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WARK 23 EEE Sy fRAF ST RS
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L. E7@EAN HC) ODOEMERIR (LSG) TOMMTZBM LIz, 164 BhEEHE (N=4) . v=—F L
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A, WFEHE SO FENPESN, 164 7 FAAAL v F L

TG4 BAER B, IIE 1g64 D 5 & s ik~
D 1G4 B E AR OO IR 2 i & 9~ B 1@k
BThHD, TFEEH SN TWAHRETHY, I
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TgG4 BRELR R, SS DIEHAEENI HC LR L, €
NEZNHEEBRICEMETH o7z (PL0.05,
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U-test) (X 2) ,

D. &£
AW SN LT 164 BhER B ERE TIX. $T
SS—A HifAs  H1SS-BHUE DR IME < | 175 1g64
ILEME. LSG (Z381T 5 1gG4 BRI E MR/ 16 15
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F2. IgG4 BERABEDEDWEYE 2011 (BAEFBE  [WIFHE - #RE1

G|

IgG4 BERER L 1X, V2 Bk E 1gG4 IR EMIEOZE LR &M LIC L0, RERED 50T
BRI 2B R DIERCHRESD - IEEMRE R E2RDDFERRHDKETH S, BRlERE L
TIIfEg, RBE . TRMR - MERRAR, AR, BOIRAR. M. SRR, YE(LE. BN, ROSCAR. RAERE.
Bk, U LoRE, R, R ERMONTWS, RENEIERICB L OSEKE L L TORHK
EAETDHZENEZNN, B lgBSREOEE LD, BERNICIISBRIFEEIC L B ER%
2L, lERERELA, IEEIC X PAE, EEERCHIIRE, SR LIZE D RS RE R 27 VRRICEE
REBHEERED Z b D, IBEITIZAT oA RRERRZ & MRE,

[FRPR 2T L]
1. BRREIC B —F 723 EEIERS R R O E AR SD 2 WITREMEER, EE., &, REMR
e b,

2. MRFEAICE [gG4 AE (185 mg/dl LA E) 23D 5,
3. HEAMBFRICLLT D 2 228D 5,
OMFEFT R : ZHR Y L8k, TWEMIEOEE &R E 23R 5,
@IgG4 BT E R -
IgG4/1gG ISR L 40% LA b, B> 1gG4 BB EMAE 2t 10/HPF 2882 %,

DS H, D+2)+3) 2T OEMEZKEE (definite) . 1)+3) /2T b 0% WD
(probable) . 1+2)D &% H7=3 b D% 52 (possible) & T 5,

B, TX5R0MEZEZ M T, SlifssOBMEEE OB, BiEY o ERE) ELER (Sjogren
FEEERE, FRSMELIEABSE A, Castleman . RS IEIEMRHERE ., Wegener PIZEE, /L oA F—
A, Churg-Strauss JEERE/R &) LEMTHZENEETH D,

AEEC L VEZ TERWEEICH., Bl OBWIEREIC LV BENRETH 5,

[f#si]

I) APRrEREL, —REERESOEBZYIBSENEMADOEMTYL, BRI IgG 4 BIERE %845
LTEMTEX22+20 8 LEIovbarv P ATHY, FIEEEFEEICE L TE, LY ER
BB R DM REL T A Z EBREE LY,

