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IgG4 #a B ME A% & — 12 Mg RO A - RETFAHFRZOETRMT
HA& TS BAMEE T ABATREI R A IEBAR AL » 1gG4 Bpltik &4 fm
ez (lymphoplasmacytic infiltration) & & £tk 4k 414 (storiform fibrosis) @ i ¥ 19G4 B &
FAIERS c WEBOTE 2R EWREAKD S A SRS 6 RAED L HE it
B2 R SRR AL~ R CB R ARIR & (obliterative phlebitis) & & F25Er g S A AF 2L - 19G4
A8 B MR R 0 0 i LA FA B BE ~ k30 I E A B fm e IR R & (B-cell depletion therapy) ° &
Ay O RE SR AT K 0 AR ER R B AT ¥ 19G4 AR Bk R A RN T AR 0 R TR BT
B B iukmAERERE  REHLELEZRT -

REtRE © 1gG4 MHRAME AR (IgG4-related disease, 1gG4-RD)
B SEHIREEE (Lymphoplasmacytic infiltration)

JE#S U 1E (Storiform fibrosis)

B #ARiERRE L (B-cell depletion therapy)
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2001 FHHIEHBETEEET] - FEHiE R
JiBE i #& (autoimmune pancreatitis) £ [M3E 19G4
BEA LARERS - BEHRE DR KE
1gG4 [ 1y HENE (plasma cells) » JE k22K
F B Gy JR i S 1 55— - 2003 4F » Kamisawa
FAAE B e o5 e L B g DL A Y 28 E
RO - A PR RE RN
KTV REE 2 B MERVEES - 36 FE R BRI 1 ik
ME Lo 1gG4 FHES 5% (IgG4-related disease,
IgG4-RD) %% P15 Rl SR A &0 v LABE B » AIhE
B A~ IR IR RE AR - BB - A

WRESER ~ MR ~ FEIIK - 2LP5 - whaER - HOIR
AR~ R - 2RSS BB ERTESRE
B BRI R 22

IgG4-RD i 44 /Y J7 =X BE 3 Py i 8 428 1T
BANE - @AW R R — 28 BB ANER
41 Mikulicz G E 188 B (Mikulicz’s syndrome) ~
Kittner [X 88 (Kuttner’s tumor) ~ Riedel [
HTRBRZ (Riedel’s thyroiditis) % (&—) » W5 &R
G EAR Ry 10G4-RD?® o K S 4 [ B ST 47 114
SCK » 8k 19G4-RD HYTATIRES ~ ATRERYEUR
B R EEME ~ ERIRERER ~ R H RSB BTG A
FREEVER AT

WEEA A WAUR : ST NHE RN K 325 5% = FLBREA LI GEH
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il 19G4-RD FOMLTHRELZOR R 52 8 -
E SR R ILBI R T K ZORHF

F— > 19GA FHBRTEZIRAE 252 B R AT (o FH 9 JER B 4 7

A HENE
Mukulicz Fey5ss I i e R
Kiittner [CJIEf3 EE TR
Riedel FCHIRRAE EENS

SRS VERBHEREALE EZ =]
(multifocal fibrosclerosis)

B RN e AR~ il
(inflammatory pseudotumor) B HEE
SEREH T 577

(autoimmune pancreatitis)
FHEMEHERR S (fibrosing mediastinitis) He e
T LSRR 2% (sclerosing mesenteritis) 5%

& E el (retroperitoneal fibrosis) ®IEE

FEINREE 2 (periaortitis) FEIIK
BRI T B

B R AR B
(cutaneous pseudolymphoma)

