¥ & EERDERAIR

miHFT 18G4 BhERER | —2DBlR L2

R E—
R AfC R -0 FE @0°

= g
I1gG4 BEgE B, 21 RIS E N7 72 2 e B C, IS 1gG4 =il & W2 TR~ D F I 72 1gG4 BT
BB A2 E 5. CNFETICIDE S OEMPHARD L FAE SN TE2DS, EAFFEEHGERER
AT IEZ v & Lzod — v T v 23 VKIHIT, [1gG4 BB DR — ], [1gG4 BEHEE B O ST |,
[TgG4 B B IEZ ML OHIE | 72 EOD LW ES I RICRE SR TW S,
(HM%EE 101 : 2973~2981, 2012)
IgG4 BE&E, Mikuliczis, B RBEMEA

4, VA SHE) G MG TR ORI ZE S I B W
T 220DIgG4 B B FEHE, 3 72 b HIgG4
Mg F— 2 (FEE 66 44) Y & 1gG4 [y 7 — 2 (FE

L &®I(IC
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EZ EEBEDRATTR

WE&AfT |, [TgG4 BB B U REZ Wi 2L HE D ] %2 |
EOHBELWEEIGER SN2 AT,
Z DO HAERFEDIgGE BEIR BIZDOWT, FER O
W, WL L RREIC O W TS .

1. 18G4 BER B R R OFE L RIK

1892 4F:1Zvon MikulicztA12 & 0, X3 B0 TR
B, B, SHTIRIERR % 0F 5 RS S,
it 2 o X 9 7% 9 B idMikuliczii & % W iE
MikuliczJEBERE &L MEN S L H ko7 — T,
1930 4E (R FHEE Henrik Sjogrentdit:As, w2k
RSB O H T ISR % o 7B Y
< F O % SjogrenEBERE (SS) & LTHIFL
TLSk, [RRDIEGIFH STV o7z, 1953
4E |ZMorgan & Castleman#s, 18 # ®Mikulicz
I O R AR AR A O FEEFAl 2 1T V>, Mikuliczii (&
SjogrendEBEHED 1 IKBITH % &bl 7. &
MLk, WOk T ldMikuliczii & v 9 HEE2MED I
Bl zodz. LaL, RIPTIIEHFIZHED,
Mikuliczyi & Sjogrendie it o FL I B U Tk
A7 &N, 2001 4EOHamano 5 12 & 2 W bPERE S
2B 5 E1gGa MEDFHRE IZHE £ 9, Yamamoto
5 A¥Mikuliczdi 12 B 1 % EilgG4 MLE % Hiedy L
720 2= TV UIEBRREE R D A YN —Z LG
12, Mikuliczd® & Sjégrendie A o B [n] 2 B & 72
292 HT, XPRREOTIR - ZHFIR - B TR
NERE % A3 2 0Bl & S EBBLCTH O, £ oK
SEAR & ARATT WL B X O B RR 25 5HRN S RET &
N7z, Z DR, MiE1gG4 Fifili & R ARkIC eG4
R 12 2 M i oD 25 B 2 330 %2 A 5 5 FBREASEAT
T2 LZRBL, MasakiSIxegMmBEE L
T, IgG4 B L Eas ) v /SR (IgG4-
related multiorgan lymphoproliferative syn-
drome : IgG4 + MOLPS) 7% s L 7z%.

