRBEINTND
(Okazaki S, et al. Lab Invest. 95: 92-99,
2015.) o —¥IT. TLR 37 F /v ZiEM L S0k
RRICAT A FREREZITY & KEETA B
oA CEEEFE ST DH NFkB O BB
down-regulate Siv, I # IFN EEAZE S IRF7 @
ITFNDHBNPEEFET D, TDT EE G-AVN D
FAFIRBORERFTO IFNo OB5IRIEX
TV B, Tg64-RD 12BN C b B ERIC G-AVN B3 22
N END IgG4RDITBITE HRGBIEZRDA
WHBEE ST, AlE, 1g64-RD DOMERARFERKIZ I
W TLR7, IFNa DSRWEBND L i—F,
RO B MEMERIRS & 7RSS CILBIER S Lo
7-Z &b, TLR7 & IFNo DFEIETTHENL 1gG4-RD
RS THE I ENRBENE, Zhb
DEIR, LY 1gG4-RD 12T B RFIE DA
W OFEEIRIE ST,

IgG4-RD T Ui LIX B AREMHI BB S, £7
ERTHA~DEELZ LW Eb, B R
T uA NERIZ X 5B ANITHEBN 2B 2 5
bbb, L, 1g64-RD DRHBEFIOEME &
BT, RN N OBRIE S R A 7 AR &
B4 A5 LRHEREIN>2H 5 (Shimizu ¥, et al.
Rheumatology (Oxford). 52: 679-83, 2013.) ,
7272 U, G-AVN 13E DR A & FE5E T 0 R e 0>
b, AT aA FERICBITAHIBERFD 1 &4
> TW5B, 1g64-RD IZ81F B G-AVN ORAEIZH BA
R DOTLER B o TV A AEEE 5, G-AVN
FEEDF - 728 AR E T & | LV 24T 1g64-RD
WCBWTARTaA REEATE AREENTIN
7.

E. f&#h

AT a4 FIgE%., 1g64-RD TII 3 BIOEFIZ
G-AVN DFEA %38 T, 1g64-RD 21T 5 G-AVN D
FEAEIX, AT aA Rz, TLR7T BE O IFN«
DOFBITLHENEE 57 2 FREM: L U  G-AVN Z4 85
DOFT-IRIRFIEN E LTEERT D Z LRI
o
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F. fEREfabRiEH
L

G. WFIEFEE

1. FmCHE

2L

2. HEFEFE

D WA, REFH, BKIELL, SARMET,
mAREER, EfEs, BARARAL 1gG4 BaEER
BIZBI A AT v 4 FERIESEESEOFA
L IFNa OBE5ORKE. 59 B AARY U<F
poRS - BIRELS 2015, 4. 23-25, L HE
(F7E)

H ZE9EEMED B - BeRRE
(FREEZET)

1. RFEF LS

2L

2. EHB R &

L

3. F D

L



RAEGEBFEM LR EHEEREEA L EESE)
EREEBRARE CGEHHER)

[gG4-BREMIRBRBDAREFRICEAT SR

W T
A 2

/e
SR 515/
BfeE ET
g ER
IR i

HAYREE
Wroet &

BIIRPAREEHE Y 5 —
(BN RZFELE NP — R )
(KIRRFSLIERER T L VX —F & —TF LAX —NE)
(AR R AR B R S SR R SR N R )
(ERKE BIR R & PR
(REPRFRFBTE LRI RSN R )

(R & RImbeiiE)

MR

MEEE

IgG4 FREBIL, & 1e64 MUJE & 3£, 285 D@ ERORKE. BEEMERE 2RO, MBI T v o3Ek,
IgG4 IBHTEMIAOE LWRE L BN E L RBLEEESIN TV, BRI, MEER, FEhE, #EE, &
ik, BISZAR. U %, R EIOREERD DI ENZVN, FRGBICHLREEZRO A ER’H D, L,
BRI PR 25 1T, T« WERR D L R CRE DR R E . BEFTRNBER TH D Z L abi vz
W, FOREEZED-E2FITFDITHONTIZINTWARY, AR TIE., & L CAEZHERICLV?
Wr S 7= TeG4 BEER B O EHREZIC OV T, FOIREE L IBEICOW TR 21T 7, & BIT 1G4 BEHERE
W SRR EE S WL W UORE & TROMBIT 21T o7,