) &
% BVERRHERE(LAE (multifocal fibrosclerosis) & @ EFEIFATH D, KETH L ATEEMELH D,
IgG4 BIERBEE I FEBILIIUTOL IR bR H D, %< OEATITEHIRSICRER R OEY
BRELTOREEET LN, BB REOSE b H D,
O BofEHERER (138)
IgG4 BE D B B 5aE AR (autoimmune pancreatitis:’AIP) & 2 WNE U v ST EHIIRE B O L
WE{LEEZ (lymphoplasmacytic sclerosing pancreatitis:LPSP) & RZE TH 5, AIP DEEE =
¥ A HH#E (International Consensus Diagnostic Criteria (ICDC) for AIP) <°H CLoa sk
ERAR2 WAL YE 2011 (B AR - BA S BEEIR R EFRAEM YL, 2011 4F) [ZX V2T
x5,
@ 1gG4 BEERE (L IEREAE &
FFPN - PSR SCHREE I OV AED B WIS IR B O R0 72 328 %0 5 i LI L &7, BRAEED
P CIEEEMEDREIRE AR, BEZBOLRVEMLIC G RFEOEER LN D Z L RE W, FRRE
B e UM REZRET S Z L2038 <, IBEROIEEEL S OEMERZE. ¥ X OURFEMERE
{EMERBE R & ORI DPBD CEE TH D, o, KRR B 523 “REE(CIEREE & 2 BRI 4 2 46
ERdH D,
© IgG4 BEEERR - R L OMEMRIRRZE
IgG4 BEE Mikulicz /B & & A, <M (RRCAEIME) OB, BT, SE IR, & T,
IR O—ERONT OO IERRPFFE CTh D, RIS ORREMEMIC &R EHERBEEICREZ AT D
ZENRH D, 1gG4 BEE Mikulicz i Idlgas 2 A (IgG4 BB Mikulicz OB KA, AL =




— 7 LV EBREITSE S 2008 4F) IC kW BITE D,

)
®

IgG4 BEE AR TR R AL
RFTRAR, EEMEBERR. BANRERBIEES R ERmb T2,
IgG4 BEERER A3 28

FICRESME R, /NIERIREE - FARBREER & OMER L OWBEISRE 2RO 5, HEhE - fifd Y
YOSEER Z @IS, OISR CRBEEARD DL Z bbb, RIS Ko T EEER
EHED . B, Vradf R—R BRERFM, BRYYE S OERPEETH D,

®

IgG4 BhEEEs

g PR RERT R (G AMBER, BREOLRMEEE AR, BEE, B RBREmR

&) ZRODHTLBREV, BHBIIEEEBRRPERTH D IRRERE BEEBERE) 25

BaEbH D,

@ 1gG4 BHEHR MERRHRAEAE/Eh IR B B R 22

HE S R B ARSI PR A& 0D Ji) B AR A8 0D IV 03 R A COAKBHECIEIR 2 TR T2 2 L b b B,
BIIRE AR T REIRL LRI R & R AEZ AT, Efg LBIREOIRE & L RS 5,
ERREEFI G2 <. T OBEITITEMRBORRIYE R 810 8D ZIRMER IEIEMRHERE & ORI
ML 72D,

@ D oEREMERZE

IgG4 BHPEREMRC U > SEROMEZ Efh & U, L EE 5B E b b D, TEROIIENE HAIEE
O—EZED, M, IREP. M. T BF. B %M B, ) @R ETORERD D,

I11) fuigpT f

)

O © ©

RV 7a—FnzfiEy a7V o bR, miglgG, IgE O LR 23O A2 L n%< ., &
RIMFEEFRDDZ BB 5.

MyE IgG4 mfEE, fiER (7 PE—MEER, XEE., [EXWE. 5.0 Castleman %5
28) ITHBObINDTED, AEBIZHLT LHEREATIEIR,

Mmig IgGa IFEMEE COLMIC LA EZRWO B, 27120, Iy FATHED 2 280 ECrIEEE 0w
BEMEDNMEW & DERE D D, :

B — R 28 Tl g IgG4 28 135mg/dl K3 T b IgG4/IgG LN DB EIZ R D 2 b 5,
SEDEZA, TR - JREAIICBITS IgG4 ODBHITRATH 5,

IV) JSELERRET R

@

&)

®)
V)

@

&)
®

lig2si & o TIk, FEEERRBRHE(L (storiform fibrosis) 3 5 U M T & 4R HE(L (swirling fibrosis),

PAZEMB%/RZE (obliterative phlebitis) M4FMAIZIFEGE THY . ZOKEBLZ W5 L CEE

REIRTH %,

IgG4 B EMBLAMIFERERORE S LI LiIEA b5,

Wt 72 & DJERDIC & FUGHEC 1gG4 B E I OB ECHRHE(L 2B 5 2 L3 bh 5,
ATmA R

B L SERIEBREERAE b AT R A FEEIZL Y, FRCHET D ARERD Y | B A

TuA KNI ATIERICETRE TH B,

PENETE DR MR E TR T 28 N5 T & Th D, 2L, B, HIERE, T =R

2 AR DEE L WIS ISR > Tid, AT A FHROHHE, AEROTREM G & 5,

WIBEFHRILE CARBEERER DT A KT A L IC# T T prednisolone 0.5~0.6mg/kg/day A3

Thd, PIENERCTORT 0 A REDHFIIZKZ RET_ETH5,

VD) BROb D 2 WD R &R

)
)

