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ACPA anti-citrullinated protein/peptide antibody

ACR American College of Rheumatology

ANCA anti-neutrophil cytoplasmic antibody

CD cluster differentiation

CRP C-reactive protein

CT computed tomography

CTL cytotoxic lymphocyte

DNA deoxyribonucleic acid

eGFR estimated glomerular filtration rate

EULAR European League Against Rheumatism

EUS-FNB endoscopic ultrasound-guided fine needle biopsy

HIV human immunodeficiency virus

Ig immunoglobulin

1gG4 immunoglobulin G4

IgH immunoglobulin heavy chain

IgL immunoglobulin light chain

IL interleukin

IL-1RA interleukin-1 receptor antagonist

IRAK interleukin-1 receptor-associated kinase

ITIM immunoreceptor tyrosine-based inhibition motif
W& Rk SERTREE

LAG3 lymphocyte activation gene 3

MALT mucosa-associated lymphoid tissue

MDCT multi-detector row computed tomography

MPO myeloperoxidase

MRI magnetic resonance imaging

NF-kB nuclear factor-kappa B

NOD nucleotide-binding and oligomerization domain

PR3 proteinase 3




RNA ribonucleic acid
ROC receiver operating characteristic
signaling lymphocytic activation molecule famil
SLAMF7 J 9 ympnoey Y
member 7
thrombocytopenia, anasarca, fever, reticular
TAFRO syndrome | _ ] .
fibrosis/renal failure, and organomegaly syndrome
Tth cells T follicular helper cells
TGF-B transforming growth factor beta
Th cells T helper cells
T-cell immunoreceptor with immunoglobulin and
TIGIT ]
ITIM domains
TLR Toll-like receptor
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NTWEZENLLHALNTH D, —F7. IgGa B B OB S OMIRRmE Db
bz, FUBIOHE LML CTWD Z LIITEETINERDD (WA XA 1-1-25
FR) . EERIZ, TgG4 BEE BT I 2 X B O IR AR - MEIR IRIERR O A 12 @Téﬁ%ﬁi
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XY DOEREZBRDOLZEHEL ., FOVREBHIRERGBEELZ LTS, IgG4 BE
Mikulicz 5 (IgG4 BHEREAR - MERRARSS) FWrAECIL, R - B MR - 38 FRORME
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R OFFGET D MR E R AIMEIER & & 7R & L, BMERIRS, RARIESS, Yo
A K= A, BV LoNE (MALT U 28 0) 12Nz, ARREDRZET S 19, T LAF
— (R EUE) T A RIPEIRIERSZE O DAL D 0, WEFEAZ VD, BT LLs v
RBEOBEN D D,

WER IR O Rt 3 5 BE ML A IMEREIR O 56 F TSR A & B A A 5 BN
%, MERIEH R OISR BIL, BYE - B0 B REE . FE ERCRIEE (BYEHURZ,
Mg Y > ERGRIERD) | #5870 & O “RMEIEBIC T Hiv, YT U EESS MALT VU o/ 3f
WA T D 2085, 2 <TH R SIRBMIER TH 5, Fife ™ 5 MR IRIENR 2 % 727
FEREBEMER R & L Cld, BMIUE (B LIEMMERAR S, ¥ A L AEMERIRA) | B IE
(WEAHE, PAEMEE TR, BRER MRS 2. Mk%. Mids, Mo B, HIV BEE
MR IR ) . FEIEEEVE BRI (B eME S A BE, REFItEA > = A M@, U o)
MR RS NSRRI . BAERE (T X — T 2SRRI E B, U %
R ERRRD) | MERHRE, SeIE RO (AR, Sjogren SEMERE, Lo R— R KA
i\ NHETFHND 5, ZNHDI L, RIEMERBITERETHD Z ENREU,

