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1) BCREMEBRZEL A K71 > 2013 BRETORAE

H oSt % (autoimmune pancreatitis : AIP) & 1995 4E12 Yoshida 512X DRIB X, HAE
MOFREEINZH LA L LT, EERWICLEDLNTW A, HARKSZ 25 2002 4F IR
JoBRV TR S N 72 R R 35 W 36 3#E 2002 (JPS2002)% 1%, Z ot O BF e 4% 12 £ v JPS2006” B X O
JPS2011Y D ET % #2C, BIEIXRRIRES 25 2018 (JPS2018)Y & L CTHET &N T WA, D AED AIP ®
3L AL, W 1gGh MIE & M 7% 1gG4 Bt AR, PAZEVERRIR %S, [RGB 2 09B L 35
lymphoplasmacytic sclerosing pancreatitis (LPSP) T&» 0, I1gG4 Bz R (IgG4-related disease :
IgG4-RD) DESREDNED L. —F, DAETIIMD TENTH 5A, IFHER EHZ (granulocytic
epithelial lesion : GEL) % 4¥#f# & 9 % idiopathic duct—centric pancreatitis (IDCP) & WK TIXEARIC
AIP & LTSN TETRELZ X2 L7720 T, 2011 4, LPSP # 1 #! (typel AIP), IDCP % 2 %
(type2 AIP) 12 L7=3 LW Ao < FERE T v & v 3 2 Wik # (International Consensus Diag-
nostic Criteria : ICDC) 253EME X729, bAENZEBWTIX JPS2011 LI, LPSP o 1 M A5 & L2
Wrlkide L R S MBI E > T b, Z o, OIFMAN A CRIEEREEOZN & R#E T8, @OfE o
ERIBWT, OWEFIRZEDME D, OERFIOZN L iE#E, OytE OMELR L, e OMEZED S
X9 RD, TNHITHAT 272512, 20094 I HARAD 7200 HORIEMERERZET A4 ¥ T 14 >~ 2009”
HIRAE GG HER TR AT J 0 & H AR A IS K D RS, 2013 FIZYET S 7y,

2010 4 TgG4A-RD D MBS DOME & F 12 & D vy, ATP R IgG4-RD IZ B9 2 Fa SCEUISRER Y 12
BimL<BY (K1), HORERRZEN A 54 2013 28ET A 0EMLE T Y, OARKEES
LRGBS G RSEI ZRER MM L CHEITA I & o Tz,

2) BECREMEADIETF L ALAJE Delphi EICEDIC ALY IDOTRK

JE A S G MR BRI D T —F V=TI ), HESA N5 4 AMERESKE S .
“autoimmune pancreatitis”, “IgG4-related disease” % ¥ —7— K& L7z PubMed ¥—F (1963 £~
20194F 12 H) & THCORIEWRESE] [TeG4 R E] #F—7 — F & L7zES MRS X % B
EUE Z 25218 #i, 7480 % TH D, 2009 4FF T 871 #w, 1,402 #, 20013 4F F TP 1,843 i,
2273 Ml LT L KM L Tz, A2 A HARE SRR RE MBS 12 X 5 Minds FEHETEHRY—
¥ 2 (http://mindsjcqhcorjp/) PH#LE$ 5 AHCPR (Agency for Health Care Policy and Research)
1983 DIEFT Y ALNL (£]1) - T, TETF Y ADFMi % T-72. Lo Lads, KkeL Tz
DIFEALRIETVALNVIIUTEZE T Y ZIZZ LWL D TB Y, w5 OET
IZBWTHa ey PRI FIAL P flT A2 otz BRIy F ARG
H72012, BMFROER % X ) BEIZKET & % Formal Consensus Development (Delphi )% % £%
HW5rzeb L7 REAFITA MEROMBRE LT, 20 A& ) 2 5EREE S (BElsEME 17 4,
BURRFLEE 1 44, MAREZRNRHEE 1 44, WBE 1 4), BMRZES (BEEME 10 4), BKEHZRE S
(20 %44 : Delphi :5FHliZ B 3 4 (BEIEEME 14, Vo ~FBEOREME 1 %, SREEEMEK14) +
H AW S 7 SR FAAM IR E S - ACREMRESFSTZRITSR) LY %225 3ZHAMXIT 6N
(322). 2721, HOREMEROBEMR IV WO, EREEFEMRERZHNRDL kbl
O, HEMREHIZ, BAEWCHLOMG LAVWHEHZFMTA2Z L& L. F—EME LT, 1ENEH
RNTXY, T BE&EZW (14 CQs), 1L BAMHRZE (9 CQs), 1L #HIZHT (5CQs), 1IV. hHE, Fik
(11 CQs) DBEIMEIE (£3) EFAT— XY PAER SNz, BEREE LT, £CQEAT— M X
YMIHLT, SMRZEEV1I~INETO IR ZIT-o72. FEKETIE, ERRESIE, &M
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I. MEaLish
CQI-1) BCREMEREIL?