A, BFEEB

TgG4 BIERB DML EREIX, mlE. B
3L, & IeG M, & 164 ffE & & HiT, Wi
AL Tt RERRP Y o EE R XBEDEE
KEXMEROEE, HEittiay, REEREZL
ERERELZRDAIZERMEN TS, LavL,
ZOWBRBEICEAL UL, +oEiranTtni
WV, FZC, AT, 1g64 BEEMR IR B D
BEOREERLIZ B E L, Tg64 BEIRE
AR EAE 2011 IS TR S, MR ERE D
HAEMNZHOWT, FOBEKRFTR - BERR - X
Faf RKEEORIGH « BLOF#&IZHOWVWT, #
FRAEEIT o7, Fio, FICKRE SN 1g64
REE R 2R B W R E R W FEERET Sz
JEFIZDOWTORT A RIBEORIGHE &P %
WL,

B. #WFFEHIE

FILKE, BXOEASEE EEMER B SRR
oesEsE  [1gG4 BIER B O DR EIET IR
fastomEei = B Lot BE (FEFEH) | B4
FEBE LR (AR EEEZERLEE
%) T1gG4 BEEER B OFRIRIREEMA & FTRTEHEIE
FeSLICBES A58 BE (ZF4RID) \CBEET Ak
WCHRWT, MEEEIREDORBRN H D TEHEFHR S
15 7 IR 2592 BEUIE
DT — & BT L,

(R ERE ~DELE)

AFELE LURFHRBEELZBSIIBIT 57K
PETIThh .,

C. WF3ERER
1) BEERELIGEDERE
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TgG4 BEE IR BB oD NI 25E B 77 1 % fdT L 7=,
WEIX, BE 59%EM. Lotk 18 SER]. SR
6512 TH o T,

HIRERE A DML 66 B (85. 7%) IZFBH B,

FEIR ERR S & Bk < IREREEEIL, B 1.2, BER
PENIRR BRAE DA 12 B, R SR + 1R
BE 39 6, FPRERAE 2 IBEEE 20 f, FE
WEIR A +3 EeREELL L 6Bl ThHoTn, £
Eliggn s, ETRED U IXREER - TR
36 B (47%) . B oOerEtEREEsR 29 41 (38%) | M
BEHEEL - BE 12461 (16%) . BEEGHEE S
Bl (10%) THh-o7z,
WP R I IyE 16 3720 mg/d1 . MiLJE 1gG4 1334
mg/dl, CRP 1.47 mg/dl Th o7, FI-IKMEIML
FEWE 52% (26/50 FEGI) 258D B, EOFHIH
&AL 27.5 U/ml TH o7z,

77 PR AIREIE, BRBBEOA 154l X

ToA RiEE 57 B, 27 a4 RiFE+H IL-6
PuREs 16, A7 oA RIEE+FREHAl 3
B, SAERIEIEE 1 HITho T,
RO B ELmIZ31. 7£34.2 » HTH O | E
FOTFHIE, AH 6 il BIUOREF OEMEEER
FIE 2 &R &, HE 61/69 f (88.4%) . A
= 4 (5.8%) . Efk 3% (4.3%) . ThHo
.

2) TgG4 BEEEIY 2R BB DB W vE 2 I T 4508
Iz X BREMT

JEA T EE EE R B EURI R ¥ 164
RESELE FR D B2 M AL YE T DN TRIETR S DS & B 45
U7-Fge) BE (FEERE) B L OEAFER R



HHiE (EHRMRBERIIEEE) 1564 B
ERBICBE T 2 FEMSE) BE (H24-25 4R T
BE) DOFEREASREIC LV EES T [Tg64 BEE
MR R R OB EE (B NS
201554 (19:129-131) 2LV, FERERHRE 77 FEH]
D ESFE LT,

FORER. TeEDZH AT 4. HEREZ 23 B, B
2 THIChot, TORERICE ST MEBWE
B 47 FNZDONWT, DT EFRE LIZRER. 7
B 5 PlaRVT, BE  39/42 61 (92.9%) .
RE 24, B 1l Tholz, WEBEFDOIEE
R, A7 a4 FElEE 326l A7 oA RNl
+ A 2 R EEE S Th ol £,
A2 EF, B 1EFIE, WL ERETO
FREEsTH o,

LR eI DB D 12 BRI HRET LT & T A, T
2 6. B2 6fITHY. HER 6 FlIOTHRIL
WE 3 (&FATaA RRE) . AL 1G] (&
RIFE) Bl (g FH1FITH o7,
BRSO, 2 PIEMEEOMRE (HFF 1
B, BB 16 2RO b,