BEYIIEE:Y

MRIVERERR OB & S IZ G2 (R BE R T2 A I TH 5208 910, FH LR
AROGZE ZIIHAREE 722 & N EBRZ I O H TIIARB BT DICEIRNETH L2 &b dH
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1-1-3 JEMICZ LW 2380 2556 . IFIBRED ISR I K OVFILE R O
RIEPER B OM, REBAENCHET D (B)
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—fRIZHRE U L E Y 2~3 mg/dL LLEIZ7e D L, RECIRERFER 7 Sl s 2727
(BAVERRIE) , PEIL, K& @Mk OFrrdk) sE, FFMiavese, PRZEME (&R |
JEIC KBS DA, ERRICER CHllid T 2 20 EEAT DI A CITEHENE Y L
Eyﬁﬁf%w ¢f%%%@%fﬁ%m BEVETEIE SN 2 CHRVIEIRE O & 3F 2. D %A
I IR RS A (BYEIRAE R - IBAERZE O GBE b D) HE—ITE XD 2 LI D18,
@%ﬁwﬁﬁﬁg\%éwiﬁﬁéﬁz@wﬁﬁﬁiJ%#h@%ﬁﬁhﬁg@%@ﬁf’
£ 5 NHIE o PAZERSHA-C TRt E S e (F k70 &) %255 %z ZNOHREE SN SHAEIE
IgG4 BLER B TH D H CouZ MR & 1gG4 BLEMALMEARE 2612 X 2 PHZERER N BRI
AT

B MR TEYE 2 KT 1L, HADORERA T 48.6%D, Z OMoOMA Tix
32.5~T72% Tl % 26, IgG4 BIEME(L MRS & CHYEL A4 KT BT, AARIZH T 2 2EHRA
Tl 35%7, EDOMOHE TIL 62~TT% L STV D 89, fREFAFEE L7V IgG4 R
%@ﬁ%ﬁ&ﬁ THEHEOBEZRE L2 b0 0D IWF R bIEFEN D e, £-01%2

WCEAMERIE 2 2 LI BEOEIAIL 7.6% B LN 50% & RELRENH LN, ZHUTERSh
fcf{ﬁd DR E DR DEB LI D LB % %7}%6

Fio. HOEMERE I KO [gG4 B L IERRAE RIZI 1T D HIR2 R D R OB X,
ﬂ%ﬂ7~%%W@EUwJIMmWW&\%%Li@k%<i%03ﬂ%0\@E®&§
mowfﬁ%ﬁ%ﬁi&m 2B, BAROZEFAE CILH SRR D 37%D, IgG4 B
AL 2 O 3T% MG b EIE S R WIER Th - 7212, S 512, I8 & FEOJHF
_%ﬁég%%ﬁ%iﬁﬁbﬁwo

ERO LI ET U RIEZ LA, i%xﬂ~bﬂiwﬁiﬁﬁﬁ®%%’%d<A
B, MRS, FIIMERE SR EF D BEREER CIE, 1gG4 BIER R
BIERO—D2L L TET LI EaHRTLHI L LT,
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1-2 BERREEE
1-2-1 MRI T (IS L<IZAAMED) = XHRRIER 27RO D56, AEE LR
<EE9 (A)
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IgG4 BIER B DORMEIKORE., T2 b IgG4a BIEIREEIZIBVW T, = SRR E R I,
RHRIER, SMEFER & & HIC 3 FEHE SNDIHFETH D DV, BHIE [gG4 BEARE B D FF
BRI 7epT AL & U C = SARES 2 B0 Ch DR TR O lER (X 2) B#HiE S 210, DT
S X AR 1 FL T H D RIEAMRE & IR EARROME R 811D & O THE S vz, Tihun =X
FPREIER O HNIZIRE S MRI & 5 W) N\E CT OFRErsME TH 5, 1gG4 BEEFERIZE
F 5 X ARIERIR A 28R 2 Z L 130720 T, ZORBLOHREITENTH D08, fhkk
FE (epineurium) DOIEENRFERE I D 9, 1gG4 BHHEAREE BIZ I T = XA RNE RS A
HAVBEEEIZ ST, Sogabe © 1213 65 1 25 il (39%) (2. Park & 1913 42 {5t 5 fil
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BT, Goto B 1913 H RO 7> 5 O 378 0D 1gG4 BIEIRIE B A fT L, £ D5 5 77
Bl (20%) I[Z=XMRRIERD A B, AEICHAMEICEZ -7 (624]) &L TWD,