— 77,1961 4E D Sarles 5 DFHEY IZIHE S HE
SRR S 1d, AFRDNakanolZ & 2 iR,
KawaguchilZ X 2 yRFLHERE 12 HD &, Yoshida
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S & o TSN/ EMETH 2. 2Dk,
VLA 57l 44 TR VR R A AT SE BE & O S ER
HSE DOWFFEE A5G I BN HL Y HLAHE R 72 5 53
Hfy & U CHEN L7z, Z 0O T, Hamano
512 & % MiEIgG4 FHEDOHIEH % S W, 1gG4
AR B OO L 572, Z D14,
DML, 20N % RA IZEA T B E1gGL
WFZEBEDSFEE L, Wi o Kbf 72 3512 X 0 1gG4
B EICHE T 52 L oFERIFR S LA, iR
M b 1gGa B B O H EE2SE £ 5 W, 2011
10 H, ¥ F 22—ty AW (MGH) ©
Stonet#i:-DFRIEIC X V) EFE1gG4 BB > > R
YLD KA N TRHEEINT, SOV URY
7 2T, TR 30 B [E A S 100 44 % R B f
WREDVBI L 72h%, 20 3EHBHARAIEE T
B o 7FFED, HARDIgGA BIHEE B HNT B 2k
BLEOESZRL TV ZOYYRERI YL
OHFT, H—HEHE L THERN BT 51gG4
BEsH e B (IgG4-related disease : IgG4-RD) 25
BREICARGE S N7z, F 72, FISEERU TARIR
25 FREINT=[TgG4 BIER B EIGB WL | §
S iz, 512, fERkDOMikulicz disease,
Kuttner's tumor, Riedel’s thyroiditis® X 9 12 A
%% 5 L 72940 & B ar ORI 3D 72 1G4
BEHEH 4~ DZETEAHENE E M, [TgG4-related dis-

ease : Recommendations for the nomenclature

AR

of this condition and its individual organ system
manifestations 'Y, [ Consensus statement on the
pathology of IgG4-related disease ' ® 2 AR D
LELTRKENDLTFETDHS.

2. 18G4 B ERETIEZ M E%E

IgG4 BELpR B 0 B 2L 3 0 BRI @ 2388 T
B o 7278, 1gG4 BEEE BT B TR g2,
MikulicziE" 2, Riedel IR It 9%, Kiittner/id
2 R IERRAERE 2, JORE MR IESE, M
BT BB 56230 2 &, FEITL LI
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| _.autoimmune hypophysitis

Mikulicz's disease
Kuttner's tumor

Hashimoto's thyroiditis

5 ‘—\q——- Reidel's thyroiditis

1.
L DEIRFER, FIETh—

ELZHRELEUCHEGEETHZY(HLD. L2rd
SjogrendiE BT X granulomatosis with polyangii-
tis (GPA, Wegener) 7 & HCOREMERE,
CastlemanfFR MY >/ iE 72 &I & 8
L WERETH Y, TR ZZHT LS
% W —FLHE (X R & b7z, MR IE - R PE
DIREF I X 2B EAEER DIz D T —F >~
77N — TR S v, OF LSO —Bk
IREETHMEHTE 5, @K DOBWAEHE & 3%
A D7D, OHKLHY MELT s, @
FEVEELS % BAh 9 2 72 o0 ISR BLHLRR T L A AR
T 5, ®ATFaA FOZWRHRIRITHEIE L v
twr oyt hod &2, [1gG4 B Bulg
Z W #k# (Comprehensive Diagnostic Criteria
for IgG4-related disease (IgG4-RD), 2011) |25
&S NAFIUIZEERIT TRESI NI, ZONE
i, (D) ERRAICH—F 7o 13U R L Ry
LOEAMED D CITREEER, ER, R
R VERGZE 2 380 % 2 &, (2) M HIgG4

\K

2975

intersititial pneumonia
autoimmune pancreatitis
Sclerosing cholangitis
tublointerstitial nephritis
retroperitoneal fibrosis

lymphoplasmacytic aortitis
inflammatory aneurysm
eosinophilic angiocentric fibrosis
inflammatory pseudotumor
prostatitis

\ " cutaneous pseudolymphoma

*Rosai-Dorfman disease

IgG4 EﬁJET',...\ ik 1 & 9 51H)
eG4 BhERR

[CEFEND.

IMsiE (135 mg/dIBLE) 2D 252 &, (3) wH
ARRFZIIZ, OMBRATR « FHZRY 238k, B
BRI R & AL 2 320 5. @1gG4 Bt T
B  1gG4/TgGRy AL LE 40% LA E, H.
DIgG4 By EMINEAS 10 i/ HPF &2 2 5 Z &
DIFHIY 2D, TNoOFWIH DWW
2k, TEEZWEE (definite), HEMEZEE (prob-
able), %EFHE (possible) EFBWIT 2 L) ¥~
TNebDOThHb (F1).

