ARERRDILIZD S

FUHIC

IgG4 B /B (IgG4-related disease: IgG4-RD) %, 21 f#fdic 720’(?)]&)

TRHBSNBEREREO2GBEETH S 12, BIRNICIE, EFICERICE
WIERBTH D720, SHEIBOHEMEIC . X7V YN, HEREMERRE
(autoimmune pancreatitis: AIP), ?&Hﬁﬂﬁﬁ%ﬁﬁ@iﬂ:, ZNEZNHIOHER
ELTEH s, wEshTEY

2001 £, BIMKZEORE 51%, AIP OIMiE [gG4 BE Mt OMFFEEICH L
TELLEVWIEZRELY, D, [gCOVT7I2A0D 1 DTHh5 [gG4 75,
AIPONAFY—H—ELTHEESNDS KD IZ% -7, 5612, 2002 Fi2ix
FC7NL—71c&D, AIP OB EEEICIRE L TWL A EEMBOZ <A
T9GA Rttt TH 5 & L AREN Y, WAL B 5 1gG4 DRG0 BB 7S
INENTZ.

[gG4 W AIP ICBIG LTV A EWSFERZBEE X T, A KRRBIZB W TG
[gGARBEMMESND LD & o7, 12E2IEI TV v YRE AIP DK S C,
[gGA BEDEREE S LOBEEPHE S N, 1gG4 KA & v D 25 MR
DRGNP BIEA TR D K51k 7.

[gG4-RD 7%, AIP E WSRO A IZIREG L-RETIE <, 2HKETH 2
EERANCERIE L7201, ESIBARREOMES Th 5. 2003 FFic, LIS
Wi e i, MERIRZ: &% 1gG4 TREGRE L, BRI ORE ~ 2 EER1C [gG4 5
MfilaOREPRO 5N b 2 E%&m L, [1gG4-related autoimmune disease]
EVWDIERAERIEL 72 ©

ZO%, 2004 F12lE, BRESFERSNTY, KERBEREIHE ), (13
EAETRTCOBEHRITTREZEZT2LHH I ENHL»IZE N, BIRICEALT
X, HAROEATEEOMEINC LD [gG4 BEER (IgG4-related disease) &
mASNY, KA OFE I EEEY YRIT LT, BERNICHZORTSER
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Ran o,

prege

[gG4-RD &, FHEEDOBEIITFFRT 2 L2 1 B AIP O PR3 67 /%,
[gG4 BB R O P ERIZ 65 R E VI BEORENH 5. HEoIcks
[gG4-RD 235 FlOMET T, FEfOHRE 67 K TERHIT 41 THh-7- 12,

[gG4-RD I3, FERICZLWIREBTH 2720, ARRIGE/NHIS N TWEHA
LD 5. RS, AlIIETO 2003 25 2009 EFTOREH 2L &1,
FREREFIT 10T AIC0.28~1.08 A, HADEEZEIX 6,700~26,000 A (20 )

ERELTWR O —F, 1R AIP 02FEFHE T, 10 FAHLZD 1.4 AL
FEEINTWVWDS Y,

18G4 BEREDREFTR

[gG4-RD T b EE A IMEMER RIE, & [gG4 MIETH 5 + 12—k,
fEF ADMIE 1gG4 BB X 135mg/dL IR TH D, MiE IgG fED 3~6%
Thd. MIEMIZ, 1gG4-RD Tl < OEFICHEEE 2D, EHHICIE 1,000
mg/dL DI EORERIS UL UILREEET 5. 72, I [gG4/1gG Ltlx, 1gG4-RD
TIHEE 8%%E 2 A5 EEbN TS Y. 200 HILL EORER % 5 L7z HA
5OW|ETIE, 91%AIMIE [gGA BB TH Y, HFRIEIE 470mg/dL TR
4,150mg/dL TH -7z 2. FkIC, FEOZHFOME TH, MiF gG4 HiE
WEHEICROONTWVS, o0 118 HloWETIE, 3HZRVTIRTO
KER G [gGA @A Th - 72 1. —7, FekOETTlE, ME [gG4 MIEHHE
ZARIIERIL 2 <AF(EL, IMIE [gG4 BiEId, RWOBRICEEICBE W T L RRE
KBLWTHTOTREARVERESNTEALY., CnooWEE, EFELTT A
DAPEDEDTHY, TITERKREDEDN, NEOEWIZESDHDD, HR
FEBIOR O OREY, SHROTFEROEREILFRIIEIC X 2BREAPRETH 5.