IR REIAN & 72 5 28, TgGa BB BIC B WD TIX XA 3 B ER S Ao 5 Z &N
Wl SN TWD 1617, RSO = AR R OFT IE 1gG4 BIEIRIERIC 2 0 BB TH
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1-2-2 MRI T TFEABERZRDDHE, AEEBLSFICEL (C)
<>

MRI BE#IZIBWT FRAER 72X FTREZPE (K 3) HNROLNGE, TEERK
BE DTS < OBEBIEN O GITET S, FTERAEROTIIE IgG4 B FRAR S
HEND 2D, TRIKERICEK TS IgG4 Bl FRIKRORIEHEILZNE TITHE SN T
WS OO, Bando H 0% FHEEAHEREIX MESCIRAELZ 2 L2 140 D 5 6| 1gG4 B
HREAREZ TH (4%) 128D, FEAERD 30%% DTV EMELTWD, £/, 3l
DA TIE, FRME TR LIREZ R S iz 33 Bl 13 1] (39%) 78 IgG4 BEsE T ik sk
EHBZKEINTD, TNHOMAIZESE, =X A= MRV TIE, FEEREREIET
FARZRERRBD S T8E . [gG4 Bl FRIER ZEHIREEO—2 & L TRIEICELS 2 &
(A A

728, 1gG4 B F AR Z M OJRRIC L5 TEIRK & 801 C& 258 e mig o 738
TEE TICHE SN TRV, FTEREROBBAZREBETR 9L LT, A% T Lz 2e
H U772 FRAIER, MG RALA W FTERAZEOIEE, T1 MG ICB T 5 T EARERE
FIROMWME RAEADHI) . 7 RV =0 A X218 MRI IS TH—2RIER I RBET 5
N5, FIENCR#Z T, FEEITEMR L., MrasNo < bEEN LRSS Z 212k, Wb
D% NV aRZEREGERE A T D, OB, EA L FEENICFEIEA 9L — 7
RN, RO A R 2560 H 5,

MRI % CTFERAERBS L O TREXEELZ -7 FOMMoEB L LT, WEN L=
NSRS 285811 TERIES (MAEMER X OJEREREIE T RAIRE), FEE~DS
MRS, 7 hrFEha, MERZEF RPN TEREAREAL &L OERINMBEE D, TER
BIECA LD MLV IEEOEIT TRAER TIERO R, 7 MrfEl, TEEREF T
ERPRD LN, 2D OREE L OENNCITIEY MRI AR TH 5, # B
S & U CIXBAZENHEANE, MRS, SENE, irEiigs, U o Nl ERERI & 72 5,
TERZZOFE IR T 2RO 5N DGAITIT 2 b OISR Z O FREME DS 5D
NWBHM, B EHORSEICI Y ZRIICY O NEREFE 72 IR EESEO TRIARNEL 9 D Z
CICHEBL TR E Y, BRITASEET 2B L UCTRICHEER MR T5 7 v v
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fikZ b Z OB AR FTERARZAEL D 5, 20 ORIEMIFRZE & OERNXE G O 7
MOIIHREECTH D Z &b %< ZNZN OB BIZREN 72 fth o B R PIT WL-CR A I b % 1L
L CEMEIT O ENH D, BHEMWEAE, 7 b8, 238 M8 RIMERIFIEE 7 & Cldmet
FTH T 1gG4 BN 2 2GR 25605 0 10, KR FREBEMFBHZE OLAICILE
HERNZEALETH D,
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2-5-2 HH~EFBHOERY CT ©. Ko FE AMERER X 72 (3R IEBHRHEE /B iR)E
PHA TN 2, JHE T %éﬁ(ﬂ’]ﬁfﬁ (I - IFAMBE O O ATED 2 W IZIR)E
PERAE SRS . ISR o 2R EEENRR) 2309 3 56, ABE DA Retkss
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EART2 (b)
<>