R M AR T s i
(idiopathic hypertrophic pachymeningitis)
FratE/ VEREE R B e

(idiopathic tubulointerstitial nephritis)
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kE

oK H 2 RS R R AR TS o BLAR AT 8
PHEZFENE M - {H5E 1gG4-RD 415 2 4= 7F
SESEES - A1 19GA AH R 14 e iR 2% (19G4-related
sialadenitis) Jz 19G4 FHBMEAREREE » B4
AIELBIRIREE o BESR—MSKER 10G4-RD 47817~
B (HIERRERE - AEIENEE ~ E
19G4 LFHIVFENE ~ DURIRIIERERE - B4
AR o

lgG4 188

19G4 2 — 7T 7 4 18 S DR Fr i Hi e -
PEAGIER A2 196 1y 5% A% 219G nd
£ (subclass) Hi Ay« AHEHR 19GL ~ 19G2 ¢
1gG3 » 19G4 = FELE A [F] fdt B A Y L7 A S i
oA+ 1€ 0.01 £ 1.4 mg/ml - B A B C ML
HHEY 19G4 RS ZHHETRER - BER 1964 HiH
(heavy chain) )~ %t &t (constant domains) Ei
HoAth 19G RERFAYAHDUEE S & 95% - (HHIHAES —
AN B LRI AR - (1S 19G4 3P Mk B
Clq filify ~ Bl Foy B es kiR JTREE IR -
(Kl 19G4 NEERATEA LA RS RS » PRAIEAE
RIETEALAY A - 19G4 5 — IR R B 4t
B8 22 #1 )2 JfE (half antibody exchange reaction) »
Bl 1gG4 €17 Fab-arm %Z# (fragment antigen-
binding-arm exchange, Fab-arm exchange) ( [&]

—) - ElE 19G4 70T NI EHE K A TR E

B

BES—{E 1964 B FHEHETRIR (A) - & 19G4 1E58
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& B 19G4 73 FRYE SRETT A H - & 19G4
€ Fab-arm 28 # % & % 5l B A W 8 A [F] Y
DU RS & A7 B+ 38 1l B Ry 524 (bispecific) B4
& T al H e B i 2 DU BLE RS & (functionally
monovalent) [ 19G4 » ks YHAS PR IE 7
A >

R W B2 B 7 1 B g B2 A ey 5 [ RE A
17 19G4 [ JfE - 19G4 1Y A= A1 IgE » 1252
FEE2E —AVERBIE T MHMsk e - 55 —AUEER)
TET HHMZE AR SR AN IL-4 2 IL-13 &
58 19G4 ¢ IgE W RYEEA: » X1 1L-10 ~ 1L-12
e IL-21 Erigdm e 19G4 ryEEd: - JE s Hl
ey 19G4 By - BRI 2R i e —AEEh
T AR B R S E - RO TREAER T
MREAEAE 1L-1073° -

I35 19G4 BEHATF e B A — LB PR A 57
RAEWIRIE ~ MEE B ~ B B I8 &
QA [ HF 26 25 14 148 28 (granulomatosis with
polyangiitis) Jz g AL 1 P2 i 6 2 8% 1%k I %
(eosinophilic granulomatosis with polyangiitis) -
1B PR AR 19G4-RD - KIfSIMI 19G4
R TR R R HA IR - RORRR ] HA
Fy 19G4-RD FYZET T H %5 -

ST L

IgG4-RD YU B A IE R » Hililh
AIREELEEIEE R (Fhl2EA) » I LERE
RIZAVEEE (AR Rk E MY ) » Tk
FEAA AR5 B A i A2 v 23 Hrhig
T WAAE RSB

— ~ #% CD4 (5% T fif/2f7#4E 19G4-RD
BRI E - CDA [k T A B 35 2 s &0
b5 R - 20 ERRAH A (macrophages)
JILHBAE BERT I (myofibroblasts) ~ ke e BEA I
(fibroblasts) - B #% sk A LRV EEAEHRA - 38
FEEEY B MBS RAYTEAL - TRESE A R
fifd (plasmablasts) E2iE{L CD4 Bgi: T #ilfi » —
REFE A SZIRAVRHAR « SRS [REZHREY CD4 51k
T MR R A R 2

— TeRk B EEER AT R o JREIME HEEE A
1gG4 EHE R ~ S (plasma cells) DL

19G4 ey E A o BB Z 1R B EUR 1gG4
PHEAS WA G A - 1964 il & 1E
A1 57 # B R 57 B (endosome) 31T Fab-arm 3¢
o EEYR R ERR ST | B REN R
e B E - (KL 19G4 /YA Tt Ry & R AR BE DT
JESIE BEL L S 3 S I R A 2