—JiT, ZWEEROIRER L IR & (1
HIWT3 572002, IREiZs, MLEARAT T i, 9
Blasnydei, WERIAEE, X7 a4 FROSH,
BB BICOWTH LI MH I TW S
(FD. BB, 1) Mg RCld, H—lRsmig

TIXIMEIgG4 A5 135 mg/dERTGH DIER S H 1,
1gG4/IgGLE DS Wi DBE 127 B 2 L Hd 5. 1gG4
EHLAMNCIZR Y 2 a—F L e ifyry a7y >~
D EH, MiElgG, MiFIgED ERZHDDH T &
2% L, ARWARINIE % 80 5 Z &0 5. LG
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= 1.

|gG4 BERERSEZHRE 2011 (BEEHBE

Y - MsREE) (SCik 31, 32 & 0)

(=]
l8G4 BhERB (S,

R, BURER, B, ATEE, JB(EE

U/ ke 18G4 FEIE R Efiian=s ULWLWERBERMEEICRD, BRI WVEERLCESEE
= DIEAPIEEN - EEREEEZRODREATHADERE CHS. BERMEEE UCIEHE BE,
BlE, BiiR, ®ER,

; RR - ERE, i
U~ e, B, AEEpESnTLS, wE

WMEBIEEICHLUEEHERE L COREZER T ENEVA, B—EasREDSGHHD. RRNICIFERENRE
[CADEGOTAERZEL, FEaslEXR, ERICKDEHE, TOENPHIZEE, R LICH DIESEERN 2T CRICE
BEEHEZHD CENDd. BERICIERATOA FHEWEZEHEL.

(ERPRESHTE#E]

1. BRPREVICER— T (FEHEERS I CBHNEOFAMES D VIIREEER, BRE, # IEEREZRDD.
2. MRFMICHIgG4 mAE (135 mg/dillE) ZRHD.

3. RIEEBZNICLITD 2 DZRHD.

O R - FREU ) GR, EERIROZECIREE 258D .
@1gG4 FM TP E D | 18G4/1gCrRIE AL 40%LU L, BDIgG4 BZHEEHIRN 10/HPFZBA 5.

LEEDSE,

1) +2) +3) ZmlcIbD=EEZMEE (definite),
1) +2) ODH7zdhicdbDZZR2EE (possible) £92

1) +3) =EEmlcdbDz%ER2EE (probable),

BU, TEDROEBEZMZMNA T, SHEBOBRUEES (B B/ ERE) PELUESR (SjogrenfEl®E:, FEFRME
(L IHREEER, Castlemandi, ZRI4HEZIEREIGHEE, WegenerA&RE, )L+ R— R, Churg-StraussieiEE i s)

CHRTDHCENEETHD.

FEEICLDEEZTELRWVEEICD, SHEOZHEEICLIDEZHDTRETSHS.

I1gG4 B, MRE (7 P Y- %, K
B/, /RAEXWE, Z 9 ECastlemandiiZe &) T
DRDOLND 720, ABEBIZLT L HFFRYT
Fawv. BUEDO L Z A, WK - ARSI
51gG4 DEFHRIIAHTH 5. 7/, MiklgG4
L TEVENESS T LM EAEZFRD B A, v b
F 7D 2 5Ll TR O REEAMR 2 &
2) FREALAET LTk, SRS X o TIIAEZERRRR
#EAL (storiform fibrosis) X% X FREAHE L (swirl-
ing fibrosis), & % \ M FZEM:EFIR S (obliterative
phlebitis) 2SN ZRHBRTH D, 1gG4 B
WEEBWT 5 L CEELFIATH L. T,

