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1. TgG4 BAERREHRA L 1T

TgG4 BHEEMBIT, B CmEMERER &
Mikulicz JHiCinzF& L, Z DT ES &
ZADIEHIRENRE SN, FLHbhT
WERMBES T, s v ) IR E M
\Z Lo THW S, IeG, IgA, IgM, IgE.
IgD 28V £3°, IgG 1L X BT 1gG1, IgG2a,
IgG2b, TgG3. IgG4 IZ/hMLET, 1g64 &
PEAET I E MR L, RN E %
52 Eovn 1g64 BIERA LT
TWET, 1g64 BERBIIRIETIEH Y F
T, BEMEE L ET DY S EROE
FE & BRAE(L S BRSE CL JEBME D 2 W TR
PIRAZIER LET (£ 1), EICHEENS
BERWEN RSN, FREMESOMNIZHE
HLT&FE L, 1g64 BIERBORMIL,
IgG4 BEMEDOTEEMIEN 1g6 Btk E M
fo ko 4% ETHDH L, EmE
105mg/d1 BAF D MLiE 1g64 A3 135 mg/dl LA
EThHD & LRl TR 2 IR %
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F+1. 1gGAPHE & A (1gG4-related disease)

RIETHLINEHENBET, EREHIVEREERE
AR (RMEMEERE. EHREELERE)

IgGAFEPER: B MR 28 (1gcalB MR HligGlS MR 2 {4
Ma0%LL E, D 1gGa [EEMAE>10/HPF)

1% 1gGAR il (135mg/dIEL L) . IEW TIE, 1gGalLigc LD
5%LLTF T, 105 mg/dl LLF.
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FESRpIC B 2 REEE % EMikuliczBEDIRENSEHFHEES
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Umehara H, et al. Mod Rheumateol 2012;22:21-30.

*2. 1gG4 BERBDREER BT
FEEhik B RE MM 3 autoimmune pancreatitis
I TR AR 121 PR L ME0E AR 2 chronic sclerasing sialadenitis
Fayk)LEEE Kittner's tumor, (S91)wViE)

b SHV)w'U3E Mikulicz's disease

RE BE B A2 RE orbital pseudotumor

SfE-EER  SFEEBRTEN E PO PEERHESE eosinophilic angiocentric fibrosis
fBiE #E{LMERBE 48 sclerosing cholangitis

& s i REER 4R 4 4E retroperitoneal fibrosis
BE L 14 RBRAME 42 sclerosing mesenteritis

TEEK B O fEH T E & H autoimmune hypophysitis
AR =7 JL RS 25 Riedel's thyroiditis

B4R Hashimoto's thyroiditis
i IgGARA:E AT B 1gG4-related lung disease

B MERf 2 interstitial pneumonia
B FREIE R FI1EE % tubulointerstitial nephritis
RIIZRR-2A,  1gGARIERTLAR % epididymo-orchitis
R EAR 1)\ B HERATE K EIAR 2 lymphoplasmacytic aortitis

#KIETEBIAR inflammatory aneurysm
1) ey A Rosai-Dorfmani Rosai-Dorfam disease




ET252LTT, RERVIBHRIIENES > THWVNL BWITHEE TIZE L DIRSHE
MRS N TWET (F2), 7272 L, HAMEEEE Ca, R Y R E 7R &) RFERE (Sjogren
FEGERE, IS MERE LR 2% | Castleman FOJF, IR ML REIEHRHERE . PUZRREME S 56 & 2%
P ad R— A AFRERPEN ZEIEMEZ F A 7 &) L8R 20BN H Y £77, 2011 4F
WZIEFRE KV Tg64 BHER B OFE2 M EENZB SN TWET,

TgG4 BIERBICIIZERE L HD Z ENRHLMMIRY E LT, TZTREBIE, 2501
To B2 % T1gGA BIE R 7R (IgG4-related skin disease) | & LT, TE5H7ET0
T2 LR AE L, ZoREIL, 2014 4£0 British Journal of Dermatology (ZHAF!
ELTH#EShTOWET Y,

3. 1gGAEEENDRBRED LA
2. IgG4 B EFERB DL

1G4 BB R BT C 903, Fx REE BB R R-BRs

T ORI EERBLTVET (K

1) i o 1. RS 2 A L AHIERE R L R IR
3). Vbbb, () BFEREMIBEZIE. |, myo, gs-ame 6 4RI & BRE M AR & St 0 3
)18 BB/ ARFHYE (FERERMEME Y o | 3539095 e MRS R HREA M R A - e IR
. NEREEFORE? "
SR A o1 hoid h lasi A GEEES
KHEGEAE  (angiolymphoid hyperplasia - b By O "
with eosinophilia : ALHE), (3)Mikulicz 6. ByTOTYUMENER - TOTUVICEIEAMBHBEOE S 5
. (4) BORFEREZ . (5) FERFREUALDE )5, | 7 mmfEiEt RIE- MIRHLI= S-S MEOTE e