®

Blgas OIS COF, BV @R Y) IIFERAARS CEMEMBOEELS R A LW
HThb,

FALRE (Sjogren JEMERE, RFSIMERE(LIEIRE 2. £ 0% Castleman 5. KM% IE ISR
fiE. Wegener EEE, YL 24 F—3 &, Churg-Strauss JEFERER &) OZWHIIEEBROZH
ECRMEEIZ L LSV TRETT 5,

Z .0 Castleman %513 hyper IL-6 syndrome T Y, BZWiEEZ - LT\ TH IgG4 B
R BITIEE ENR,
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JEAE 55 R S0 90 B i Bh & B A R R e IR P ST S 3
FIREE AR, 1g64 B E L lgas U o N BEHE MR BB (1gG4+MOLPS) DHEST. D 7= 8 DHFZE
YRk 23 R EE AR S E

B Do R DO PRI B L et

oA I ks EMRERELeEY - HR

BT B O BRI TRB IR LR B ~BAT T 2 RN B 5,
FOFFEER L, THEBLZH T2 E0NEEND, 1EU ERBBERSNH
O EER 84 5 (3B 64 Bl 4 20 ) 122\ T, FHROIRREZ T LT, 28 4
(33%) TEF 60 [EOFREFRD, AFRITELR LD L LTHCHREMERESR 26 B, 8
LR 2 18 [a], JRAR - MERARAZ 5 B, ZIERSHRMEE4AE CTH o7, T2%IEA
T A NIREHERFREOREICRD -, DEEOSEEEME~—b —#i, FRT
BN RMEITER DRy 7205, 1g6 & CIC NEHRRETEVMEA A58 72, i,
BEHE R Z B UTZERIT, BRI 164 & CIC JIEMEIE, FERPEAVICHE &R FE
BT D8 ARTL Y EAZRBO T, BBP OREAFRITHRE THEILSZ >
Too PAEX D BEREMRLD 1/3 OEF THREZRD., ZbEAERICH,
D ATREMEN B 5, IBBIEF OB~ — 7 —ORBOAIE L . 2T a1 RGHE

22 LI XD REIDOTIS B EBROFHHCAER & E 2 b,

HFEFIEE

KAIEREY

RV Y. PEBE L Y, JLILESL Y,
KD SLLHESRE P RESE
JRIGHRAE D IREFIEH Y, R £
B RlFn Y

HIAEE D AR R ¥
AT

VEINREEE S HE,

HETL PN ST EN
EIN R PP ER PR

AL WHFEEB

B O EER I &g . BIRICEFRE L,
JERE | JERE DO REG & 23 DR R ik
KTHD, MiF Ig64 O LA NFHIOT, B
CREFRIT R ERICFET 2B AL
?}’béo 1-5)

E &AL DB CREERERFIIZAT 7

A MRRICBAHCRIST D05, —EIC R %
BHD, T HRERVIET EICLVER
DR S, RS L ST ZE2 o5
B, P —EORMIIFBL TR, Fiz,
FRICEET 2RI OV T H BT &
IZEAL TV, ARIFSE CIIER O, &
3R, Tl — o — R TR & D BEE,
TREFZ (e BT DUV THET LTz,

B. WA

1991 005 2011 % TOHIMIC, EIMK
IR R TR S e B S M 91
B, 1FEUERBBIEZEN TR ToH - 7z 84
B (5 64 4, 2z 20 B, i HRE 66 nk.
38-84 %) &R L Uiz, BN bR
49 » H . #PHIX 18-308 » H TH -7z,
BE ORI, EIRETR, RIS % HRET
U7co BBRIEERAEIR 72 DN I 1964 <
BB~ — b — ERZHES | ESHESNRZE D
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