D. E£

TgG4 BER B O MEIR R 28 1E, B Otk
0 1gG4 BEEEFR O 717 4 — /L EEUL, &
EOBMIZZ B DO BN, EERENRCIEE
IgG IMAE. B 1gG4 IMfE % fEV | RIERSIZZ L <,
BEMAMEZAE T S 52 EBBENT,
%77 1G4 BEENEIY 2R BB T R YE A W T FRE RS
WHEGI DO AT v A REHRITEDD TEWEER
LT,

—F AT A RELEHOBELE N 2 EF - 7=
(oW YENFECIT, YERER 11, B2 1 1) .
TG E MR &0 PRERETH D | 1564
RS R B A HE T DL ORREE BT A FTREMEDS

R EN T, F TR EIR D 2 WIE ORBENICIL,

BMRBOGIHOERNLELEZ G,

E. #5w

FR BB 2SI BV CiE, BRI LA EER
Bl o274 FEIGHETBEFCTH D Z &3
L7,

A1%0T, TG4 BEENL SRR B UL FH T
MR g A A L, 72V I R ST
HERBDBD EEBZONT,

F. [EREfGRRE®
iz L

G. WK

1. WCFER

1) Mizushima I, Inoue D, Motohisa Yamamoto M,
Yamada K, Takako Saeki T, Ubara Y, Matsui
S, Masaki Y, Wada T, Kasashima S, Harada K,
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Takahashi H, Notohara K, Nakanuma Y,
Umehara H, Yamagishi M and Kawano M.
Clinical course after corticosteroid
therapy in IgG4-related
aortitis/periaortitis and periarteritis: a
retrospective multicenter study. Arthritis
research & Therapy. 2014; 16: R156.

2. BRER

1) Matsui S, Tokui K, Okazawa S, Kambara K,
Inomata M, Suzuki K, Yamada T, Miwa T,
Hayashi R, Tobe K. Allergic manifestations
in IgG4-related disease. ATS 2014
International Conference; 2014 May 17-21;
San Diego.

2) Waseda Y, Matsui S, Yamada K, Watanabe S,
Itho K, Matsunuma R, Takato H, Kawano M,
Kasahara K. Evaluation of Lung Lesions in
LATYS% Mutant Mice ~Are They recognized as
the models of IgG4 related lung disease?”.
ERS annual congress 2014; 2014 Sep 6-10;
Munich

3)  IFRET, 1G4 BEEEREIY ZRIRE. B 26 BIHER
U v~ I 2014 Aug 30 ;5 HiR.

4)  WERET, AR B R BTES, RRHEE
T, FEmMZ, ZWEESE, AR, I1g64 B
IR SR B OB R, F 23 EAARY = —
7V B R FANES ; 2014 Sep 12-13
FIR.

5) [LEFIfE, BREET, BHEZ, ELHS,
PGS, MEEZ, JIBPFREL, IRFEFET. 1G4
BB TS L~ U RADMES ~Lat Y136F
knock-in = 7 X DFHRE DM ~. 55 23 [A]
AARY = —7 U UEFEHFPSFES ; 2014
Sep 12-13 ; EIF.

6) MAIFET. 1gG4 BRI ZRER B OZMTIZ DOV
T. B3 BEIAARY Lo, F— R /AN
FREESE ;2014 Nov 2 ; HR.

7 A P, RRERRE, EHNEE,
milERs, SRR, MBS,
w—3%, fEMEsE, AMREWR, )L I,
HIEHAE, RS, I R, AT
TgG4 BEELER B D IER AR ZS & BAL &1 b
HARE—FNaf F— AL DOHE—.
%34 EHAY LA R— R/ PNZFEEREE
2425 2014 Nov 2 ; ¥7i8.

Mg,
FAREN,

Ho iR EEME O HIRE - BakiRit
(FEZET)

1 kPR

7L

2. EFIHRB R

7L



3. =Dk
L
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BT BRI AR, (EHRER R LITFE S 3E)
EREEGHARARE CEBERE)

1G4 B EBRRICELULRAEHERET REFSIZPDLEFrY R TR 3 BIDRE

HYEMEE Y i @RKEMBEREED v~F - BERAR A
WoE A% LE AR ERKRERFEREEREER S IR aER IRIE R JERE R RN
KB GHNER &RREHBEREE D U~ F - BEBEAR