6) iy 7 17 Y MUEERE SR/ SRR B

A7, (7 EmfE T, (D-G) LT

(3. TeG4 FEPE EMIIA S IR AL E0 I 2 E0RE
F5H LI L DTS D Y 2 F4. 1gGARTEEE O B IR L DI R B

L LT FHE] T, £Oftho (4)-(7)
P ik B

WZDOWTIX 1gG4 BB S D WL [ L eAnaantzss  2aoc mmmamia S0 kcodomn
2,182 7 \BE - ALHE 3 i BERMALTY) 22 AR, 80) 2708

TgG4 1o & B 90 ks BB I 2 | Do .

B kiE =z ] = 4. BEERER BAIEIEA
< T2 LEAET, 164 BIEREER | | L pomes ns e
BH o TgG4 RIS & RIS, WP | & ®7a U mEes FHI4SIRAFREL 55, LE
T R LA/ BEE MISE

BOWTHIOAH T2 SN TE-0, &
NxEEFE 2 CERNZK AT L
HEETT (F4), LT, FHIZHONT

WL L E
1) HEEMAREZIE Cutaneous plasmacytosis

KRG EAIRIE S RE 1L, eG4 B R R B OREMZIHE TT, LLAiD b KSR E M
WEREII PSP E AR R L LT T U7 EICHRETHRE SN TEE L,
BUANZIE, R 2 PO HTED BB OB FRILE 21 0 IRIEMEE AN LI L E T, 5
TIHREN Y VA AV U —IROGMM 2R LET, RIEMEABIIES - MEEcR2 60 H



D, FEBIELZ b HD T,

BLRE T E RS ZE D $~TAS TG4 BIEREICIRT 200 Tidd Y £ A, MiE 1e64 73
EFSER L, EEIZIRET 5 1g64 BRI E MM MRS O8A 1%, 0% O B2 T M ia
ZIE L WS IVE T,

BB T E IS IR 13t D 1G4 BIERE A LS 2 & bHV T2, HIREDOZ L b b
nE7,

EERIZZWNTIZZ 0 E Castleman W3V 37, U U ANEWRE L AT 25 51L, 0%
Castleman JHDZWr & 720 3, Lo o CRIGEEMEZIE & 2 H0M: Castleman Ji i3
F—=N"=F 7 LTWVNDLLEZXLNET, Ig64 BHERBOBRINEKE L L TP LME
Castleman JENH H7-8, ZH.LM4E Castleman 5 CToh DA 121T 1gG4 BEHE AL R B & 5
ZEITTE A,

2) /Y V& - AAHYE (ALHE)

Befdfs ) vl iE, U S EROBE RIS R Y U o oEO XS A Bk R A R L ET
23, BYEORRE AW 5 RE T, THMaME & BAIILMS Y Nl S 0 £33, 164 B
JEIRBO—RLL 72 5 5013 B MIBAMER Y LT, 1g64 BIHE MR E & L CORH B
AORRMER Y o IEOERR G, BASE & < 2B ORTEMALBECHEE - iR T,

250 L ERNZIE, WRER LG DR TH Y | Mligas~D T E AR 2 o 70 B R
B £, ORI, KGFEEMEZIE L R U T, mymB IR0 R G R D3k &
20 FET, £/ 164 BEREBOAEERIILT L AT, probable IgGi-related
disease (ZAHYE T 2HIHH Y £7°

ARFFEIEL, FTENOZ MESINTWET, B, 815, & ITHMER G ICEEN 2 b E
T AFEN 1864 BIEKRFRETH D Z EDBMESNTWET, LM LT X TORMNFE
IgG4 BIE P B BIZB T 2R TIEH Y 8 A
3) Mikulicz J8 Mikulicz disease

IgG4 B3 Mikulicz Jiid, IRBIEIR CRERIZHIND Z L bH Y 9, FRCIRERZEH & 1
WET, IRIGIERR - IRERZE MM ORI M & LT, HURIREERETCHEIE . FZE 2%, HisMET T
270 F 7=l P NERSH Y A, Mikulicz b ED—o &0 £,

TR, MERR MR MR =R Uy IRES & 58 FARSIEAR U k97, Sjogren SEMRREE & O]
ZELET,

4) EfEERY Psoriasis—like eruption

fifiggs > 1g64 BhER B A H L, KEHA L U Tk iz 2 50 2 ER N #iE ST
WET, &< Tg64 BREREALMERRE RITAOF U 7o el R BB 13, RS STV 2 i
HEHSNET, 2 OEHREBITE T O E ML 2 L TRWIEEEEIL TW b 720,
H72 2B O FREME S B E CE /A, WEEM TR b S E RO O TT, Ll
B BEo & RBIC, U o SERET Tl < G@E O TERCIEIZ 1T A DAL 164 BitED
AR & | A BE~D Tg64 DILENFED HILE T,