IgG4 PR M LA A BEER DR & LIXL
EAOND. EETREIE, BER ORI
b BUBTEIZIgGA Byt B M 128 o At b %
RO B T EH B Y IR SOSHT ORI
BYALEND DR E. IBRIEETIE, KK
SOEVENES; Of, BV Y5 &) R
HLHE CEMEMIL O A A2 MRS % 2 L SLHT
HbH. F-HEPIRRE (SjogrenyE e, RIS
1LPERRSE %%, % i Castlemandis™, $EFsPE%
NERERHERE, GPA (Wegener), il a4 F—23
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A, Churg-StraussJEMEHE 72 &) OB WL SR E
DFWHERLWZEAEIZL L ONWTEM T2 L
WEETH 5. LH.0MCastlemandi b, KIS
1G4 MfE AR 1gG4 FpPEalE % 2 30 5 55
23 % 73, CastlemandF i B IL-6 IMLHE D < IR
BTH ) mBRUSER TFHRAERLZ D, BUKRTIX
BT Z 72 LTV T b 1gG4 BlEs BRI I3 A
D HME, BB, TR e SR
RO L VIR S TIX, A7 a A FRIR
DH DG, KEBOWREREL REEINS. L
2L, B COoNERCIEERERAE D AT a4
FGIZX D, RSB T DRl rH 0, &
D AT A FIEGIIRKICELRETHS. A
TUA KNI A7 VITAREBWIREE TR &
NTEHT, BWHTITHR SR D R Z R
T 2T HULENDS.

3. 1gG4 BEREBZHIDO 7T X L
[TgG4 BEER B ARG B W2 HE 13, R B %
EHRT LI ERATOA FOEBHRIIZW % 2T
LTWwiwiz®d, BRRIIZAERME ORI
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Fx 2. 1gG4-RDEIEZMEED KUTHRIGTENZHBEC KDEME Uik 31 £ %)
FEhEER fs2 S 5¥52 aE ik

=UUwYR (84) 53 ( 83%) | 4 (6%) 7 (11%) 0 ( 0%) 21)
OS criterialc K22 * 4/4 7/7

gt 64 (100%)
=oUwws (40) 28 ( 70%) 0 (0%) 12 (30%) 0 ( 0%) 46)
OS criterialC k&2 12/12

gt 40/40 (100%)
BiE (22/23) 20 ( 87%) 0 (0%) 0 ( 0%) 3 (13%) 28)
OS criterialC kD2 2/3

Hi 22 (100%)
BiE 41) 35 ( 85%) | O (0%) 3 ( 7%) 3 ( 7%) 36)
QS criterialc kD2 3/3 3/3

5t 41/41 (100%)
AP (80) 0O ( 0%) 0 (0%) 41 (68%) 19 (32%) 18)
QS criterialc k22 41/41 19/19

gt 60 (100%)
AP (54) 0 ( 0%) 0 (0%) 42 (78%) 12 (22%) 19)
OS criterialC k&2 42/42 12/12

Hi 54 (100%)
AIP (90) 0O ( 0%) 3 (B%) 70 (78%) 9 (10%) 20)
OS criterialC k22 3/3 70/70 9/9

&t 90 (100%)

*(QS criteria, IgG4-RDIHZSRFEMNGSIIE %

S WIBEHRZE DB IT L3 L & < 13w,
1gG4 BEMikuliczii R 1gG4 BYHEHE T 70~87 %
THY, +oeERRER TSN vECRE

PRI BT, 1 ZITEBHEEZRE E 721
WML 2D (2., ZOFHEEMET L7720
2, FEBROEETIE, WHZ WA CHERED X

72X BERSIEBIIZ I, 207 NTY XALITRT
< EARIE S TG4 BES B ES W S HE 2 DR 57
% . [TgG4-Mikuliczii iz Wi 24 |, [TgG4-H C %R
VEVERE SR W AR HE |, [TgG4 B EFRE RS W 25 4E |23
BEICARINTH 0, EPICWH Z/MAG
DL ET, IZUT100% DREKEETIgGA B
Be2hritisks (%2).

4. 18G4 BER B DR

AGEE, AR D 2 W 3 BERPE S 4 B Rh A
WZIERRHREET - ALIEMRZASBL L, k1G4
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i X OSHEAR~DI1gG4 B BN iR 2
P HNAHORETH 5. B EIE IC%
<, HACHREER, IR - MERNR,  HUIRER, A,

WE, MRAE, EEE, 9ALAE, EE, AUSZBR, fRIR
BEIPE, ) osEE, BhAR, B2, AL, TS

(A B Rt IR A DS BL LA 2 TH B 12,
HEH, HORPEHERESES 175759 Mikulicziig” 2,
Riedel FARMR 2522, Kiittner JEEE? 2, 4 B ITHHE
JEHND SOEVERSIESES, HURMEE ), W
PRI 96230 70 &, LI PE L TR % & LG
RETHS (K1), KEEHFHEOFAMIL, £ <
DIgG4 BIHE EFFR 5 R HE M FH TR S hTwv
% DT ITHITHE 7203190 BEIC Wi IR DR
L7283 EE LTUT O 3EEREDN D S.