MREE

ZHlMER v v R L (MCD) WX ENRBEMEY COoBEREMERBCH DN, & Iga MAE L, U 3z &
DRI eG4 HIEREMNE (I1g64+PC) BFEEZROIBNH 0 . MBFHIFT RO A TIL 164 BELEE SR
(IgG4-RD) & DEERIMEEE2FIH B 5. MCD OBFARFT AT I o4 R— ARKE T, RAEREERR
(TIN) b 6. 3%REIZHMEIN TV AN, Bk ~D Ig64+PCEEIX Z N E TITHFT S TV, Fa i,
TIN 2££9 . U L SfEiAR C2K S MCD 3 FllC W THRET L7=. 3 il & &5 1gG4 MfE. BHgRefEE.
REHEZE L, BAEMKRTEED 1g64+PC (O50/HPF) %5 TIN 258073 il & HiR#EbicZ L< . FEI
BRI 22 KR A 380, 2 BlIRIEA B 2. 1 FIIBEE I EE 23R -, R ERITER D e v o 2. 1
IEAV X7 LA A RO T2, 2 FIIRERIBRIC R E R BE 2RO 0o 7= B L 2B < & ¢G4 BEEE R
55 (1gG4-RKD) DIEHEAEF /- L7=. 3Bl & b AT oA FIZEHMET, 2HE F U X<=F 209 b 1 HIILE
blzvrmpRA7y L RRUYF U7 20 L, RIERISOBEHEOUWE LT D72, 1g64-RKD 3£ D
TgG4+PC B A £ 5 TIN 2SH#AHITH A B3, MCD 1 TgG4-RKD [Tl L7-BURZE L 2 L 9 5. IgG4-RD IZJEEI L
THEBEATRZA L Ch, REMS LA T ua FEFEOSRE, MR R & BERPT R %2 & 18T MCD
%8RI B LB D RIS ST,

A. BFFEERY b GIcZ U< BEICESF AR IOEMIR

ZHMER v v A< fF (MCD) OBYRE & MERDT. 2 FNIHEELE L, 1 B REE I EE
1gG4 BN (1gG4-RKD) & DL & F Dk Z R 7. 1gG4+PC 2L 88. 3/HPF (50-161
BINZB LT, YR CTOEMT —& & AV -CREd /HPF) T, £ 1g64/CD138 1 39. 8% (32. 0-55. 2%)
B. ' 7ot HRERIIFR D o I LRI A X

LIETE 2RO T8 2 PITARERIKIC R 2 B E 2R
B. W5 E WD iphyo T wMEHURE TIIRE S v 7 ) R0H
WMEE TR S 72 MCD 3 BIDEER T — & . & OB IO R BEIZ3HE b AT 1
ARTH O NI MRE O LEE (HE, PAS, PAM, ~» Y/ A RizigEhiEc, b U A= 20H L= 16X
YR - AYefh) | fpiEYets (I1gG4, CD138 Y EBIZVIZuRATy I FRY X ~7 20
) PR &% AT LT, L. RIEKGSEHREOUELRD .
C. WroeksR D. B

SEFNI B 1 FI, £tk 2 BT, FHERIT61.0 MCD DR ZE1E TgGA+PC 1218 % £ 5 plasma
% (53-66m%) Th-o7-. 36 &I o FHik cell-richZZTINZE L 95 Z L Z/R L7 /& 1gG4
BCHREMER X v v 2L R BTSN MAE ZREFE L. MRS R L LLS X
7. PET-CT $RZ T FDG DEMEA T HLH Y > 8 1gG4-RKD D Wi HE 23 7= L 72, ToGA+PC BB % 1k
HIENR % 788 MCD & 2l S 7z, 341 L &1 iE CRP 5 plasma cell-rich 72 TIN |& ANCA BEE I & 4% 72
L IL-6 D ERZFRD {4 FH 9. 8mg/dl (5.4-16.9 ETHIE S, Tg64-RKD IZIE R TR TId
mg/dl) . 47.3 pg/ml (13-113 pg/ml) } . /& IgG4 WS, BRI AR X T SOREMIERIRE &V D TgG4-RKD
MfE 2 FEfE U7 {4 1g64 615 mg/dl (235-987 DOFFENIFT B % P EE - B o EITZ L.
mg/dl) | Y5 1g64/1gG 11.6% (4.9-22.4%) } . FEAR SR IR ME L 23 MCD 12 81) B plasma
(AR A I IEI1ZER 6D 72 3o -, B REREE {8 i 1% cell-rich TIN & IgG4-RKD & DEERNZHEH TH-o
Cr 1.33mg/dl (0.99-1. 96 mg/dl) . £ eGFR 38. 3 7.
ml/minl. 73m® (28-44 m1/min/1.73 m®) } &JRIRZE ZHETMCD T 164 MEHFERE L, U >3
BE CEHREE 2.3 g/gCr (0.76-5.1 g/gCr) | i Wi, FREIC IgG4+PC IR AR B PG &
MR&H Y, FERH B2MG 41143 ng/ml Ao, HERREEAYET R D 72 TiE 1gG4-RD & DEERIRA
(18358-69077 ng/ml) . YR NAG 35.1 IU/1 BETh D L SNTWS. SEOBE T, MCD 12
(16.3-52.4 1U/1) } %ZFBO. BEMRTIX3IflL TH IgG4-RD IZIEFIZHEL LT R 2 255
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ZENHL L R,

