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JE AR SR ST i B 4 ERIA TR BB S iR ZE 2
R, 1G4 BhE LR U o/ SHEFEMER B (1gG4+MOLPS) (D HESL. D 7~ 8> DHFFE
YRk 22 4EE~ERR 23 4B RAIEITE s E

FHIER, 1G4 BIEZfgas U o/ XEEFEMERE B (1gG4+MOLPS) (D FEST. D
77 ¥ DORFFE

WrIEEHE EY /N SRER K P MRS ENEF i

HREE : 1e64 BEERIL, M 1g64 miH & 164 MR E M OB R H 2 W i3kl
WA R e T 5WET, AL ORET I REEETH D, £ LT, 164 B
BRBII RS OFRBERICHBEL I DLWV IOIRKRERH Y | B—ORERNC X DRI
L ORWEEERUIAFRETH 5, HUIFRIETIX, V U~ TFRBIFEIR. THLER, MRS,
g, NOWER L OURE, R CEERE R TE SR AAR L., ST, B
TR PERER 7V — 7 % R S VT2 B 9548 1eG4 WFSERIIGBE & 5 L. B4 —v
T SURH E UTCHFRICEY A, BITEE T, [1g64 BEERBOWRAN—], [1g64
BEE R BB DRENL ) (1G4 BER BRI 2 HFUZmIT TRE L TE T, AF
9RICIZ, BEAYV = — 7 L EREERTEEL, A THID TO 1664 BHEEBER
YRV LLHEL, THARD Ig64 BERE ] OFHEZ ERNMIT B — Lz, 164 B
BRBIIRAENZIESRIC R SEFEORB TS V. EEBIRERS] OFEM 22N D
HVITHEHBNEL 2D, BRI T, BEFS LWL 164 BIERED MY
BHIE LT, Bizic, MRS b U (1G4 BN ZRIR BT B YE ) HE 2
TWb, ENOHEEEHIZ26 00 0 ALHHEND, BE, HEEZBERAGME
132 3HERICB LN, EFESED 1 4 OflZE L=, BRIFE. DNA micro array f@fr. HEH

SELDI-TOF-MS fi##T #1722V R E R T E BT 21T > T\ D,

RS - HIRHER BRI R E
TR, 1eG4 BRE L NER U o/ SHEFEIE
PR B (1gG4+MOLPS) DHESL D 7= 3D DWFFTHE] (Ff
BRSHW) BIO. BERE. WEEE, &K
FHrz (GRERKFMIRGENE)

A. BIRBEH

TgG4 BEEERBIE, MIF [g64 MfE A FFE &
L7z U 2 7 HERR M DR BT, MR B 22
IgG4 BptEEMIaDRBE LR s 5 (K
1), PN 1g64 DG BNHE SN B TR
BEHREREZIZ LD E LT, 27U v VR, i
{EPEREE . TEE(RZ, Riedel FLIRARZE.
MMM, MEME K, IREMEEREL, 5

SRRSE. U oNEER, HERRARHEEE . AR
BRMESE . RAEMERBINRE ., REENRIER MRS
BELOFNR, B, e & OREMEBIEE - &
LU\ IE IR REDS 1G4 BIETH B Z & D3R
HEEIN T,
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(E1)
IgG4bR R

DX DIT, 1e64 BHERBRIIZH 2R
ﬁmégféfﬁt&r$$ujf%éw
AP CHEEHEZBRTHDLH LWEE
Tohsd (B2, Mod Rheumatol. 2011 Sep 1.
[Epub ahead of print]) , & DR B ORI

U2 W EHEDHIE & FFEJR K O T 217
Do

(E2)
IgG4-Related Disease (IgG4RD)

autoimmune hypophysitis
orbital pseudotumor
Mikulicz's disease

Kuttner's tumor

Haghimaolo's thyroiditis
Retdel's thyrokditis

interslitial pneurmonia
autoimmune pancraalitis
solerosing cholangitis
lubivinterstitial nephritis
retroperitoneal fibrosis
ymphoplasmacytic aortitis
inflarmmalory aneurysm
gosinophilic angiocentris fibrosis
inflammatory pseudotumor
prostatis

cutaneous pseudoiymphoma
Rosai-Doriman disease

B. BARAE

1) HEFRE

IgG4 BAE Zfigias U o HE 5l M E 5 B
(IgG4+MOLPS) D %= BB DL F6 L N2 I
HEIEDOHIE DT DIZ, TRk 2 14 2 2FITHE
& WFFERRRE & JE AR 57 {848 VS MR R AR S IR
EEICHFE LT,