1) 18G4 B8 E IR IR & iR IR & (IgG4-related
dacroadenitis and sialadenitis : 1I8G4) /IgG4-
Mikuliczi®

FRPRIEIRASFHALL L T\ % Sjogrendie et iz < 5
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| Comprehensive Diagnostic Criteria for 1I8G4-RD |

|(1) Organ Involvement or Damage|

+

| (2) Serum IgG4>135 mg|

I

l

(3) Histopathology
lgG4+/1gG+cells >40%
and 1gG4 cells/HPF>10

(3) Histopathology
lgG4+/1gG+cells>40%
and 1gG4 cells/HPF>10

@

G [Ne] [one
@, @, /®

Possible |

|Probab|e| | Denial |

Ui

i {

Organ-specific criteria for
- lgG4-related AIP
- lgG4-related Mikulicz's disease
- lgG4-related Kidney disease

E2. |gG4BEEREDZH7IVIVUXL k31 & h51H)
18G4 BERDOEAMEE] & [HERRIZHERE] ZALcIgG4 BER
BEMOMN. ZHIER 1) ERE, 2) EE%E, 3) REMRED IIE
BTl Uicsa (C1) (S22 (Definite) £15d. 2EER 1) £ 2)
Bl b, 3) ERlcSEWGERCIIREREZRESN CLEWVESE
(C2 &£C3) (5¥s2Et (possible) £33, —75, 2ZWIEE 1) £ 3) Zi
Jegh, 2) ZElmicSEVWbBD (C4) (F#ME2EE (probable) &85, U
WU, EEZESIURZE CHOOTH, [HEBRFIZMEE] ZHlcLicbd

(F1gG4 BEABHEEZIEED.

N, RECHE, TIRERZIR R B Him OB A 7 <
HOEM s, FEMEE % 7L dF—1hi
%, JEZmBOEUHEINE CRBO LML, iU
HIUER ) v~ F HF I EBTRD S 525,
PUSS-Adifk I X UHISS-BYifk 7 L ofF RIWHT
PURIZBETETH 520 iR & b FHWI 7)) > /78Ek
121 2 780 % 7%, 1gG4 BB UL ) >\ &
TR 13 &) R BRZE A 4 L CH,
WHEAE AN DY ¥ RERZE DD 7 B O
PRIz TS, e d HELHLEL, TgG4 B
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PRATIIIgGA BT E ML 0 25 1 70 1248 (1gG4
B M/ TgGREPEMIL AT 40% DL 1) 5588 S
%73, SjogrentEEFETIIFRE ERD SNV &
Td 5. O WEALPEFE T B2 THEKKittner
JEES & FHIE I TV 729k D 1gG4 BIESHR B TH 2
WHREMEDS B E N TV 5.

2) 18G4 BEERER (I8G4-related pancreatitis) /
B2 ®&E M Xtype | (autoimmune pancreati-
tis : typel, AIP)

OB E, Ak oI B iR 25
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K3 %1gG4 B # JFE % (LPSP : lymphoplasma-
cytic sclerosing pancreatitis) ([Zhz, Kckd S
W DL WIFHERIZIE S FAARDWE S IDCP ¢ idi-
opathic duct-centric chronic pancreatitis*”,
GEL : autoimmune pancreatitis with granulo-
cytic epithelial lesion*?) 2% £ 1, IgG4 BYHEIFE S
iXtypel AIPE 0 #H E N TV 5. Hamano b 2 X
% H OSBRSS BT 5 I1EIgGE FA- ok
23 1gG4 BIEB B DI AOFRRI I o7 &
FHR DM Y TH 5. HZEMEEIE R SRR %
B3 2705 AEWHEESFHICSWESRTHY, =
a—, CT, MRIZ & O MR WA 5 2 7% B Wik
WEzsn, WAFTE V—tk—IBROUTA
PERIE R, 54 F 3 v 7 CT CORENERTR/ (5 —
> & W IERRAE % (capsule-like rim) 7% & 2SR EAY
FriCTd 5. BRRMENEROLE ISR R
AR R E OB EETH D, EHENE E
B AR E 5 (duct penetration sign) 254
T 2. HABRRF 2 & EA G788 MG TR
PEBFTAAENTIEIEC X 5 H T 55 I 2 e
REEET ¥ ABWAEESRIBEI N TV S
259 —fEERIRFIITEH LR D 5.