[gG4 BIEE BN DN D BF T, 20K 7 1 AIB W TR b 5[ D A
== IRMBEL D LD, BEMFIC K > THE~EROEY CT AEHBSND Z
ERHELEIN D, EORER, BRI TgG4 BER B & 2 S BF TR, BEO OV Atk
JEAR (1-2-4,72-3-1 103%2Y) % MENGHAERE  BIRE B2 (1-2-7,71-2-8,72-3-2 (Z5%4) @
f, IgG4 BIEFE(LIEIRE RO ANRE SND Z ERnd D, 1gGa BIERELIEIE 2 DR
BRI 72 CT Aiil (K 10) 12iE, 1) [Ah0 PR O BERRIE & Rl 75 1) O e WO EEARE
2) FE7¢ inner margin & outer margin 73 % 911,

Z 2T, IgG4 BIER B A B - 72 B ISR L TR~ B &R CT 21T > 7238, D
OVE AMERNERR 3 72 132 MEIARAEE KREWRE A2 2 580, 7D, 1gG4 B MEEE 212
R 2R BB E B0 7o 56 D 1gG4 BB B DR ANkt T- 2 2 Wkt (RREE - Fr
RE) s L7zimsld, MR L2RY TR Y5720,

7272 L. B OREMEER B 2R & LT BT ZE0t% 1 E BF2E Cld. 1gG4 Baaiasfb
JEAE R % 29~T3%IZEPF 13100 | & DL, IEMIMBEICRE 2 27 25 1gG4 B b
PEIRER (FEENEOVI ENALNTND) & T.7-2T% A& 0F 149 L Tz s S
TWb, —J7, IgG4 BIERELIENRAE 28 B3 & kG & LT RRINTHIFSE 69 Cld, B S tEiEk
Z 84~92%IZ AP L Tz SN TV D, Mx T, 1gG4 B MR & B 33
B L OWFAMBE R 39 Bl & xt5 & LizidEsg MDCT MAIC L DMt Tk, EO R F T A
(DHEDIER, QOpIFEMEMEE, OREDIFER IR, OERE DELNR) Z2BOTHED
IgG4 BEE P B D B LWt 2 1L 88%., HFAEIL 9T% & HME SN TVD 9, Zhb
DFERZBRE L T, =F A= bRV TlE, OO E AMEIER & 1gG4 BEHERT L MERRE 2%
(R 72 R & IR ISR B 3 A i, IgG4 Bl o iEMEZ BiIF AT RL L LTt
DL EHRT S,

% RENHRAEE BINRE P & 1gG4 BIERE(LAERAAE 2k D 2 B I RHE 72 P b % [RIIRE
WZRD DG FITONT S, RII Y EHEN LT BT U AIFE LR, LU L, BRI
(RIS OFT R Z2 R4 5 BE IOV T IgG4 B RO BRKBWICE S H08% 0 2
Linb, X A= PRV TIEWE OGO R Z . 1gG4 BhEZE B DO FTaetE 2 B 257 i
ELTIZD Z EaHELET 5,

[ A i

IgG4 B L EARAE 28 & SR~ & RAITIT, o, MR, RUSMERE LI E e 7e &
DY, Znb L OERZEBICARBRIT 4RSI 12 | ZhEnE 6 ITRT oA
R oz f4 5,