O LI UIFHEMIECRIEL, RICHERZEKT2HAEOHETHY, Vv RETPEMBOSE
JE 7R & ML 2 R e L, B LT a4 RIS T 5 2 & 2B Lo &
5.

@1 B F it L 2 AR RO 2 A EI NS, DOEETIIFEELLTIMTHY,
B35 THOREMRR] 11 BE2ERT 5.

@1 FUIFEWHZL Y »3Ek - TWEMIRE, 1gG4 BB, [EEIRMHEIL (storiform fibro-
sis), PAZEMEERIR 7 % $5# & 5 lymphoplasmacytic sclerosing pancreatitis (LPSP) & [[3% T 5.
IgG4 BB (IgG4-related disease) DFEIHZE L X b,

Okiz% v 2 BT ER FJZ %2 (granulocytic epithelial lesion ; GEL) Z4%# & L, idiopathic
duct—centric pancreatitis (IDCP) & [z TdH 5. 1 B L IZHDOIRETH 5.

<HREE>

HOEMRERIL, LIZUISHENREE TREL, BICHERZBRTAEAORETHY, Vo
Bk & BB O B 202 & ML 2 AR s L L, B I Vv F a4 K (LUF, A7 A FLBET)
WCBIPICRIE T 5 2 & Zi6H Lo L 34, RIPL D BEINEEMSTH Y, HERIIAHTH S
M, By a7y E, B IgG ME, W 1gG4 MER B EPROFAE, A7uf FIRMERELD,
ZOWHEICHORERF OB G E 2 5N TEZ"Y. MG 1gG4 O L& & 1gG4 B EMBLnZE L
2D b2 (AL 98, M bvEmedi o5, Bl RRMERE, JENE - WMD) > osBlE R, 2%
HUIRMR 7, BIRVER 7 &) 2R TH Y, 4 Tid 1gG4 M E (IgG4-related disease) DIFERZE &
ZEzoNTwaD Y mIEAMERAICE, D) SERAZFLE T, HLWY RS X OTREMLD
2 (2) BB 2 AL ZEIRFHMEAL (storiform fibrosis) 5 (3) PFHZEMEH#IRJ (obliterative phlebitis) : (4)
ZH D 1gG4 Bt E MR (>10 18/ &3 48 high-power field (HPF) : 5% 400x ) Z 45 &
9 % lymphoplasmacytic sclerosing pancreatitis (LPSP)”# 2L, b3 EOBHCOGEEELDIZE AL
LA, —F, BCKTIE, IEFHARFAYIZ idiopathic duct—centric pancreatitis (IDCP) & ifrhEk |
FZ9i% (granulocytic epithelial lesion ; GEL) %9 A7 04 FORYT LA b HORIEMEESR (AIP
with GEL)" & LT SN T& 7. LPSP Sl HEICZ oIl L, HEWAERICALN, B
B, E [gG4 @ LAE R, LIRIVITEBEUARBREZ T 2720, HloRELEZ STy
%' LPSP & IDCP ONi#& & &, WEMEHT IIGERL L, B 1/3 DL EOFIII 722 05l & &
NDHH7, RBPIRERERIEZEA L H 0, WL OENZ2Ed 2, REHREAIC L EE RO
VSER - RN E e e L 7 & o Ll i 545, GEL 1& LPSP IZid R 519, IDCP IZ4FRY
BHTRTH 5. MRS DRGSR 20 0WETH 2205, WEERHTR, X7v4 FROoE, B
Wi EERN SN BREJERTN AR &5, wihd ACmEMERSEE L, LPSP % 1 2, IDCP %7213 AIP
with GEL % 2 BNZ T A BN T 2 U9 AR 5172, L L, b2SETIEEREERERIE
ELTIRTHY, Wk [HOREEKR] 23 1 #ME2EEST L. /oT, KAAL FF5L VI2BWT
b, HZ [HOEREEKE] LRliShCwaGaE, [T RECRERKEER] 02237,
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CQI2) EALREBRKRERIH2H?