—F . REKGD EFH0, 27 a4 FEFMHED
B & W o - BEFRFT AL IgG4-RD £V % MCD %54
< ZHFp U7, Ig6G4-RD & MCD DEERINZ ITHEAR S rPT
B LBRFRE 2 8 TRETANERH D &
EZx b,

E.

MCD D BHRZE 1L 1gG4-RKD 123l U 7= B A% T F. %
2L 9 5. KIERG LA T oA MR & W
> T HRERPT L & M0 FT R 2 &8 T MCD % 88
BT HHNERDS.

F. REFEfERRIF®R
7L

G. WFFERE
1. FmXCHEE
N g e SN

2. FPRBER

1) Takeshi Zoshima, Kazunori Yamada,
Mitsuhiro Kawano. A Case of Multicentric
Castleman’ s Disease with IgG4 Related
Disease Like Multiorgan Lesions Including
Tubulointerstitial Nephritis. ASN 2014.
Philadelphia. Nov.11-16, 2014

H ZB9RBEME D HHEE - &R
(FrEEZET)
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2. EREREG
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RAETBFE RS EHntREEEMIIESESE)
LREEBRRRE CEBHEHE)

IgG4 BEERBD Y YF T TEMEERERO 70O FaJLIER

B EEE =#% R EESREFERERLE SR N R R R R R g 5 - HR
HYETE  EHE T AR RFERFEPLE MR AR EEEEReE S BePNEED
MEEE :

IgG4 BEEEE (IgG4-RD) DIREIITHEE~BHAEXRT oA RRRIT 08, FREINE . BRCR
TuA REEHILEBREIND, SEARBEERENRSZVWI ENLRAT A ROEMEEIZL2E81EH
bhRERMBEL 2D, HIBE - BRENIET 5 U Y X~ 7T OFENENS CTIRE SNTWA R, JE
BIREDLDEP D —2A ) =Rz EFED, WEFZET R E LTI TIEWRW, KFgET
HRENCB T D EEN AT a4 RIEEICERT 28R I ORI ZGRE LT, VYX<T (B
CD20 PiiK) 12 & 2 B MEREREDOEIIE L BEFE M T A58 e ba v ER L, 4% 71 k
2L brushup Z XV | AHFZEHED 548k % 8 L OV A fiiak C3IR Al ge /e BE R 8RR & B89,

A. WFZEEB

IgG4 BEER 2B (IgG4-related disease: [gG4-RD) 14,
% 1gG4 BEE LA & . WERFT~D 1gG4 GHERE
AEFEIRE & R & 9 5 R AR B D i e 5 AR
Thd, WRIZEIFEE~GHEAT 24 RBEDY
TLH, GEARETHY BMERZN LD R
TuaA FOEHBESICLLEIER b RE2MEE 22
%, HERE - FRABNCHT B U Y v~ T ORE
DEPICHE SN TV DR, EFHE 35 D
=AY =X EEY, WEEZETUREL
THESL S FUTIXWV Ly,

AHFIE CITIERER R T 1 4 NIRRICIEPL 2 84
FBIOFERMZSHE LT, VYISV~ T (T
CD20 $iff) 12 L% B MiflabrEFEEOFNIE L Ze
HERET AT e N VA ER L. AFZEEED
SRR X O ik CEMEERBREITH Z &
FERET D,

B. #gEHE

AEREEIL, 1gG4-RD OEEZKrEYES /2138 5
FEMEER D R 2 L, EHE R T 11 RIRE
IR 2 EREHIE L ORI 2 g L LT, F7z
HRIESNTET B U YR~ (Bl CD20 Hifk) i
£ 2 B HiaBRBEIE DG ONE & RRFEREFHT 20
7o haVEEERT 5,