2) ERPRAFFIEARR -

FIREZR IR Y A O ZIERHI IV T 1g64
B B DR AR A fRAT 3 2 721 REFRITE |
Efex, VU~TFRBRERF, Hibas, ks

g, WNAisds K ORI O FREIC K D ERIR
JRREMENT T — L EHRAR L7z, 1gG4 BAESRE
DIRBZWT OMERME L HER T D 72012, U >~
REEFEPER BIRER M O =% A3 — M &
LIRERZ T — L& MRk LT, B 2k
KRB L ORI 5 1664 BAEERE
BOFEMRBRREIT O 729, 1g64 BIEE
BRI IEEE & &R TOMFT & 1T o> 7,
3) A RAEATIF SRR

IgG4 BEERR B DORERREMRA D7 1
B & T FR R B L OB R [ AT 21T 9
1gG4 JRRIFEHT F— L ZfREL LT, 1gG4 BEiE
BREBICEIT 5. 1e64 PEAMEF O, 1G4

DFREREREZHALNICT H72HIC, DNA
micro array fENT. B H SELDI-TOF-MS fiZ4r
o BRSOV

4)ﬁm i

FEHE S R A L11w4%Lr%%%
@ﬁ* BEREITV, BRI RBAEIT F — AT &
5 EEIRFRNT 21T > 72, 1gG4 Fa'@@%%%@ﬁﬁm
ZW o= 02X mE 1e6 V72 F & (161,
162, 1gG3, 1gG4) & IL-6 DEIENMETH
HH, FOEAITYEI CAE L, RE
St & ORI LD | RIEDOINEER L ORE
T H = DRI AT IR o T2,

5) JRERRZHT

TSR T RE /R R BRI AR B L C L W2 I
— AL DUTOMEREITH,

(1) AAERR I 31T D el g 2 (CD3, CD4,
CD8, CD56, CD20, CD38, IgG, IgG4, IgE 72
E) w1707,

(2) R E N & DA TE Southern blot
ENTIC £ D Ig B L O TCR B+ FHERRL O E
Wr&aiT o7,

B)MEIZS T, A=Y VEEERICB
% 1gH-CDR3 #EIkF L OV TCRy #fmF D PCR
FRNT 21T > T2,

WAV THDHNEE ) 7 a—F )b« N K
R LI2Eal, B FEER S XY



THERFIZRE L v U T ¢ OfFNT %
1172 -7,

6) IgG4 BEhERBR2MTEEDHIE

IgG4 BREEBOEBZEEED S E I H
Teo Tk, BIRAIFE., MEKRB X
OVF B 2 1Y 70 B & & oD T2 SR K0 #Y 7 fi
MRLETH D, SFEEX, 1g64 [MFFHE
EDERICE D22 EREIERDO DD T —
T IN—TEMKEL, MBEERICE D
(TG4 B B R 2 W AL YE ) e LTz,
—7., IgG4 BEEEBITRE N ZIEEs I K
SEHFMOEBRTH Y | HlFas BRI LV
IRIFRERIER N B2 5, DT, IR

WRSEB D SEM /2 B W B YE B B\ RS 8L

LD, £ T, BIRELEDIRREMAT &2
W YEERR D= D D [1g64 BIEBE Y —%
YT ITN—T LY BARBRES L EFT
TgG4 BAEBIERZWIENE] Z/ER LT, [
BRIZ, 1gG4 BRERERZRRB Y —% 0 7 7L
— 7] L HERRRGZFR L DOEXFIZLD
[TgG4 BAEMER IR ENE] Z{ERH T
H5,