O1 A B O S IR BN 2 BRRIE IR I3 v, BREAR D, IR L IXTFHBIA 2 BEEERR O B R
Thb. HERIERLHIRFNIC X IR, BT 2BIVREIC L 2ERZZET L2 LDH 5.

<FEEL>

— ISR DREBI DS <, SRS MR L O AERTER O MW BUE b L < IXEEN 2380 5
AR, BhEH o THIHRETH LI LB WEP(R]D). L LEMEISEIRPERERZE L
THAE L7HER] S s ST 207 #Bo BF ICHENEE, 1/3 DEFITREOSHZ A Lo
TR AR EIRA 13 15% & i STV MBIZAAIR, BRI, MERE1H 5705
WIS IR 2 RIEIRTH 57, IBIMRLE LIELIZEIT 5720, TN 612X BHEIRE R
DHILRHD. FEULEOIEGTES 2 MALMINE ST MRS, BELTERMR - MR T
V=7V VEBRRCIL L TRETIRS 5%, R IRERZIRIE, T 72MRINIC & 5 Z8EIR1E
BIED H DY, BIEERMEE CIOKBHEZ B0 5 2 20D 50%, BREIRZ: 2 E23%nwD, —F 2 RH R
BEVERER T, BEREEAROIEIRZ BT 5 L EbR TS,

®1 1 HHCRELEREOHHREER

PAZEME HE 33 ~ 5%
JL9 256 ~ 32%
GRS 2.3~ 15%
RERA 3~ 15%
FHRAR 9%
LS PE R 9%
(EEiEy 7%
FEB 6%
L 15~ 37.2%

(OCHk 8, 14, 15, 18, 19 X D HIHEZE)
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CQI3) BREINBZ-»Hdfn?

Q@EEMICIE, BEEN, 9Bk WE, HBRR 2RI TLI NS v, (HEEE
B)

QOJHEREED LA, PAZEMIE, PRF R 2R, BOERiHER L 0@k & L TR
NaZENRL, (HEIEE : B)

Q@ EIRAC BT LR FERD X ST 5 2 L%, (JERREE © B)

<FEE >

RO, BEOM, E, SBEK MERL 2 HRELTZHT 5205 HEERDZ
VT G Va  tsesny PR AR o — R MR AR AL AR AT, BERESR, FPIRERMERRE, BEL LN T
CA19-9 Z Mg S N7HERITIE, KIZ CA19-9 B 520, 7z, BB EMmA, CT Mif, MRIM
7% EOWEMRIRAT, VFALD L CIZRBEREER, RrICBEIER 2 520, ok, Zf?)Z)lz\ By
RIREN & OENZROMBTHRAINS 2 &AL nosnusn - yRmoBb 2 AR EINL 2 &
DA% WY F OB TIRIESE IR LYEIE % (PSC) % Sjogren fEfEREAEEDNLIZ D,
BIEBARHEIE R BHE OB AP ISR A IND 2 LD 5. Mo A CRIEERBOESIFOBEIZH ST
A

CQI+4) MAREIF - BEFFRROEREE?