% IgG4 WEITRWT, EETEHEICRRYD SN2 2mEATRE LT, &I1gG
MAEASH 2 1718, Z OBE, MBEOREAORBESREN Y707 ) VIlE
TN, 1gGA-RD BROROE % 5. 18G4 LANDH T 5 5 20 F ~CHl
FENZEAOFTMTIE, 1664 SN, & 1gGl MENBD 5N ENS
Mot 1010 T, IgA % IgM ZEHE 4 55V OIEMTHY, TNEH
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EfEE &/ 2 EDZVEHLMEF ¥ v ALY UREDENNICERTH S 1.

[gG4-RD TlF, 7UILF—MERPRELZME L EDT LILF —EE % S5
IS I, ChEKBLT, LIZUIE, & IgE MEPHFRREREZ %238
%, 1gG4 BE B R 41 HloMEt T3, & IgE MR, $70%IC58 0 T L
7 18)_

GERGICE > THEDORZ2MMARE LT, EALENH S, 1gG4-
RD 28T, 10~30%DWMENZ VA0, [gG4 BEB K T, 50%LL L
OIEGI TEARIMIEZ RO 2 2V, RFHRIIEZ - 72358, 2 < OfEflT C3,
C4EBITETL, ChS0 2 10 LN E R MRS LIXLITREET 5. 5612,
MEEERZEIEN T, FREOY—h—& L THIkDERTH Y, BT
EHAL U ME PSRRI ME R Lz emEShTwnd 22 1gG4 13,
[eC DY T I ADHT, LA EMEOEELEEZ L IZLVE—DY TV TR
Tha. Liz->7T, [gG4 TN BEFIZERHAEMEZF SEI LICKWEEZS
NT&/h, Z0&212, BIEFZTDET S, 1gG4-RD IZB I B HIEDEE P
FRMIE O FIERF L, STV,

LA L, BROBHEAROMAICED, BAEMEESNDZANZXLPDLT
DHLMPICENDDH 5. MEEBEROAGIEITIE, RMEOEEBICHAEDL
BN EMEIGEHS W 22 [RMERKEICIE, C3% Clg iz TlgG4
2 1gGl DILERRBO D ENS 220 [gG4 Tl < [gGl AREE AR
KBS LTWADTIERWAEEZLNT WA, L LAars, EE2ZIFTw
7 WIRAIERER I AP RE a7 ) OB IR 5N, wiEonE
&, REQFEKENVWSI KV IIHERTHLEOHADPENITH S, 5%, LEHIORK
R 72 MERIAMED 7 x 0 —I12 & D, BRI TY, fiAPREEHED~—
H—&EBVI2POFHUPBEEEZ S5ND.