RIEEME

HH % 5 B 2 2 87 19G4-RD RYBA S - 1
= A8 3= BRI B R 000 Il R vk E2 R 3= v
(lymphoplasmacytic infiltration) ~ J& %30 AE # #E 1b
(storiform fibrosis) » K EAZEMEEFIKA (obliterative
phlebitis)’ o

— ~ WRESAERRE © RES BRI A Ry
% 1kiY (polyclonal) » b &/, 5 2y 28 B g e 4 Bk
(eosinophil) » IR & i ER 30 Ry )2 W B 1 BR 2 B
Jriet - (HIG HR M ER (neutrophil) R4 LA 19G4-
RD*® -

T AR AL ERE
IgG4-RD L EEAIFHARFF 1 - 19GA-RD 5% uiD
#h ey B REAE AL - BIBEAE IR AR - SO A
HEALIE I B R HE (collagen fibers) LLCET IR
197 AEMH R P 2R A2 RS » Ry 19G4-RD K1Y
PRELRAH - ANEER e R - Y EUER
RE RIS ERRE S B AU ML A RE A - TR AR RY
5% T IR (LRI U2 10G4-RD [R5 >° -

=~ PAZEMEIRA ¢« FEAY 2 P AR K 50
3 5 A EC R B 28+ 00 B JE 28 8 1Y) IR A48k A
Bege W oy o A B M R AL M B & (primary
sclerosing cholangitis) - BfZE4: 5 Ik 28 & H IR AE
IGHIENIRSS - B RS ET - ARG
elastin etk hESE -

LEAh - R R R I BUK 21 19G4 (5
TR 22 B R IRE E YK - RO
1 19G4 JREIER - (AR R 4t ] REi e
FIRERY 19G4 [5G AEHIM - 19G4 By RREqL
AT DL AR B At 2 AR e g e o s - A
R AL TEIEE R ~ 2% 1% Castleman FGHE
(multicentric Castleman’s disease) - A~ i /¢ H| 38
WREE 2 AR T ¢« 25—+ BUEURY 19G4
5 11 AR I B A B 2 AR AR AR - &
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AR B AR 25 2 B R AR MR I AT - T
ANERFZ T 19GA FHER TR BR R LA ZHAE -8 = it
By NEEEE 100 {H 19G4 [ MESEHN - 7R
78 50 [HLLL - 5= > 19G4 : 19G [5E4EHT
ML Ak 40% - IR ETEREZEY - 32
19G4-RD HyRZET T REFL I 19G4 5 MEEEHIN -
T Fo A R MR B th rTRE A 19G4 (51
S © -

ERRZRIR

IgG4-RD FIREMERZ B H —HEE - (HEXK
KIZSENIUSAR N 2 2 EHAs B g B - H
PR > IMIGER ~ R R R AR - BRIR b
B EBR A 0 (—) Rk (subacute)
HIRERE - ZIHR S i (orbital pseudotumor)
BT (renal cell carcinoma) AEZE LA E ik
HEIE ~ M RIASET MR AL SE - (=) #8 B g1
(REA > AN 2 -

— fist 2R 5 A 5 9 00 A R 0 RV A
o AR - 2B - EIR K ETIRE
ANEFTREA B H BIBAF 2 A - BEH FIRERE 1L
HETTEUE B R R AR IR RE 3 AR DY s
A8 H B SR A B T B8 BB RE IR - ELZIER
ZEHERACRE L ESENEID - BEH
HH BH R RS RS o B R B AR IR
B 19G4-RD F1H #5525 P s e R - a0
S MERLBE MR ARG ~ B H EGE i B (Sjogren’s
syndrome) B A P I 48 ° -