@ RN LRI LI v, MRS - FFIHEREER - REYVE YO ERAPZ v, (HEdE
B A)

@K EDRFBT D % IMiLiF [gG4 1%, MUIEFZWEOH THM TR b ZRliiE S 2%, RERRYT
EZzwv. (HEZREZ : A)

<R >

% OFERNZ, WALTEIRE 20 PE 5 IR RE R O LA, BHEMTE, R R &2 2ICR R s,
AL AR Z LD Z EB v FIHERBERE O EAIEH 60~82%, BV LY ¥ EAd 39~
62% &, JFIHEREEZE QBT RIZE  OFEFITRD SN L8279 Ui UKEREFE L, Sk m ik
RAVERE R E 138 %) 36~64% & HBEAMR  BE R E 22 5 2 L1350 MRS M4 5
B, GEMAL T VU » 88k (CD4 Fatk, CDS Bith)® Dii% 2380 % &L OHiLhd 5.

RIEBOFFED—DTH %75 1gG4 MIEIL, 68~92% 12588 522 Z D J&EE1L 80% CTHENE % *F iR
EL7HFREIZ98% TH Y, MIEZHNIC BV TEER D SR MiEATE W 2SR BIF R 2 D O TIE R,
JHE T Th2 RIESUSABEMN TH S L EZONTBN®®, Ey Zra 7)) VI (43%), & IgG IE
(585~80%), 5 IgE IMAE (76%), PutZdilk (326~64%), Vw~ A FIRT (183~25%), HCH
A& LTid, Ptcarbonic anhydrase H ¥k (55%), $LT 7 7)) YUk (75%) R EHFED LN
Zens L SS-A/BIUARRILI M I 2 N THMARLR L3R ERO LW S HICRIETIE, K
AR CTd A annexin All, laminin 511, galectin—3 ® FNZFNIIH T 5 HEIADS—HOBE T
ROOLNDL EOWMEND L7, MMITHEEIL-2 L7 7 =03l 5 2 L HAONTWAD, A
BAREICOWTEIEO L ZAHL BV EEZ bR TWEY,
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CQI-5) St m, BN MERERE L ?

@1 A RS TR 80% ISV 2, #9 70% (SN e RE s CHEPRIN) D& fF %t
9. (ERE :A)

<EEER>

HORELREDZ  OIEB THAL - ILERER &= B X O N R RERE 2 (BERH) &2 8D 5.
2000 4F 125 AR A R s e FR e v A I FBAC B 3 2 BRASIT ZE BE S HGAT L 7z HARIZ BT 2 HESRIEMIE %D
FREFATIE, AV B TBT-PABA (PFD #ER) T70% LT O S FKAE % 5D 7 E515380.6 %,
7 LT VB CIEBME B RS B AH Y 9 2 BEAL 0 IARE 5 % RO 7IERI AT 70.0% LI N TV 5. i
TR T A Y —¥ 1 OMET81% (FIERIE62%, BIE19%) &4 7 ) 7THh oM IhTwnaY,
—7, BERBOEPIZT7T0% TH o e M SN TwWB? . 72, M4 Ok OME T b WAk E
% 83~88% 12, MEIRG % 42~T8% IR0z LG SN TV B F 7= F ORI S IEIE IR LA
RIEHRBODIZDDOD S H 49% 134 ¥ A ) VIHEPLETH > 72 MESN TV DY, ACOREERERIC
FE 5 B PRI B L Cid 2006 4F 12 B TSR I 2 2 E SRR IR AT C X 0 BRI RAT 2517 b 17215 2002 4F D
LAR 2 U7 H CORIETERERBE O 66.5% [HRE O AR b, 09 b HCREERERTE
iE LA 20 & BRI O BEHE 233 % FE 1A% 33.3%, BEAFERE & MR HNIRE RS2 BL L 7= FE 113 51.6% T
Hotz. Tz, FERHEAELIIER D 14% AT 04 FIEEBRISIELTB VS, Rifizso4 ¥
BHIORRTAHERKFEEZEZ ONS. B, AT 04 FEFISTHENIVTIREEDWET 26 DAL
T20Y, &fIET A TRL, #EITLTHIBREREANELE £ U72WEBIC D W TEIET T
Hb (CQIV-9 &),