# 6. IgG4 BEMA LIRS R DIREGRIZ X 5088

BAE* AIP &0 T R
B+
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Type 1 62.9%  69.9% TNHEIRAE D IR B TR | R, T ERARAEE B A &l o i

il s

Type 2 THEBAEE D BT & FIFNIBE ITRAENR L5 L, RS ML MEEAE &
L OEREET D

Type 2a 7.6% 6.8% AR OBAILRZ D b D

Type 2b 5.7% 4.6% RURARAE DYLIRZE DR S D

Type3 9.6% 9.7% THEBEAE & BRI ERIRAE (A A & =T

Typed 10.3%  6.7% JFPTERARAE D AT BRAE DI FE D H AL D

S FEANRE 3.9% 2.3%

SCHR 12 25 E 1B, * 4SBT S0k 6 LV 51, AIP, autoimmune pancreatitis.
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2-6 HHRERRRE
2-6-1 1My IgG i L5 (22,000 mg/dL) Z7 D, 7>, IgA & IgM BN IEF DA
AFERO TN L35 (b)
< Sl >

H1FF OEiFE T 2016~2017 %7 a— o H o~ r a7 ) ViE (IEER
VKENZ X Dy 707 Y 45 > 20 g/l & 71350 liikic X 5 fi 1gG fE = 2,000 mg/dL)
L7 66 BlOMB T, JRIAKEE LT IgG4 B AL 13 4] (19.7%) 12D, 2D
95 IgM, IgA B LV IgG1~1gG4 ORIEMED > TV D 48 FIOH T, T HDEF 20
gL ETHo7zmix 38 Bl THY . WIUIIFEAE 3 #il, B CmEskE 12 6, mikskE 8
B, FRYLE 161, 1gG4 BIEKE 10 ] (26.3%), T DM 5B TH 7=V, F/=, Ak
T % IgG4 B RME FVEMB & 23 BlORE T, 21Ty IgG fi2Y 2,700 mg/dL %
2TV ?, 2o X5z, 1gG4 BIEEBILMNIE IgG A6 O 4 Bl 1 BIFLE OB E
ThDHN, Mo 3/4 1% 1gG4 BHEE B & VTR RGN B DAL < e ERRIC IgG4
B R A B o - BE 1B W TG 1gG D LR 2RO GE, T ORERREREZET
LRI EAT IO EBEZ NS,

L, BEOU IR EEET HEHOMET v v AL UIRICBW T B G 1gG B
W EF L, ZOBRGED [gG4 BIEEER S P L T A 7010, Wi OIS E 22 55
BR®H 5, Sato HiE, HKICZED 1gG4 IR ORIE A2 788, 1gG4 BHEEE & O
NRIRE L 22 o T2 SR v v 2L~ RO 6 5l 2 @45 L, 5 il CHig IgA 4% 600 mg/dL
Z iz (EF#PHIE 110~410 mg/dL) . 2 $17C IgM i3 L5 (EH#5PHIX 35~220 mg/dL)
LTWe LR L TWD 3, 2Dk, AFIZKIT 5 [gG4 BIERE D 45 ] & il EF ¥
v AV D 33 BlO% ) E RSN ERE S, fyE 1gG (1,917.3+759.0 mg/dL vs 4,689.5
+1,868.9 mg/dL, p<0.001) ., IgA (191.6+81.6 mg/dL vs 667.4+301.9 mg/dL, p<0.001)
BELWIgM (86.9+48.5 mg/dL vs 293.7+180.7 mg/dL, p<0.001) 7’ IgG4 BH#EE T
ZHLMEX v v AL~ PRI U TCTHEICR S, g IgA fE=330 mg/dL =7 v A7
EE L25GA, 1gG4 BIER I3 2 BE 1L 93.2%. FFEEIX 93.9% (BtELEL 15.2,
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et bR 0.072) & B IR B Th -2 LRl ST 5 9,

BRSO 9 Tl RTAR D B CR Mg BB 1 O - BB (T T IgM
EIgA DKL, £/, IgM & 1gG ORICIFADHBENS H -7, 1gG : IgM s LT 1gG -
TgA Pl B CSREPERES B & DB A R 2 B~ — 7 — & 72 5 ATREMEAVRIR S
77

WT N HIEFIE D D7 BT AL LTI L IEE 20, 1gG4 BIEE B2 5 9
BB TG [g6 500 L5 (22,000 mg/dL) &30, 720 IgA & IgM 28 ER O 54,
AFBOTREME LI 2T R E LTI A D 2 & 2HEET 5,

< BB IR >
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IgG4-related tubulointerstitial nephritis. Kidney Int 2010;78:1016-1023.