—  MEAEREX

FIPYEHY 19G4-RD & OFEREASIER - 4
VLR R RS B g TG 19G4-RD » ik
ELAE A AT DUZ 19G4-RD fyME—3RE -

| 9G4 H 1 v B s e A — i 2 5 TR
{E A5 R TR R R IR LA e A E A AR = Wbk
EELAE A B T AN B > — /N 2 4y o {EAR
KA 5 23 53 9 1 i #5510 - 19G4 A1 B 1 ik R
FEIERH B L BN R B HEREE -
Fifi e~ PR R e T kLA S AT A S
Gallium-67 2K fF A 1 o b - bl w] 2 5
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B MLYE 19G4 ~ 196 ~ 1gE ~ Kz AL ML BR 710 Fk K
It DU BLS PRI E P BUER S B BRI E
(polyclonal hypergammaglobulinemia) - #kEEf5HE
e P BR AR 1 B O A 19GA-RD FH[A] - ANt B 5
FHAR Y] k2 B s AN EE - Y R B F A
HIFE R - BIEERHAR R E & K& 1964 [
AR A S L2 ET » KIELER2 BT 19G4-RD
F - Y)F ir R T REEE R LS A4S DAS M 25 B B
FHA -

At 2 B T 94 B A I R R e i LR A
497 (sarcoidosis) ~ %% #% 4% Castleman [GHiE ~ #5
s ~ RESHE ~ R E R - RIBLAE S
19GA AHRH IR MRS AS MR » PTDAZEEER (GEH
DH & B ERIEAR ) » WRERTHI RN GEH A
oK)~ RHARER ERYSRER ~ DLURCEHETEI BRSO R
I G TE R R B TS R 2 -

— ~ 9G4 HERME B RE R ENEA (B =)

l9G4 FHEA 1 H 8 oe S22 ik & SORE Ry 55 — 21U
H fa sl S (type | autoimmne pancreatitis)
i A 18 MRS 2% » HBARKTESZ
0.82 - (BIEEI TR PIE IS IEAKE » #E
RIEZ - -

R LI T 2 H e g M g
TR PR PH ZE M B e - W AR DU Ry 2 R -
A 2 58 3 R L B I 7 A g s A TR Tk 2% B2 18
TR - B — AN A ERE R R RIA
K643 35 R & OF T L BE #Y 19G4-RD » 411
19G4 FHEA MEEA L IE3E 28 (1gG4-related sclerosing
cholangitis) ~ #REASEA ~ 19G4 M IR iR
BRIER S o AR 2 G 8 8L 2 HBLE IBIR
(sausage-shaped) 11 14 g i X - SIfAE J
Tk —BB{E N R & I8 (hypoattenuation halo) - Eil
FE B Y S R IR R Y - W AR T e 3R A
FETEEE - M 19G4 A RTRES e (BB
e e BIRWIE LA ) - B r AR gy
HH 19G4 [ MR (BESRBE R 19G4
FHEA M H e e Bl I ES ) - RIELET 29 A
B R T BB YIER Tl (Whipple
operation)**
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19G4 FHRH MERE (LB IE R A Z FHFE 1964 H
He DL B 2 R - 2 19GA FHIBTE H e S B
i 2 B i LA B S SR B 1 < 19G4 RHBRTEREAL

7% IR E M S B R R EERE
(A) - HEiERIE T R B SRR AR 60 )R B DUR M it
{LEE (B) r RRABZIRAE 9G4 15 HBHE
(>50/HPF) (C B FIRERE) © LREBR 19G4
BRIt B R R RREA -

BZ: —fI518%%

s S 2% B ey 208 1 oA I 2R el PR 2R BRAHEMEL
THRAVRAE » K& 53 78 W {1825 A3 G A
EEE @K 19G4 AHRMEBE LIEE & B E I
I 19G4 g 7E » AR A IGHR REIREY - Itk
SMENEE SN ZR B 2 B H A 19G4-RD th 22 H
EEAHRER 1 o R AR YT F R R AR
MEAb K 19GA 5 1% S Ml U r = T - AN@EAR&H MW
TR SEH T T MENEIE 20l (endoscopic retrograde
cholangiopancreatography) Y] Fr B 15 0 & e 15 13
KRG - RHEE T SRR B AR Y -