5) EBEMNMEES - B Unspecified maculopapular or erythematous lesions
flifigEs 0> 1gG4 BAER BICHEA L TV D BHFIC, BERA L L OUREMIZNRIET 5 JEE
MR T 72 D BB BB 8 D WITHLBEE R N BT 5 2 LR 0 £, KERE
TEE LI L, PR AICIIER LB O 1e64 IR EMAORBE 2R E LET, 4
H“BZOHT AV =BT DRZIES BT LS D RN H VY £,
6) & vy 707 Y MM - ERBRILE X

Hypergammaglobulinemic purpura and urticarial vasculitis
i D 1gG4 BHHEYR B O BE I\ T, AIMERE IS K B D WX RIB RIS K %
HBLDZLNHY E4, MABEBEIZIT Tg64 23UEHE LE T8, TG4 IR A MEDFEH 2590
72O, 1g64 IZ XD REEAERICEDMERZE S Z LI3B2AHLS, thofErnr ) v~
DI FTALEGLTNDEHEINET, 1g64 DOILEITHOE TN, IEMIREIX/2 0
e, #eFEE TI,

WHEDOTF7 477 bA FEHE (TgA MAER), Sjogren JEMRERLT Y T~ h—7 RITfE
Iy Za T CMEEEREE E ORI A E L E T, D LAZINLDEBEZIZHE, 1g64
BB A RN T 2L ERH DL TL X I,

7) BPEFREE  Ischemic digit

TgG4 BIER BT RTBAROWALZ SIS I Z LA LN > TWET, RIEIZI N
SENROANIEDTLR S PAZE S FHE L £ 77, MEh - JEEREARCZ O3Bk K 0/ S WEDR
BIRTZENDH Y, FRHOEIRAEF LA iE, mATARIZZR 0 s & 72 0 £,
Raynaud {85, FEREDEIHN A LN LT, BEIE, MARIE & OERINLE L 720 £7,

-

3. TgG4 B BRI B IRERARRR D AF K

TG4 BEELIR (B Oy PRAEE b ORI HEIT TeG4 BEPEMIIE S TeG B ERIa iR o> 40%LL L
73D 1gG4 BoMERERu>10/HPF T7, 1gG4 BIEZERATYH, 2 9 LIci2WriikE 2 7= 3 D »
WY LLEREAN, B OREMERERSC Mikulicz i & 13820 BLAMRITEL WD
xR ETHHREL VO RHRENDH D720, L L H 2 OWfEEREICAEE L 22l
Hd D ET,

JFRIB 1T 1gG4 BB B ELIEILVEIZHR S L CRFIiT 2 2 & AR RECT 3 BERZ 1T 1664 1
PEFZE MR 23 BIEELL T ORI R TIHER0, H 2D WITIERE~D 1g64 ILEDHDGE S &
nET,

7oL ZJERETH - T, 1g64 BRI O MBI AR AR DOLATIC K 0 2v7e ) #
725720, T UL ERERELR- LEY A, B LIIRAR OB RF AL CIXEE
N, TOMOIFETIZESEHENTT,

Z DX DT 164 B R B DO TEFRIT N2 0 OB 2 N Z 7 /R0 7o 2 W LY E A VB &
Z2ONET,




4. TgG4 BREFRZ R R DYREE

I1gG4 O Fe fEIITMA (Clg) <°Fey 2%
RA~DFEENTI< | FRETEHEIZ BT 5 1%
ENI D72, L UAMKEEAZRLE

BE1. 1gGaD EAE L&E

T, o T 1g6d DEE DIH b R JE A -
AT L LI TEERA, Th2 IL-4, IL-13
TgG4 DEEAEIT IgE L FHEIZ Th2 A b A o

MhlfiEE lgG4
A ThHDH IL-4 R IL-13 12X > TS
PET, ETREE T M (Tres) Hisko M~
IL-10 CT% IgG4 pEAENML 3, —FH T ikl
IX Treg OPEAT D TGF- B ITHRHEAL & 5

LE9, o T, 164 BIHEREATIE, Th2 & Treg NiEME LS TEBY ., THIZ Xk -> T Th2
R Lo IR ZIECARIRNE L D LB DN TWET, ZOBMI L THIE, |k
F9 % 1g64 X Th2 X° Treg ~DRIEREBO AR 2 RT A A ~—H—L LTOERNH
HEHLEXRDHTLL D,

SCHR
1) Tokura Y, et al: IgG4-related skin disease. Br J Dermatol 171: 959-967,
2014.