3. Sato Y, Kojima M, Takata K, et al. Multicentric Castleman's disease with abundant
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2010;63:1084-1089.

4. Sasaki T, Akiyama M, Kaneko Y, et al. Distinct features distinguishing IgG4-related
disease from multicentric Castleman's disease. RMD Open 2017;3:e000432.

5. Taguchi M, Kihara Y, Nagashio Y, Yamamoto M, Otsuki M, Harada M. Decreased
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2009;44:1133-9.

2-6-2 IgG4 &fE (=135 mg/dL & L <IdMis B\ HLL 1) 2380 556, ARG
OAREMEN EFT 5 (b)
<SR >
ARHELESLOVERIZH7- 0 . ("Immunoglobulin G4-related"[text] OR "IgG4-related"[text]
OR "Immunoglobulin G4-related Disease"[MeSH] OR "Mikulicz' Disease"[MeSH] OR
"Autoimmune Pancreatitis"[MeSH]) AND "Sensitivity and Specificity"[MeSH] % #5355
ELTCUVAT VYT 4 v/ LEa—%&fTolz, 146 LA S, 13 CEEH L, Z0
W TREEAH D5 9 CERZBM L T 22 R A xR & Lz 122, Z2hb, 2WrEEICEET
5282 AZTF UL AD 21920 FLEE - FFRENFEHTERNoTETDH 1R W
RN 17T OSCERE FR 712 5 17,9112, 1418, 21) )

2001 4%, Hamano b Vid, HCOEMEER ZMOBREN ST L2 M~—T—L L
Ty 1gG4 6 (77 v b A 748 135 mg/dL) Z i L7z (A : 95%., FFHRE 1 97%). 2006
F, AARBERR ST KD B O B B EUGETIR 223K E S 4, B o 327 i
DOREIZBIT DA NIy M4 7fEIX 128 mg/dL TH - 7273, Hamano ©® 135 mg/dL %
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POy A TEE LTWD, 20Kk, KEDLREE G, B R B 02 W
140 mg/dL itk D71 > A 7P ZY Lt Sz,

D%, 2011 FFIZ A AN S 1G4 BB UIEZW A 8 PR Inn, 22 Th
135 mg/dL Z2WDh v A 7EE L TW5, 7272 L, Z O EEDVER R IZAER] %
AW ANY F =2 g AHTORTW R, MUV T, ERLo B CREMEERED 2 S
DG 1D & 135 mg/dL OARPLE L7z & OFHAH 5, EDOHICHAR 910 HE 1510 514
160 HE[E 19 5 1gG4 BERBOBWHCB T H1MiE 1gG4 OF v MATHERHE S, B
FBTria 140 mg/dL A8 %Y & STV D,

M IgG4 EOBW~DFERIZSGRT 2 KED D D ERFHIA 2 25, Stone ©H 19
X, R 7T OHRCREEORKMTHD 59% 4 WA L, FEEICHANH D LIER LI, -
72U, Z ORI —EREBIC I T DB T — Z 88k 6 1gG4 SEO B 190 4
& 1gG4 EH OBEH 190 4 2 fiH LT, ZREhoH g T Tz 1gG4 BER BB E L
LIS DBE D 2 FEZ o3 TR - FERE AR LTS, 20k, IFEHEET —%
Bok~DT kU —|Z3A T AN > T D AJRENESC, M 1gG4 ZHIE L 7= B 23R
ThdHRE, T A ZiRENRH 5, Chari H 91X, ROC BIFROENARE TH 0 K -
BREZRINTE RN ERE LIz, LL.2 DDA X TFH U VAR Thil, ThEh,
71 A7 135~144 mg/dL TREJE 87.2%., FrEEE 82.6%19, F v N4 7fH 135~200
mg/dL CTRJE 78~90%., FEFE 93%20TH 0 . ZWHCAHH LFHMish TV 5,