BEAh MR 9t AT RE HY B FH ZE M B 0E
o Mk JEE A~ R G i K - Bl 19G4 AH A 1 R AL
fEE 2 RBUEEL 5 8 IEE iy I R 3%
(bilirubin) Jz CA-199 & L sy ~ A 800 17 1%
NE TR, fi s Tl Y A BRI P BB 5 2 FH 2% -
11 L3 19G4 HYURE#rE » By 19G4 FH B Tt L
WS AR P BE e g 18

v SRR R MEREYIRIE

IgG4-RD & & B Kk HE If 1y = 0
HH B R R s e R K~ B0 T e A R R
(sclerosing sialadenitis) & ff B {H] =i & ] 1Y &8
N JI (submandibular gland) i - & H 43 5158 By
Mikulicz i sl fe Kuttner FCJERE - B S HGE Ry
e fERE TIE R B RE 8y - R E A THZAYE
iR AEEREAR T FOE S H 3 G R H B G HERY
SRR « VUK 19G4 AR B2 B & OFE
HE IR BRI AR AE - EERY 17% M R 1 B 38 B
HH 18 e S - R AE T B AR
TSR

FLHF I ELBIREE - 38 BLH Al 19G4-RD
ANE] o HLAYEY 1G4 AH BR 1 R I e 8 Ry B R
BRI (ERTRENEIERIRERG 3 ) » B & DR 2
B4 o FEIRERER TIRIRSL - el RE A AR
RN - B5EET 19GA-RD AYINR (R 1 i e
15 A IR 1 R 1 25-50%%° » S 4htm]
REEE AR HRMENL R » JERZEIR - flifiAR & Ko B
FHA ) FrmT LB S A SE IO R RS 1] - AR 1M
I 19G4 1 1gE F7& - AH#% B 19G4 (5 14 A% A
MR - G AT DUE B PAZE M IR 8 e A
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& NE e gL (L LU By Ormond’s disease
/& 1gG4-RD ' RHyRB . — » B HHEZE L
25 1 e NE e A (LR UE &2 19G4-RD - %
B 19G4 HHRA 1 B2 IR kB AE (L S OF A 2R B /Y
A0 0B - AR RCSAS - BEEERR - HENR
FEIIREERE - ANEt A R RID R
B 2 -

1gG4 FHEH 1 12 MRS HE (L 2 A2 B R 8)
Ak - SN[ 5 BB A R B R - 181 288 2K At
LR RE R 2 B RO AH AR - ANHRPRE - 3SR
PRESIR S « BR 72 ME 12 - 19G4-RD 7] §E 3 ik
T4 B R % (sclerosing mesenteritis) ~ i {b,
M #ERR 2 (sclerosing mediastinitis) ~ DLk 2% #5 4
FEHERE{LAE (multifocal fibrosclerosis) o AR 4E
BT 19G4 FH R 1 1% 1 e BAe L 1 A% e A
MEAL T At S ] s 5 9 BOREAS B 119 2 Bl

oS

7N~ BhEB K ANRE R R

IgG4-RD 7E fifi R B PR S B B R B %
BElERy » mTRE AR S ~ 8 P i 2% s D
PR FREBL » WRIR b B~ LI~ W s
W2 ~ M SiE R - [H T RER B ETER -
|gG4-RD Hi AU iy E IS B g 5 150 Ry SRV L R
(bronchovascular bundle) %5 - JREEH#% A LLA,
A 19G4 (G AEHIAIRE - BRI U
HIfBAfE (b H - B HAW 19G4-RD AHEL » 19G4 £
R s e B L EIBAFEMEBFIR 2 22 -

| 9G4 HH B T M #505  Jo AE Bif PR S B A g B
YA IRSEL - A EEBRH PRI 2 (0
Ffi IR RS A ~ B SER fE  BU AR AS RS ) -
A E by 19G4-RD » 35 LE1E %R T IMIE 19G4
ThiE » SCRE AR 19G4 IR JE ~ 19G4/
19G Lt ~ K 19G4/IgG3 LL#Rik R *°

T - BlixR

B /IVETAH B 22 19GA-RD 12 B i i
I - ) 15% 19G4-RD 85 &5 B/ VETH]
B o I o 19G4-RD Yt m] BE LR B B
ELE A AR A AS B M e - IR B Rk