1 T E OO PRI BT 5 A O FIE R 1, T EMNE TR 0 25 B 2 AT a0 & Rtk i
& % BRI O W& P D WERESE /MR, B X OVRE I PR o SSREERIIBRE & 2 U2 & 2 R O3
ALIZ D  PEIIR I B SEAYE 2 H TV 50 S B A CTh 5. falr, 1 T H BN
KD I IAFEREAR T I3RS _E B2 @ cystic fibrosis transmembrane conductance regulator (CFTR) &
aquaporin—1 (AQP-1) DRERKBHEORETHY), A5Fa( FIHFIZXVEFHETLDIE, CFTR D
AR OUE L R OFAEIC X S EHEIN TV, —F, BRBEBERT IO
KAHEALICRE ) BEN IR (5 v Uy ZB) OIS, BIORKERRICLE T XV y A B0
M D H OB NREZ HbND.

CQI-6) BEREEMRIL?

@ CRENFEROBHEMRATN R L L TREMEORVITRIE "V -t -V Z2ET2HOUIA
HHEARTH L. (HEIZEE - A)
O RIEERZ 2 208 3B L OBPZM 2 235, (HEEE : A)

<PERL>

A (SRR 2 A9 A BE IO L TlRANCAT ) BEZIETH ), HOEEIERER 223
5EoMNTIZHRDBIENEZVWY. Tz, BZPAM Ny 7 R ECHOEREMRERP R INL 2 L H#
HINTWEY.
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KA1 HOREEREOBE G (0VFAR). 3 -
A AET T — % L, P/ S g ] ot s e
S M2 HOEEEEOREEE (RRE). (ks
TI—AR MAHIEEL TS BHE I INE 5 6 7 — IR % B 5. LIRS

(&) DMERNFEE CRIETE 5.

K3 HOMEEREEOMETNS (L51). #
BHER & AR o — @ (RED) Z R
5. FOMICRERKEZRD 5.

O FAMEROYE, i a—220 (K1), “v—t—IH (sausage-like appearance) &
FHENDY FRFWIRIIBD W 0%, ERRIIBM T I —%2RL, BTI—ARy MI%H
T BHE DD Y, MR 2 EIEEHNEBWICAHE N TH Y. L LAED S, Nakazawa 571d 37
Bl 27 NI 2 OV F AMEIER 2R L7225, 1 BNEES R0 o — 8%, 3 Bl B IE 7 & C 8
ZWDHIETH o 72 LM L TWw 5. BBV K OB SRR R TR MR 25 & o832 W 2SR e
THOW, & IR L OEPIBW &2 HEICIT) S EPRDEETDH L0, KFICREO LREEIET R
ZRDLIENH Y, FOLHAITE SIENZROREEC 2 5. RN ERE I 2 8 (K
2) N & OB WO R, (duct penetration sign) & LTHMTH A7, F72, BEEAIC
B o —JERELRT LD Y (K3), WOEM) v JEL iR RENEES & 8055 W 23K #E 7

Bahds.
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4 IgG4 BMRALMINGE o E WM. EIMEL»S
FERIEAE L2 A T, LNy — O o — B RE
25D,

FORENERER T, IHERERHEREORE R (M 4) 2805 Lhid s, HERENIE DML
B~9U%EEINTHBN®, & - - BFra—0 3 FHEOREEGREZET L b0L, IFMHEZDH D
AR o —FEEARICH SN D 2 F KB S ™. BEIEIE I RIS MR 2 i SRS R IH G 12
BHRZedbdn, HEERENLIE ORI 52~56% & iy SNTW 22, IDUS 12 X 2 BENEIET L o> 7l 7
BEr ik, WHHEz a2 —@2RE L, MR I =2 R Tnb 2 eps, HEEZO L DODOREE L
ZZHN TV,

H O MR g & B & ORI NN B 2 i E B A O AENS SN TW 9 K
Ffi@@®L@# a3, BESIMAEDFRO 5N B DI LT, HORELERE S TR h 4
Sh, BHMERROZVWESINTWES, 227210, REINLIEIDP D TIER L, ULk WIES b
BOHLNBHY. uﬂi,ﬁaﬁfﬁmkfiﬁ% IVAPRLLZNOE7ZEEZEZONTEY, RIED
i < MHEIL SN AE 2 5 I3 R iR <, SHEDTEE CHHEIL AT W IE E R hiii o o & SN TV BY,

CQI-7) HEM%E CTREMREH2H ?