2019 4F, [EFILFEMIFE 7 L —712 5 W ACR/EULAR @ IgG4 B Ay HE FEVE 2278
WE I, Z4UL 20 LA ETIgG4 BERB L T2 a7 V) U IR E Lo Tnd, FE
FTAREE, OB ITBN T, MF IgG4 EOF A e < THoHEH 2 T IgG4 B
BREBEZBW CEDLZENBHAINTVDIRTHD, Ll EEON EEBBEIC, R0
FEHEIITIE IgG4 fENTEBE O—> L L TA-TW5D, BRI, EF ERCL BSOS
ERRD 2 fEARm T +4 m, B ERO 2~5 f5T+6 K. EH ERO 5 5L ETH11 mail
ML, H—0h vy M T7HEITRE STV,

P

# 7. 1gG4 BEE B O ZWHC BT 5 MLl I1gG4 O E & Fr i

9 Hin - Cut-off |J&E R B yo
(mg/dD) | (%) (%)
Hamano, 2001 | AIP/20 ERE/70 135 95 97 H A
Okazaki, 2006 | AIP/147 JHERR /180 128 97 87 A A
Ghazzale, 2007 | AIP/45 fiENE/465 140 76 93 pNES
Choi, 2007 AIP/35 s #8143 141 73 95 it [E]
Kamisawa, 2008 | AIP/17 RAEGE TR e/ 33 135 71 94 A A
Tabata, 2009 AIP/39 [FEE/116 119 82 95 H A
Nakazawa, 2011 | AIP/47 ke FR /65 135 87 91 H A
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Yamamoto, 2011 | £/%/402 Non-IgG4/ 317 144 95 91 H A
Masaki, 2012 2fi%/132 Non-IgG4/ 48 135 97 80 H A
Ohara, 2013 IgG4-SC/344 | PSC/110 135 90 89 H A
Boonstra, 2014 | IgG4-SC/73 PSC/310 140 90 85 FT K
Carruthers, 2014 | &/5/72 Non-IgG4/ 308 135 90 59 KE
Su, 2015 212 Non-IgG4/ 945 135 100 97 o
Yu, 2015 2%/161 Non-IgG4/ 2,740 190 o6 " BB
248 78 93
Li, 2016 £ff/242 Non-IgG4/ 130 157.5 80 88 h
Culver, 2016 %166 Non-IgG4/ 1,227 | 140 83 85 EoES|
Xia, 2017 2fi%/133 Non-IgG4/ 1,381 |210 95 92 th

SCHR 1-7, 9-12, 14-18, 21 X D {ER, Yu HOHETIL 2 DD cut off [HEZ ATV 5,
AIP, autoimmune pancreatitis; IgG4-SC, IgG4-related sclerosing cholangitis; non-1gG4,

non-IgG4-related control diseases; PSC, primary sclerosing cholangitis.
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2-6-3 _LARM. ST E 21X H FIROIEIR ISR SS-A HUKRRSE (i S5 HEr)

54



iR H5E . RERBOFREMIME T 95 (Sjogren JEEREZEE D) (e)

IgG4 BEERAR - M IR 25 (Mikulicz J9) (23517 D H1 SS-ARo HUIRRG DB IZBI L .
2010 FRRTCHAE STV D 20 FILL FTOWL DO CiE, FPRIT 2Tk &
WS TWD 13, 2D 2010 FFREFELREICR D & BREH O (47~160 #i) (2
VN BT SS-A/Ro FUABEGI (3.7~4.4%) DNHE SN D X 91T~ 7z 45,