R A8 A&,

kE

#¢ (membranous glomerulonephropathy) Hi] #% />
% 26

1gG4 AHRH 1 B Bz e L E 2P B
S+ EEPRHEIR G 2 HARAS B Y 19G4 e Fit
R IR E B A S - (EEH Kk Ay
RIS ek IR - B RR E 2 2K H R 2
WHIRIE AT ~ BIIRER 2 ~ Bige s by
B AHEEIKETE E BB BB R 67-
RS B 2 BT R R SO TS 320 o IfiL 375
bty SO B AR 0 19G4 AHRR M Belg < AH
fEL » FEE R AT DA BRI 19G4 (5515 Hf
= A0 B o BEAb - 19G4 FHEE B /N
ERTEB R NBUREMHISET - Mg C3 M
C4 BHERYIHTE BL 22 B AL BEARIE AR & 12 BEER
FEHIMAE (mixed cryoglobulinemia) FH{EL » i Y]
AR H AT KRB - — 1 AT RERY W RE 2 B i
EEYIT S 19GL B¢ 19G3 - Hik S hlifesiE 5L

3z 3,26

J\ ~ 19G4-RD T H1th28 E AR 5 FBAYER
IgG4-RD & 3 il IF Jak 4 M iy 3= B IR 28 ¢
FEIIR AR - B EERK ~ R TERIIE - F)
FER B i - B IR A 4% 5 A e 2R = BRI R
RMHEE M - FLFE Reidel [CFRE & (Reidel’s
thyroiditis) 5 18 4 B HH ik B¢ & (Hashimoto’s
thyroiditis) %) f Ak Y 5 HoAth s 15 38 0 507 B e
ZEME LR 3 19G4A MBI H BS e T &~ I
R VERVENESRE ~ H e fe e B R AH R RO R S
ERAE A B B 48 (lymphoplasmacytic gastritis) ;
1G4 FHREA LM T HE#E 2 (hypophysitis) 5& R T
G DIRE(R MiE (hypopituitarism) ~ fEfSHIE 2 ;
MR 5 B L TEFLIRE ~ IR R
R 5 BERZ ~ M~ SHER KRG S B8 H R R v AR ik
WREE8 (cutaneous pseudolymphoma) % 27

a2l (B=)

19G4-RD [y 32 [ 3 H&L 5 il A s B 3 )
Sietndr - = 2 - ek
ASERN R R P o SRR R R S AT
i - G ORRRSUR A REAHE (L S PAZETERFIIR R -
MR ] RE R Th FRE LAY RS RR TR EK - ARSI
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1% 1gG4 > 135 mg/dL

=R
HE

,Tﬁ

SHETFIEER
18G4 : 1gG [HMEAHAELE> 40% E.
IgG4 [ 4HRE> 10/HPF

!

SHERHEE -
1gG4 : 1gG [FHIE4NAELE> 40% H. w

IgG4 [Z4HRE> 10/HPF

R S E 5
HEE (L SE(A el
IgGa MHFAMER | | 18G4 FHBRME B IgG4 HIRATEDR | | 18G4 HHBH IR

f ,

l '

gG4 AHRER I A S e 32 ~ 18GA AR BB DR = Mikulicz [RAETR
B EHZETE

B= : 19G4 BRI FRIRAVSZETRIZ *° o

B LA IR e MR AL B 25 B AR RS
L - MY 19GA4 3 B8 e I e SEAITIE 2% - a1
fin - BT B RS B TR 2290 .

—  REHRR Y F sl RS ERRI Y A R
CIEVEE SR 01003 R i Ea il Ei3r R Pk TS
TORESHET o ARYE 2015 SRRV ERIRS LR &
FAMRE Rt i ) Fr 2 A BT THY - FE DAHERR &
T M B L A Y R REE o 5wt B AERH A
YR % EEZ Ry 19G4-RD » H AR 25 B HIAN A
FHERSMBT s 22 -

— ~ I 19G4 : 1gG4-RD MW 19G4
IR K 2 i i 1E H {E Y _EFR (>135 mg/dL) -
I35 19G4 JREELEIE R R 6 2 8 fe s ik
/RNy 19GA-RD - [fL {5 19G4 T = Y 12 £ B e
HITE M A AHBATE - B0 e AGEHEG
JE - BLSh > BB IRE P E - MF 1964 LTk
HARE - B (EE R AR e R -