(fEEA~DERE)

7'r 3 VRFESLTIE, PMDA L OFEF, kT
BIE ##RC, WreEMRE L OB ik ic ks
175 IRB OFRBA #1585,
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C. HFEmE
REHERIOEY . TG4 BIERE - VYo~

Ll EEREMITERR () | 2FER L.
ZOEFIX, UTO®HY THD,

DAOT — L% H TSI EEMR (open-label) HET
b5,

2) HEAMEE I ERMED 1gG4-RD HBE TR
ONWTHAZITHY, VYR o~=T7REOHEERL

Biplz) X~ TkEHE R B . HELE),
o To Pl & PEATRIERE (CHE) 2BV 1T 5,

3) Uk EERE REB) 235612, 2 HiEE

BERX2 1) & 4 EFREHE (RX4 #) ZHIY 47 5,

B (iR B BRI CTEEAET B,

4) PESRIREREE (CHE) 28Dz, A7 nA FEHHEE

B (C1 B B mBlgormsE (C2 #) ZHIV
5, BRITEYEICERONS, Cl#X, BIZEE
FORTaA NEEZBET, C2BITHRITHDOA
T aA NXEOE FIZRZEIHZE (AZP, MTX, MZR,

CsA, CPA, TAC) % add on 95, SoyEf|3DTELE
DOFBPUIH Y EIZER DD,

S)BEERIE X, &EF 10 H19°o, &40 HlEFET
5,

6)EHET L RARA |k

OEfRERE

QBB A 12 AR OBERNII T D EfRR e
FF

DEIRT Y RBRA > b

OEFESR WERFEORIE, BEFOREREDOEL,



RYRE, BEESE, BB R Y) oRE
@AT A R« 27 Y TR ((BEMN6 » A
BIrORPA#BORT oA FiEE5E)

D.BE

Jwdy<7 (JURHPe) %A FRE CD20
E/7ua—FAHERTHY, YW BHMIEY L oRED
TRIEELE LCHEINEN, T0%IESEREE
PR BIZ GBS IR R X, DM E TIEEIRE
ANCA BEEEIM & 7%, BN R Y MR &
HHAMER 7 o — PEREIC A EFFIC L 0 BEENR
Al &Nz, WSV CIRBEE Y U FIC bSO D
NTWBEHR, DBETOESIER,

IgG4-RD lZxt LTh, EWNA L0 EIRE - B

AT DY XU T DREYERRE SN TNDD

EFIRESCOEB O r—2 Y =Xz D, W
F7ZRCT I AT TRV,

ZOWRT v b anERRIZESI G, KEND A K
EENRBROA 7 7 =N IR, FORARIE 1=
ER DL sk 4R 77 R (Double dummy) —
HEMRE LHERBR] ThV . RIFED IgG4-RD BE
IR wT 2T u Al REEESICED 1T
(BEVWO7Z7eRaeHn5d) | 1| BHOEFEA -
HEREER T VWS D Tho7z, LML, Fi#
BE~NDE BREL LI Y U~TEHNE L
WwWorm handt BROEEEZLOIESEDE
Wi Ens, baETZO7 v b aidZi AR
TeWeTH2EANEL, bBEREOY 1 hark
BT 22 & & Lz,

St%. 207 a ha)LFED brushup %Y . PMDA
EDOMBERT, BT m ha L EgEREE,
IRB OEAREZHC, EMMFEERE BET TETH
Do
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E. #5758
AT aA REEVEYE « BRMED 1gG4-RD 295 U
VXU OEMEEERR 0 b aVEEER LT,
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(&kl) IsG4ERERA - VYX o ~T7 LRt EREMTEEERR 0 barg

20150311Ver.1.0 it

1. H#Y

IgG4 BEE R BT 1gG4 BB (IgG4-related disease: IgG4-RD) 1. MIE 1gG4 RE LH L. WERFT~D
IgG4 IBMHERE MR 2 & T2 R AH O 2 lgesm iR E Th 5, HEBRTIE, A7 A RRRED)
THN, BSERETHY, BRENRZVWIEDbAT A FORMBSICLARIER bR RMEL 2D,
BRG] - BRRBNCHT 2 ) VX U T OFMERERNSA THRE SN THDEDR, WEEZET A& UTHE
STV,

BEERN AT oA NRRIZIEGTT 28600 LOBREl 244 L LTI VxR <7 (HiLCD20 Hifk) 12X % B
MR ERE DB IME L B RETT A5 7 0 ha B ERR L. AFFFEHEOHMEER R L O EsE ©
EREERREITO BN LT 5,