QU FAMND L VIZEEORERE 2T 5. (HEIEE : A)
@5 153y 7 CT T, WEMEE (capsule-like rim) & L { I3¥— B Eg %z RouE, HE
TV CTH W RetEAR . (HESEZEE © A)

<FEEL>
LT 72 5 W  ESEANEAR, RITHREEAN B ORI CErH) %Tﬁﬂ%ﬁ"é 5’ AF3v 7
AL S hé. WG H ORI TIIRI L AOEREE T2 (M5)". WARKDE

ZRHEAL 2 BB L C, [IEGEEA ] CORRAIRIZMET L, IEHEE KT 5 2:1&“&113(%7‘?. n‘%’ﬁﬁﬂiufi
AT THERADRA RN S 7200, THIIRM] TH HREOH MBI RDA SN, & HIHIHMEICHR S h
[RIIAH] TIIEEEL D s dHmaIhsd. L72h o T, HEREWRKEZD Y A F 3 v 7 CT OHgE/S

—V13W o ) LGRS N Wit X ONBIEMER RN Y — 2 2oy (M6). 72721, MR LR
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B6 ¥A+3vs CT Vi BWEE #Hk

B5 5437 CTHELM. BIX0E AIHA L HESE (=) & b IHIE ISR S LT 2

THEY, FHOMBHEIAY—IEKTLTWS.
DRI T ROV (=) 3R SN, PRk
% (capsule-like rim) & EZ 5h 5.

DT IS IE B L I IR Y — V2R T2 DD Y, BIENOMEEZ RO L5 Lo T,
HOMEMRRAZRET S 2 LI TE RV,

H OO e S SRR B9 20 CT Afbil & LU CHUBRRAG % (capsule-like rim) #3%1F 512 (X
5. ZHUIIHEREKRD 2 VIEE O A T X 5 ISR SN HIROMEY <, BEEEH TR
ZIROWEFE L ) EBINZRL, ¥4 F 3 v o CT TIRBEER R/ Sy — > 2R3, JHEDLFLED
FAELE L L TR L EZ ONTWEY, TOHEIIREICL VL THLO™, MOREBETIZZO
FiRAPRONE Z L3R, BRNETRTH L. WIEEEEZROE, HOREERLTH LR
PEEE <, FRICBRBHEER O E, B & OEHNIELOY (CQ -3 ).

HOESEMERO CTIRIIZH TH L. ACRENBEABEIRHEICL L, bLed LENIEMLT
W70, HOREEERSIE L CORERISH LA TR, X704 Fia#EgoZ be gL T,
FERERFICEDER L T2 2 AT 25605 5. F72, BEOV T AMEAKDAIE S BE 8
TELRWEAER, FREOIHSMILENE Vo720 37286355, 612, HOREEELD 196%
TIRMEN L b 23w E %, 18% CHEEICH S aIkILZRo 5 L Sh, % CT 1%
EREELVEED, CTHROATHOCRERBEEZB/ETE L VWI LZ2RHR LTI R S0,
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A
’ . o 5
- L 4
wi * N\,

7 MRI-T1 3G (EMEIHIOEN). AR IRONEXR 8 MRI-T2 &, MR L BARRIRIZREDSE S
LESERTZRED . ZRLTWVA.

CQ I-8) ##E A MRIARERRIEH5» ?