= e SRR ¢ B R A R
FT DA AT JE 2 MR A S S REI I B H - 2R
T 115 HE Y 19G4-RD 855 > ML 19G4 IR -
HIMB SR E G HERZN T & - KL
HEHE R LG 1964 - 1M i A i

£ 19GA4-RD B2 7 By M 3F A% L AT RE &2 BATHY
AT 32 o BN IURE ST N AR 75 B R e 22 B
R AGHERHE I AR YIRRRC - B AR 2K B 2
gt > HATMARE R -

aR R FaTE ( )

1gG4-RD [y J5t 28 152 A0 £ JH il B~
92 300 40 ) ke Bt Il 175 Bk % 3k (B-cell depletion
therapy)®® « & B 2 5 1k FH 2K 76 7 19G4-RD
28— R HIZE > A hIRHRZ KRR R
Batftoe - HATH AR ERERELT 0.6
£ 1.0 Z 321y prednisolone » £V R AR
IRICHE ~ IMIER S B mERR > F—E
ELIED 5 25 VR - ERAERHA 2
A H 1R 75 15 S8 A R (TR R R [T I U v
HEH S -

— fike S8 A R ] B R G P E AR T 2K
i Fo U JE K 2 BN S22 B D RE I
2~ 175 19G4 MR Nt 5 SEV)In &
HUMERZ PRI AP AG R K - FELE2R'E - ATUBRHE ~ BB
B~ I B M - T DU B R B i P
3 B A [ B TR R e ERL B R AR
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R A8 A&,

kE

G4 AHRHME R

A4

!

TEE AR E S N HRER » MFZEAE - JMEIDEE - &
s JE - R - MERRAE - KEE
| R v
v ) .
PP e N Prednisolone
Iy
i P |
A1 e e ROCEETLESES
IR i S IR A
rituximab v
2T R I ] R

BT : 19G4 BRI ERRaT B BRI ¥ o

R HARI NS » Rl ReiE - 5940 - a3
A AL BEALTEIGER IR ~ B2 HENT
P2 5 ISR S B2 A VE IR SR AN » KI5 HE
TEBR AL T L2 B It B an 16 iR s s St
B o Hfih 32 A0 8 4% 58 4 5 azathioprine
mycophenolate mofetil % methotrexate » ‘i35
L BEYI £ E T SE AR AT AL 34 -

BEAh - B2 5 5 H rituximab Y
B it 1 BRFE L AR VG 19GA-RD » 75 SLFE FH K
4> B Ay B AR IS H 19G4 3REE - 1 B
HH IR B P Y B B 5 AT 19G4-RD By 4
A FE R 58— rituximab f CD20
Ko PR EARE (20 B ARG ) JRA » GRS
MR FRAE R - TR Se B 10G4 RS an
R FERCHEANER2BET - 5 BRI
M 19GA4 32 10 15 & [# 5 » 19G4 5 1 1Y &
SRS H S AR BRI S - BHAE B MIERR
BRI R 2 SR g E itk - [KIE 19G4
155 1Ak e 2 e 9 85 E EE R I3 19G4 YR -
TERIR 2 B BOas MY BE 12 b vl RE 2 B Ar v te
t@% 32

B 112 19GA4-RD 1Y 365 9% i I 5 4 1y E I »
2015 BRI AR S iR AVIG R ALE - Z2KH
iz E AT - DU K69 B 88 e g 4
OB o has @ a A i A BV 2 (—)
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IgG4-related disease (IgG4-RD) is a newly recognized fibroinflammatory disease involving essentially any
organ. The disease is characterized by tumefactive lesions, a dense lymphoplasmacytic infiltrate rich in IgG4-positive
plasma cells, storiform fibrosis, and often (but not always) elevated serum concentrations of IgG4. The diagnosis is
based upon histopathological and immunohistochemical assessment. The lymphoplasmacytic infiltration, storiform
fibrosis, and obliterative phlebitis are three major pathology features of IgG4-RD. Treatment options include
corticosteroids, immunosuppressive drugs, and B-cell depletion therapy. Clinicians should be aware of the disease
and ensure early diagnosis and therapy, which can stop organ damage, disabling tissue fibrosis, and death. (J Intern
Med Taiwan 2016; 27: 19-28)