2. XGBRE

PUTFD D~3)DFT X TEed ., &oWmsed - BhEVIFET 2R @bt o Bk,

1) IgG4 BRERE (IgG4-RD) @52 WrAYE (Umehara, Mod Rheum 22:21-30, 2012) %7213 H CsaEMERES
DY (B ARRERES - B AT A ERR BICRT AIRAHIZEEE, 2011 4F) Ik W EERZ B s vz
B,

2) OBEBFEDO AT uA MEE (B 1) 2 4BEMUEAWTSEMRECELRVES (EF) . 203
QBEFDOATa A Nk (R 1) % 4 BB ERWCTEMR U723 I OB EEL i S 2 2o
ToBE (BB .

3) (oM EEYE) DIT 2R CE 2 8E, OV VX ~THREREND D BE, OIESHIEOBRIYEL ST 5
B, OBEMREZEET 2838, OREMEHBY Bz 2%,

CEIEDATaA NEE (&R 1) CTLEOREEZH-SIEIL, BRCEERBEIORT ol REEZ{T-T
WTHEMNEDRUY,

- EIHEOHAN D - ThE b, SEMHHEIT) Y F T RERFIIFILET D,

3. BEDOE Y

DA4FEDT — L% H T HHEMR (open-label) RERTH 5,

2) BEVRMEE T2 I I EIRME D 1gG4-RD BB ICARTEBRIZ DWW TRAZ 1TV, )/%/v7&5®5m% e =y
UV THRERE RE) . FLEURDo B2 RERIBERE (CE) ZEHIY 1T 5,

3) VYR TEREGE R 2351 2@&%#(@@%)&4@&5#(mmﬁ) BT 5,
0T I PR B TR ALY B,

4) PRI (CH#E) 236l A7 uA REEER (C1E) &aBSmiEsEstHRE (C28) KRV i35,
BT Y E] %m%ma&nﬁm\%L%f®XTm4%%&<%l)%ﬁfﬁmﬁnﬁmﬁﬁ¢@xT
A RIXEOE FICREMHIE (AZP, MTX, MZR, CsA, CPA, TAC) % add on ¢ %, S SRofEE D%
RITEYEICER BN D,

4. ¥BEFa ban

D LYRAr

DR — UUFi w7 1 a—R(25& 500 mg/m* il X2 E, 6 0AEFHICEH4 2 —2
DRX4BE — VUVXi<=7 1 a—R|Zo& 500 mgm’i#l X4 B, 6 AMIZE 42—
Cl#f — BEFORTaA NEE (F1) OFET

d)C2 8t — SEHIEE (AZP, MTX, MZR, CsA, CPA, TAC) @ add on

2) 1RBRBRAAGETIC RIEIHI I 2 OFH L TV cigE O30k 5 7 1 b =v
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A)RX2 B - RX4BE : VYR~ T 25T HRICBEFEOREMGIZEKE FIET 5,

b)ClEE : AT A F% 0.6 mg/kg/day (ZH &7 5 RFICBEFORBEMEIEEL P IET 5,

¢) C2 B : HROREMFIE L add on T B EHZEEFOREMHIEEZ P I+ (=010 5) |
IIRX2EE-RX4FE - C2BEDRTF A RS T2 hany

BATHFORAT O A RIZZEDOEFICY VI~ T 00 MH#E%S addon 75, A7 a4 FEREEX, &
PRAEIR, MK - BRI Z A 7208 DT 5, B EITHYEICERONEN, K2 D EREFLZ L,
4) SEMEIEROTE 70 han (C2#)

SHMEE OREREBICER SN FECET L, EFEEORBIHEYEICIZRLND,
5) Bl L BlERER

a) TBERIT A, 24 AR QFERM) BT 5,

b) MARTE ., MAE 4 BEIZ, BEEEROFME MRKRE « MEREEZIT O, 12 »A%~24 »AKITS
HE LT 5,

¢) SMARTE, MAK 6 NAMEIC, BEEBE (=2— - CT MRl X#2E) 2175, 1gG4-RD DE < IE
BEIIBRERE 2T 5720, ZTOBHNCGE L-ESRREL®RINT D,

d) TRIE - MRS WME T 72 K OMREREE 2 AT 26 Tlk. MARTE . A 6 A EICEY T A ERE S
179,

6) EMEEAOIM (12 22A%~24 A% D 1 4E/)