C. #HERLLUD. B
1) MR DORERR

IgG4 BREIX, 2FFHIEARICHEL O DT
W, ZAMBTDEANLETHDL, VU~
FRBRP. ks, MEkas, Big, Aows
LR e LB A R T E DR T —
LERER LTz, S 612, REZEOFE— AEDN
DT OKEE & BIF B 720 P RFE S W
—LEFERR LTz, 1864 DOIRERADIZHIZ
EREFEE 2 X D IR R R RBART — A &
L7z, 1 1 ADOWFZEAHEEICIZ ., 164
BRI RIS BAE A b OMEES 54D
W EZMZ B S 2GR 6 6 41D
72 DHFFUHRRR DS RS LT, F72. 1gG4 WAL
MERHE (2 5 sk 5 54) HERLA—AY
¥ /% 1g64 F— 2 b L C 164 BIER B OfE

WraEdi-,

2) IgG4 BEER B DR BEESORESL :

1gG4 BEEZR BT, ME 1G4 Bl D> D/
R 164 BB EMIEZS &\ S HET 2
Rz L, D IS L2 R B E AL
L0, BOAEHEREZIILD, 370 v
. BALHEREE . TIERMAK, Riedel FIR
B, MG, MEMEB R, IR
ROANSIMRIE, U 2 EIIER % A IR HEE |
RIEMERBEIRIE, B L OSSR, Ih, iFk X
FEAET DRIEMBIEE 2 & 1€k, BEfFDBKE
BATRE I Qe BICHIRIZIE SRR
EEURETHDL, —F T, v=—7 VUSE
RS = 7 T —REFEEER OB B Rk
PERBRF ¥ v A~ R, B Y o oSEAR
FOMKERB L OEHNEERERTH S,
Eo. RERYRAEBRET R E LT, Ig64 B
FHEMBEEZICAOND Y o HEHEE & 41
TEOBMERBRE(LS R SN 553, MEIRIE, IR
PEfE C, T OWZTFITHENR ., Hi—
R R BSOS N BB CThoTe, Thi
T, ERREEIC L A A IRER O R e Bt
(R0 U R LR (L & D 2 RO
X, BRI ARSI LD B D0,
M — OIREIREIEBRICEE LTS
EDORMEERT, TORBREERE 2, MR
MIEPEA R DA —N T v R 1g64 F—h &
LT, 1g64 BHERBORBMTZITV., £
DO EBBEEZ N L (AARNREEGE 99:
237-245. 2010, Mod Rheumatol. 2011 Sep 1.
[Epub ahead of print] ) V2
3) ZWEEEDIER :

a) IgG4 BB B EIEDHEYE,;

TgG4 BRERAIL, &FHIERICHAEL S
L7, BRI EORKMEEDNE L 2ER
BREICEAMT D2 ERBE ThoTz, L)
U MERES R B S 2 W d SRR I L 0 |
E2TEHERE LS ZEEEORIENEE T
bovc, MR MIFPERMBEOREKE LD



DU HEENER Y — % 7 TV — T E Rk L
et &1To7m, L VIR, Ig64 BAERAD
BaEERSEHZ L, —KEBRENMEMT
X B 5 W R 2 LA T, T1g64 B
B BRI EYE ) OFIE LU SEBRT
TARLKL
Criteria (CDC criteria) for 1gG4-related disease
(IgG4-RD), 2011. Mod. Rheum. in press.) * (&
FT&EH 1),
b) [RERH 1gG4 BEA BB WA
ZHB D 164 BAEREDOBZMIX, ERO
MMgG4 BAMER B OFERZMIEYE) (20 FEE
Th D0, ERERIE LN RWEE ., T2,
Z ORER D HMAF CIIENGEICITRED &
I8h, DX D IERNL, ITEE 2 1R
<, Thgspl 1gG4 BRE R B2 WAL 1E | 12
TIEHDHETHZENEETH D, TNET,
MgG4-X 7 U v VIR MrERE) & [Tg64-

( Comprehensive Diagnostic

H O MR RO AL YE | 28 FFE LT T3,

Fizic, Blgrs LEgE L [1e64 BB E
P EYE ] BHIE S NFER I (Proposal
for diagnostic criteria for IgG4-related kidney
disease. Clin Exp Nephrol 15(5): 615-626,
2011) 7,
4) IgG4 BERBOIREMT -