3) 1G4 FEEER (IgG4-related renal dis-
ease)

IgG4 B B OB ITE, BRIEBRAHEE 12
PE D KEE R B - RN 2 & O BRZE LAY
DG BIAET %55, B O FAITFRAME
B 45 (tublo-interstitial nephritis : TIN) T
5. 1gG4 BIH R PER 9813, Moo BRI ¢
WZHS, BRZE, MENRZE, ) YN EOE
IR E DA Z <, 1gG4 BAERE B OH Tl
MR MESE AT . iR R, B ICER R
LRI 20 EAY— LB A RO L
MOMEEBTERTIIALNZWITRTHS. K
HEMIIEFRMEME LSO ¥ 38k, B
B ORI & B L % 58, 1gG4 HhiEGta T
LR D1gGA BT EMIBATERR S 5. SKERIE
WCIEHED 2V E DEEDZ VA, RIEEE %
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EZ L EBEDRAR
X CORIRPIREDO G D IE SN TV DY i
I, HARE 23 1gGA BHEBHE Y — % > 7 7 )b —
7 (RFR A BRI R N RE, AR )
12X D, 1gG4 BIEREHES W e S AR S 72369,
C OB, 1gG4 BEREBOIKR, ML,
FRELYARPLIZ LD W TlgG4 B % 29 % A D
WHEEZBRN LSO, &0 2R EL %
BIZANIFHR D DTHS.

BBbHIZ

F 41X, MikuliczHi, HORIEMEEES, Riedel
R 2E, Kittnerld%;, HRIEIBMMERE, MBI
e, BRI ERNEBNRDI 2L D
AL T, SN FE THD SR H &
BRAE L ClIBEORRICE DT D, ZLC, &
U 7z BER R0 B 5 (2 HL D AL Hh T, 1gG4 B A
LWV BICEBR L & i34,
FLEERMAS ], FSICREAT O S 4 F
N7-D01gG4 BB TH %, SHET, £<
DOHARNEMOEEIINC & 0 1gG4 B#EICE 3
%2 OTEWMATH AR LTI IT TRIG S
T3, 5%, 1gG4 BER B OFRAMMEE 5
2o, MROTEANPZOEBIZET > TWL
TH 9. TORE T THARRZINE TRHERIC
R — & — & L TlgG4 BBz 5| LT
T 72121%, WRGNT &2 ZD 72075 b %
EBE LRI Z2ITNE RS 2w, Wi, Fk 24
AFEE K0 R AR ST 48 TR T AR e IR BT 9E o S
[TgG4 BIER BB % JAHIERE ] (PR - HUHB
KAWALZENFLY: TEEMRBIZ, PR 73 %) A3
FERL, &5 7% 51gG4 BB B IFHH D HL Y LA
BIEEALH L LTS, 5Hb, JDELDE
fiAsIgG4 BAMER B Z A L, 2 OMHTIZEH S
NBZExF>TIEE 2w,

e [TeG4 BEPE Ok — 1, [TeG4 B RO &
TS, [1gG4 BEES R WG WL ME D HlE 17 &% < DR
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W3, JEA OB e R R S IR FE S S 1 g G4 AP JEME S BE - il
IFPEDETOHRBOE N DOBWTH 5. PR DFEAETTITHRL

BB L 9. MATTRIE, TEA S G P B IR SE
2 (Intractable Diseases, the Health and Labour Sciences Re-
search Grants from Ministry of Health, Labor and Welfare) ®
W % =TI b7z,

EHDCOI (conflicts of interest) BATR : AR LIERMNEIC
B L CHRICHEZ2 L

X ®
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