LU, JEFEME Sjogren SEMBEREIZ I T D41 SS-ARo HUAGIEDHEE N 33~74%ThH 5
TE LT DL 1gG4 BIENRENR - MERIRRIZ IS 1T D B RS ZEBIRIZAR VY, Z o7
W, EIREgE, B PR E X E FIROMERICAED, $TSS-ARo Pk %580 2854101, £7°
IE Sjogren JEMEREZ5E - RETH Y | KEEOFREMEITIE T T 5,

(B 1 ]

IgG4 BB AR & LTiE, $1SS-A Ro HilkZz T U, Wi 25 BRI B Pk
(ANCA. #1dsDNA Fiik, ACPA) (%, #ERIARIE L 72 M ERED mimicker & FLEZ L
T%ﬁmﬁﬁﬁﬁk%ﬁéwﬁﬁ<”wﬂ%A@ﬁ%‘i@m%?%éo_@kb AHESE
X EIRMR . ZE PR E T H FIROMERZ 789 2 EI LLAMIT@IS SN0 2 S ICR BN
ECTHD,
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2-6-4  CRP=1.0mg/dL, 7>, MPO-ANCA Z7-1% PR3-ANCA 235 (%
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W) OBAE, ARBOFEERIXME T2 (WELE255) (o)
<>
OE O S ik LR FE TN S 7z TgG4 BERE 328 510 5 &, CRP=1.0 mg/dL %
ELTW=DiX 326 (9.8%) Tho7eV, 77 ADak— MIBEEINTWD 25 il
Mt ciE, 1461 (56%) 7 CRP=1.0 mg/dL TH o=t HESNTWD 2, Zhb OMEE
DFEIREBIRE OEWIER T 5 LB 2 Db, RIRESCMERIRK OFEF]TIL, Mg CRP
EIXEZE B LRV (8.3~9.6%) 34 L I TWDH—J T, MERIRI M 72V ER] TIX
CRP BMEOHEIIAEIC LR35 (25.6%) Y2 EREHEINTWD, B TH, KFENHO
IgG4 B RENIRE 24 1. 1gG4 BIERENIRIE FHZ 8 5], 1gG4 B #2 IEIRMHEE 10 B Y
T2 T, Mg CRPEOH B EE4 1.86, 2.15, 0.19 mg/dL TH o7z » & HiE
INTWD, TOHME SN L g LRE (GIHSCER S DREf & ENn D) T, IgG4
B R Eh IR JE PR 2% BOIRJE B 2 12 REMBSRRAERE 89 51l 21 151 (23.6%) T CRP (% 1.0 mg/dL
ATV, 2D X 91T IgG4 BB % 5 o JEFIZ B W TG CRP fE23 &V (=1.0
mg/dL) H&aiciE, 1gG4 BE RENRIE P EIRE PR 2 BT 2 WER D D,

— 75, 1gG4 BB (72 LZ O REEMDO & 5 ) B 23512 ANCA % Wi tht
RIECHIE L7254, 56.0%9 8 5T 10.3% D THitETh - 72 L s ST\ 5723, ELISA
151285 MPO-NCA %7213 PR3-ANCA OGHBEEIZ DWW TIEFIC R 28GR0, D
DENZ I 5 TgG4 B B 235 il O FE Tld, ANCA B i & 28 DBETE X 1 610D 7 (0.4%)
ThY 9, #HENOOWMETH, IgG4 BEHEAE & ANCA BE M E & OZWITEME L) >
T2 EMRITND 910, Fo | HREOIEFIHRE L~/ Tl IgG4 BEEH & ANCA B
BN R OBEGENRE SN TVWD W8 =% 23— kgL Tld, CRP=1.0 mg/dL, 7>
>, MPO-ANCA #7-1% PR3-ANCA 25t (Mask SL¥EER) O%a1L. ARE O A%
T, MERORREME LT AR EIRA A Z E&HRT L L E LT,
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