OMRI IZB1F 5 H ORI L O BIFT R, TRIHNH T1 mBGC TRES 223 5 00 AR
MR, 4 F 3 v 7 MRUBRFZEAN CTOBE AR/ SRR S, BB S, M © OB IEVERSR /S & —
CYOUEBTH S, (HEIREE C A)

OMRCP 13 BB Tl EWEE O PR O IEME 2 FHI I3 VS vy, (ESREE © B)

<S>

H O Mg o MR, MO WA & RO E AtED 5 WIZRIBTEOREE R ZR$Y. FE5E
B MRI B E T1MGERE, T2 @i, ¥4 F 3 v 27 MRIVEAL 2505, HOMERERICBWT
AR S T1 @i IG5 2R3 (7). IEEEO T1 G TORFFHEEF LD b Ew
DT, WOBFMEL LKL TRES THMIRF LW T5. LaL, BESLETOEERETH
E5%2RT720, HOMEMEERIEMN 2 R Tid e w? . T2 MEiETid, SHEILASROE A28
EOAE 5 2R T25, BHALAH 2w E ) EFTIIREOSE 2RI HEabH L (K8, —
FH, FA4F3Iv 7 MRITIZSZ A+ 3 v 27 CT LRBRIZ, BEFEEMTORE IR/ MRIRG, FEHToOR
HEVEYESR/ S5 — V2R3 (CQ II-3 2 M). F 72, HEMMEEIEIMRITHROONLZEH D, HL
RIEVEFREROMBIZH L LTHHATH Y, muiiibz KL T, T2 miiEcRES L LTHithsh,
¥4 F I v 7 MRI TIZBIEYERGR XS — 2 2R3,

BAEDLZ A, MRCPIZX 2 EEGZ ACREMEREOBIICHC2DIZHETH LY. LrL il
5, KSR =kt MRCP 25ffTu gL 72 ), O MRCP Wif4 & partial MIP % 0454 2 &
XD, ERPICIEHT ARG HE6NE X912k o7, MRIEBEO#EARIZE L L, =%kt MRCP Tix
IEHERFILFHB s LX) (K9, =&it MRCP TERELMI ST, Ho2k
WML T DR H 5. E5123 57 A5 D MRI ZE 128135 MRCP DI 1X 1.5 7 X 5 D%
EOHO XY E L, MRCP 25H CAIEERER OB EO N E BB AV ONS X 9 12%h 2
Y3 5.
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9 ZWRJCMRCP. BRI 3 WEE OMig (=) 23
MBI Tna.

CQI9) PET, Y>> FJSLFRIE?

@ B MR 2L T 4 & NTIRAIRZEEZIC Ga—67, FDG OHEE 2720, X714 FHRHREKRISH
RPHRT 5. TNHEER L RSN ETR ORI 2 B/BN Y — v L A7 04 NGk OB
REAZHICAEHTHS. (HEIE B)

<BEE>

HOREWERRTIEIT I T LAY v F 7T 7 4 W CTHIRETRMIC 2 Z VA ) v & (Ga67) DEME
RO, FOERGERIIRT0%TH A, TAT 04 FIERBICERITERCHIHET LY. Lids
T, Ga67 MDA R LA T UL FIHHEBEOBRBIIAREOBIICAATH 5.

H O P2 Tl SSE MR FRAL I —3 L € FDG DR 2 &% (0% L 1) 1ICBH ™7, -
TR - MEENR, A2 ) VoNHIRRE, BRI, RV L ORIRENOER L BT, FDG
DEMIIA T O A FIHERICERLPITHET L.

BENDERE N — 30 F A (diffuse) %% (multiple) TH 256, F 7200 - MR, 7%
PEREARMERE, ATV MR 70 & OPEFHZIC S FDG O HER % FIRFICRAD 281 Id H O REM#ER TH 20
REVED S < BERE & OEHNCAH M TH A7, 257 u A FEBEOER ) % FDG £ O K IIMENE L
AR EHE SN TV E2™, BlEE T HCREEPERICH T 2 FDG-PET IZARB#EIG & 7 <,
FoAT A NI X 2R SENEEES ORI b Fo B MM CHEICTIREE IR TW5.



I. B&Lihr 21 : 483

»

11 ACRENREROEER © ik 5 R E Tk
EHMRERD 5.

10 HOREMREORER  Hil» LRI Z TUE
AMED EREE OPMIG Z RO 5.

CQ I-10) ERCP #&&R (& ?