1G4 BEELR B DEBIEERE & BRI R OfF
Pz, 4% OEELFEIL., € OREAR
Eﬁ“ﬂbé TgG4 BEEEEBIT, B - <

2 H BRI 1g64 MR 2 L,

?%/z WIEER R DiRss R EICELRET

Do BIEE TIT, WA T ORI T Mk
DEEIME | FAUTHED IL-10 F8 KOV TGF-BRE
AOTUHERHE TR E L OREIRE S
htns (B 3), HHtEgERICeE DR
£V IgG4 BIERBEED 1 4 0EFITH X
SBRENED LN TEBY, ZOERET - EH
fEtT & By FTEML TS, BRGEID
BRI 28EEOERTFRB I OEBRE E
i LTERY, BERFNTTHD,

Tha-predorinant immune reaction
Tregs '

' N
wof et

'

N
©

B cells, Plasma cells Fibroblasts

/ \

fg&d Production Firogenssly
( 3) Zen, Y,
45:1538-1546. 2007

et al. Hepatology

E. f&

1) MERIEE (5 20fis% 6 64) & IRHE (2
5Magk 5 544) B—D&RoleA—/L T /)
v 1G4 F— L mHRE L. 164 BEEZR B OfiE
Bric 3@7207%0

2) IgG4 B DS EFRICHE LT,
3) IgG4 BHE f“ PIER W EE 2 ST L,
MCHEE LT,
F. &3k

1. HMERAEL. AARNDOFE B ieRmR
BEA ., 1G4 BEER A (Ig64-related disease).
AARANRIFEE 99 237-245, 2010

2. Umehara, H., Okazaki, K., Masaki, Y.,
et al. A novel clinical
T1gG4-related disease (IgG4RD):
concept and details. Mod Rheumatol Sep. /
[Epub ahead of print], 2011

3. Umehara, H., Okazaki, K., Masaki, Y.,
et al. Comprehensive Diagnostic Criteria
for IgG4-related disease (IgG4-RD), 2011.
Mod. Rheumatol.

4. Kawano, M.,

entity,

general

in press, 2011

Saeki, T., Nakashima, H.,
et al. Proposal for diagnostic criteria
for IgG4-related kidney disease. Clin Exp
Nephrol Sep. 7 [Epub ahead of print]/, 2011



G. BERIRER

2L
H. BFEHEE
1. FCHEE

1) Umehara H, Okazaki K, Masaki Y, Kawano
M, Yamamoto M, Saeki T, Matsui S, Yoshino
T, Nakamura S, Kawa S, Hamano H, Kamisawa
T, Shimosegawa T, Shimatsu A, Nakamura S,
Ito T, Notohara K, Sumida T, Tanaka Y,
Mimori T, Chiba T, Mishima M, Hibi T,
Tsubouchi H, Tnui K, OharaH, and team AJI.
Comprehensive Diagnostic Criteria (CDC
criteria) for IgG4-related
(IgG4-RD),  2011. Mod. Rheum.  DOI
10. 1007/s10165-011-0571-z, 2012.

2) Mizushima I, Yamada K, Fujii H, Inoue

disease

D, Umehara H, Yamagishi M, Yamaguchi Y,
Nagata M, Matsumura M, and Kawano M.

Clinical and  histological changes
associated with corticosteroid therapy in
IgG4-related tubulointerstitial
nephritis. Mod Rheumatol DOI
10. 1007/s10165-011-0589-2, 2012.

3) Umehara H, Okazaki K, Masaki Y, Kawano
M, Yamamoto M, Saeki T, Matsui S, Sumida
T, Mimori T, Tanaka Y, Tsubota K, Yoshino
T, Kawa S, Suzuki R, Takegami T, Tomosugi
N, Kurose N, Ishigaki Y, Azumi A, Kojima
M, Nakamura S, Inoue D, and the Research
Program for Intractable Disease by
Ministry of Health LaWMJGt. A Novel
Clinical Entity, IgG4-Related Disease
(IgG4RD) - General Concept and Details-—.
Mod Rheumatol. 2011 Sep 1. [Epub ahead of
print] PMID: 21881964 [PubMed - as
supplied by publisher], 2011.