AIERO T RRA » ML 12 D ABORERTIT O, 12 0A%~24 A% O 1 FRIL, RX2 # - RX4
BEZOWTC, BRBRAEN TV AETY YR U T 2T TED L ITHRIT WA,

é =1)vU¥LTT375mg/m? © = BE-MERE = FACS (CD19*/PBMC) ﬁ = BERE -HRRE

2[H 2[d] 2[H

ﬁ
i

>
Hi{E 67 Btk 125RB%#% 187 Rtk 24 Rtk
® © © © © o6 @ © 6 © © ) (<) ) <) ©

1 1 1 i 8

Wl AN

v
BlUHtr EECHRM T RRA G RIERAM

5. EExT L FRA Vb
OEfRZERK,
QISR AT 12 A B 0BHNT BT 5 E R AEHERr
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6. Bltk=y RRA 2 b
OEEHEZ (BERBORIE. BEFEORREOE L, BRYUE, BEX., BBz yY) Ox4E
@QATuA K 2TV TR GREMANG6y ABX O 12 hHBDOD AT oA N5 &)

7. Rk -ETOTr han
1) % - BRI L DT

OB A% 4 BRM LR CHEMEREICE L 2WIEE () . £k, OIRBRNAMATEME L Z0NFHO
EREEER - X e leo oG E (B X, B T35,

Q) RX2 #f « RX4 B - C2REDOKR T RIT. HYEIZL A2 EEOERDIEZ BT 5,

b) C1 BEM D) - BRIZ L VT L72E . RO OMAIALIELEZ T LT\ D, ARTRBRO C1 ## -
C2EE-RX2EE-RXABEE F o= A—D 71 b3z k5 2nd C1 ¥ « 2nd C2 #¥ - 2nd RX2 #£ - 2nd RX4 #
DEE L LTERIZA->TH XV, 22T RX2 #EF 7213 RX4 BECHAAD B Z & 13IR5R T 1 BE ~ DRk
EHNRD, 72720, 2nd T— LW A TCBENOB T —Xi3eEBE T —F & L, o 1st 7— L DOFEFF & 13H
A L7,

2) AEFRIZLHKT

a) RX2 #F - RX4 #f « C2 #f : {ERIFRIG - 777 4 7 % 2— EMHIEKIC L 55EER, B (A
BEIE 234 2) BYE, TOMOAEEESNFEEL, HYENRRERRIT DI LN TERWEHIE LS
&, BTT5,

b)ClHE: AT uA FEEOMK L, BEESERNH-7=nbE Vo THIEIZLAWD T, JRBRIET &3k b
20, QAT A REEOEE LR (£2) 281 THE LGS, @aBEfl3E% add on L2HEICE,
a bharo i) & UTKRTT 5,

0) FEBRIZIAKTHRIZ, HUEREIZXLIREOENRZELMHTET 5,

3) ITRBRHIE AL T LG e

T RARA » FEHlE 12 2A B OBERTIT 5 7280, RIBBROFERES TSN D 1 F£TH D, 12 A%
~24 I ABO 1ERIZ, BEUBEAOHM & LTERITTWD (VY X <736 TAlRE) . 24 A% £ Tl
BRI LTI YRV~ HREETIZENTEDLL I o b, REZEICEITT A, £9 Thnig
BiE. TERIBRZ kY 5,

8. HEEMIEK

1) RX2 #f : 10 41

2) RX4 # : 10 4

3) C1 & : 10 45

4) C2 B : 10 1

(B B0 72 FE BB DWW CIEHF R FE B L OV PMDA & %7 5, RIEBRITEMEAE 0 T ETIERWD, TxR
EEDETCHET AT a7 o R ES AT %, )

9. IBBROMEH

1) B354 1gG4 BB BRREARIAMIEEE (Z4R80) OSSOk (12 OERREEMRR) 1%, 1gG4 B
HRBAEEZHEMAPICRE L TV AR THY , IRRSNEEZ2ED D LTHATH D, IR THNILHS
FHOREFH bHAAND,

2) B5E 1eGA BIERB T A N7 A4 VHREMIIE (TEH) LOEEL LD ENTE D,

3) BRFEIL Th 2 EHTEKRNSIHIT, RIEBRICHER ) Y X o~ 7 HEEES D,

4) =MD THE R - RIERFEORE, RBEZE CRIE CE 2yt o FRlEDCE M, 1RREROR
$k « CEERR OO DRERE . BEMRBOES, PMDA HREH. HEE. £5HOKRE . HmC/ERE AR
EThB,
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