[gG4 BEERBICB LW TEMEICRO O NS HEHAE LT, Y7v b1 A
T (rtheumatoid factor: RF)»%&% %. RF i [gG4 BEEBOK 30% 1[G E S
biTna 7, Fikhifk(anti-nuclear antibody: ANA)ICBIL TH, DIAEGIC
&, BHEICEBEE R EEbNTELY. UL, llamehicky, B
FDOZIZBOBLU TR THALZENHL P EL ST, 512, ANA SEDEERF
THH Sm UK, FLRNP HlED & 5 EBRENFTAER, 1ZEAEDHEICE
tcd s, 1gGA BHEER - MREA T, LIELIEXY -7V EREED
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SRR E S5 0%, 1gG4-RD TlE, I<Maflrn %R\, fit SSA/Ro #i
&, BLSSB/Latifhiz&bickatETcd s 7. Lizh >, #it SSA/Ro HilkH 55
M T 1gG4 BEORER % # 72356, 1gG4-RD & = — 7L VRS & LT
BE GEERICIZIER ICR) & ¥ = — 7L VIEREEIC IgG4-RD BROIRED &0 L
12GED 2 DOWREENE Z SN, ERES BT 208N H 2 2728, FkIC,
[gGA-RD TI&, i H Bk A o E T /4 (anti-neutrophil cytoplasmic antibody:
ANCA) I Z—BICEEETh 5708, BHEOS5E, ANCA BEIME % & [gG4-RD
DEMEZEZLZNEHEGLE, ANCA BHIE KIZ [gG4-RD HRORRELI G HF L
125 E0 2 DONEEN A EZ TRIKT 20ENH 2 2239, Ko, ANCA B
BROFTH ZFINE RN WNZFIESE (granulomatosis with polyangiitis: GPA) %
TF BRI 2 F6 1L 761 I ZF I E (eosinophilic granulomatosis with polyangiitis:
EGPA) Ti%, IgG4-RD L MME [gG4 ikt o 1gG4 It E iz
WEENPTVIEDS, HELENPBREEEZS5ND 3,

IgG4-RD Tld, ANCA BF#EIME RSP ZHIOEF v v ALV UIREIZER D,
TIERINFIEEAED NS5V, FRIRIZRE ~ R EEOTCERIAFIET 525, 1
id CRP fHIZIZ & A EDREFITIEHE T 5.

IgG4 S FDE(LLHIEY

[gG4 13 IgCDH TV T ADH TR DL, BEATIEIEED3~6%EE
HBNTVD(ERT). TULF—ICBFRT 208707 Y EEbhTED, #ik
EHEICBWT, [gEeHLORIEETu Yy 7L, 7TULF—EREBHSE 5
KA E L TOREIPR SN TN S,

NTORHEE LT, REZ7O 7Y Y HEES LOYZALT 4 RiEEDIET
n, 75 H#HEHEET 5 Fab-arm exchange & WO KA SN TV 5 3
(BE1). iz, 1gGl, 1gG2, IgG3ICIEROoNTWVWHRTH D, 1gG4 PR

x101gGOYTISR

IMiERE TSI ERE
IgG1 900mg/dL 4= 4=
1gG2 300mg/dL 4F
1gG3 100mg/dL 4F 4F 4
lgG4 50mg/dL —
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17 Fab-arm exchange

BEREZEDIZS WS EEBBRTH 5.
| REFEREESRE

1. ERMEROFFH

[gG4 BB EIL, —RIERSZLL, oK VETT 2004 TH
%2, B 10 ELL L2 SFH RROERICK AP N TOWIIER S MG SN T
Wa, £7z, RGETLETHICHET 2RO 20, FBICKD, KIBET
HARICREDTHR T 2EF P RE SN T WD >3 —J57T, RIMEREEE R
D&, HENEEEFECTERENE NI 2EALHS. 2HERELT,
WAHTS5~10kg DAEEMDPERELZRD D LIEH DN, HBIITEAL
o, BMEIEZICELTIE, YLIA F—220&S10, 25DIFEAY
HOoWHEEBEBNP LB (R2). TNZNOREICOVTIE, 2011 FDKRR
N UEEEY VAR DT AT OMIRARIBS N 37 (R2). T0O%, #Hirzic
MR, HLE, BREIEAR, RE RERELZELHESN, BERED 1
DELTR#SN2D2H 5. DTRICREBMEEIRE ICOVTHEFHT 5.

2. 1 BIECRE RN S E bR ER

AP X 1 BIE 2 AN NS D, AIBTIE IgG4 R T 2 1 BIBIFE A
ETH B, 18 AIP 13 1gG4-RD @ prototype TdH 0, 1gG4-RD ¥ H D %
A& o7 BB TH 2. BRIICIZEENEE QR ICRIKT 5 HAEEREZ
FIFRETHIENEL, BRRETRDONIMVIHERET 2 LIFITEALY
WV AT R T, FAEEEEE KL, CYLE Y, HERERO LA
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