4) Masaki Y, Kurose N,
IgG4-related

lymphoproliferative disorder discovered

and Umehara H.

disease: a novel

and established in Japan in the 21st
century. J Clin Exp Hematop 51, 13-20,
2011.

5) Masaki Y, Iwao H, Nakajima A, Miki M,
IgG4-Related

Diagnostic

and Umehara H.
(IgG4+MOLPS) -
Criteria and Diagnostic Problems. Current
Immunology Reviews 7, 172-177, 2011.

6) Kim F, Yamada K, Inoue D, Nakajima K,

Mizushima I, Kakuchi Y, Fujii H, Narumi K,

Sugai S,

Disease

Matsumura M, Umehara H, Yamagishi M, and
IgG4-related
tubulointerstitial nephritis and hepatic
pseudotumor without
Intern Med 50,

Kawano M.

inflammatory
hypocomplementemia.
1239-1244, 2011.

7) Kawano M, Saeki T, Nakashima H, Nishi
S, Yamaguchi Y, Hisano S, Yamanaka N,
Inoue D, Yamamoto M, Takahashi H, Nomura
H, Taguchi T, Umehara H, Makino H, and
Saito T. Proposal for diagnostic criteria
for IgG4-related kidney disease. Clin Exp
Nephrol 15, 615-626, 2011.

8) Kakuchi Y, Yamada K, Suzuki Y, Ito N,
Yagi K, Matsumura M, Yamagishi M, Umehara
H, Zen Y, Hasegawa M, Takehara K, and
Kawano M. IgG4-related Skin Lesions in a
with TgG4-related

Dacryoadenitis and

Patient Chronic
Sclerosing
Sialoadenitis. Intern Med 50, 1465-1469,
2011.

9) Saeki T, Nishi S, Imai N,

Yamamoto M,

Ito T,
Yamazaki H, Kawano M,
Takahashi H, Matsui S, Nakada S, Origuchi
T, Hirabayashi A, Homma N, Tsubata Y,
Takata T, Wada Y, Saito A, Fukase S,
Ishioka K, Miyazaki K, Masaki Y, Umehara
H, Suga iS, and Narita 1.

Clinicopathological characteristics of

_7.__



patients with IgG4-related
tubulointerstitial nephritis. Kidney Int.
2010 Aug 18. [Epub ahead of print], 2010.
10) Masaki Y, Sugai S, and Umehara H. IgG4
related disorders including so—called
Mikulicz's disease and sclerosing
pancreatitis: advancing diagnostic
insights. J. Rheum. 37, 1380-138b, 2010.

2. LK
BIHES IR

I. HMMFAEOIRGERKR
1. $FEFEUE
HHFEZE 5« HFFE 2010-194326
FEARE  MERACEL, EARRESE, AEEA. A
HIBA
TG4 BAEE B WA~ — b — KU OF|
A
2. EHFERH
7L
3. O
7L






JEAE BB A SR A B & B R MR BRI e S 2
B B IgG4 BB L ligas U > SHEFEME IR B (1gG4+MOLPS) DHESL. 0D 7= ¥ D52
FERL 22 FE~FRL 23 B R AR EE

IgG4 BEIEARBIC I 1T 5 oRIH ML B MRS ML S 5 o fighT

WHgETRE =& R EERERFEBREEVIER N R RR e E Y iR

MREE: 1gG4BIERBIZIT 2 KM BHREE(LEE ICER L AAKRIZBIT % 1gG4
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EBRE 44 ¢ IIE 1gG4 135mg/dl LA ko4&
R EERRIZ BT B 1gG4/1gG BMEF G/
04 BLE, BWEE 14 0 MIE 1gG4
135mg/dl EL EDA), xfRREFE & L CRFEEME
Yx— 7 VSERRERSE 2 4. UIE 1gG4 &

_.9_.
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2. 1gG4 BB RIZI31T 5 BAFF/APRIL A4
BE DR
O Xt&BE (FK1): 1gG4 BER BB 124
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