@ H TS T3 ERP IS B\ CRBIV 2 BB RME DS B IC O % A, & 2 W IZIRB ISR
biha. (HEIEE A)
@ CEMR AL TII ERC ICBWTIHERAEZ M) 2 eWh 5. (HERRE A)

<BRE>

H ORI PRI 28 TR 2 TS ORGSO F AMED 2 WIZFEICRD b, I hhsh
AL 722 259 S ORIEAEILEH ERP ICBW TIN5, BEORIEEMGE L 1 THER
ZIRERLY), HOIBRELVHEICB LY, BEENET L OML2oOREZEoTwag] LEks
hZ)G,SZNSKU ( 10)

H O ML A IR R 22 I 3L 2018 Tl&, [ERP IS T 722 T O ANPGRS, O FAMD 50
FRRRAEICED SN D | 2 EDBHEH O a 13RI SN TWw 5%, RIE TR ERE RO 34
D1LE (BBEhbdcm) 2505 (K11). BREEOKRETS, FMEMEL Y Lmflo EREFIEEL
WILIRZ RO RN EDL W (X12) ML, SFERERD 350 1 D Eoiig], 3454501
KiGORBYEDOHE DI A, FRENELE LRI L V) X 9 IO O EREEHMEGE (skip
lesions) (X 13) #2 T 2EFDH Y, ST XFETHAH¥Y. HHPHARETEOLEB TIPSR & D%
DBWNCR BT HLEDRD 57, FWEE OPRIEE A 5 D53k DYk (side branch arising from narrowed
portion of the main pancreatic duct) P IF#HElEDHEE D FEEFAG (skip lesions) % B A4
HOREERZOWREEAE C, B L oE\ICAHTH L. LrL, BORERME (BXZ3om
Ki) OBEITIIERE & OEPHWEETDH 55590 OGBS TR 80% I HE Mz % 80
% A O, mANBE 2 R DL A, FFPIEREEIEA 12 b A 2SI BT 2 WA B
693”'95)'
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E\ 74

o ' 13 FICORIBPERE R OB © BIRR & i Tt
12 HOREMRRORESG © EEIC RO R 5 OEHD EWAS PG (skip lesions ; 26F1) %3
MR % BB (RH). VB LI % 2 Yy
.

CQ I-11) FRIFARFDIREUL ?

@i B AIRI DAL CIIBII T E R WA, BUINEDLND, HEVIIHETELVEAICBNT,
AW NESE T M5 [ (EUS-FNA) & 5\ 385 d S5 T s |4l (EUS-FNB) 12X 5%
MARBRINZAT) S L 2 BT RETH D, (HEE A)

@ —EIE7 7 — FAFEMICE L TiE, ZWo#fETERCP 247 ) BHCBMT 52 L2 ERLTD
Bw, (HE3EE B)

<FEER>
SIS T2l 513: (endoscopic ultrasound guided fine needle aspiration : EUS-FNA) B X
OSSN HEE T 22 Aty (endoscopic ultrasound guided fine needle biopsy : EUS-FNB) (ZDw
<
HOSEMEES (autoimmune pancreatitis ; AIP) OERE 2 >~ >3 25 Widk#E (International Con-
sensus Diagnostic Criteria ; ICDC)"Tl&, AIP O K2 BT A MERF N2 K O B EHEASRFH SN T wiz
A3, ZIU core WD 5 VIFYIBRTH S NAMIREEAR DA L STz, F72, RHO [ HOREERE
RERR S HE 2011 P12 B0 2 08T o BRI B W Tid, FICUBRMRAEz IR Ee LThh, Ml
FZarhl & U 72BE 0 PIREE T 220l 5 132 (endoscopic ultrasound guided fine needle aspiration : EUS—
FNA) &, EMREOE NI AHTH 2 & v ) LU £ o Tz, —J5 T, E4E AIP IS % EUS-
FNA I X 2 HEZ W oA HECOWTEEHRE SN TW 5. RIEENNICBT 28 HEORE™ 2, 1
2, 2ROEHOAL RV, EOMERKIT A L A G bE 2 HTHMAWEEL 22 56%Y, £/219GD
ZHRIE 2 H V25T, REHBZIICIZ 9 2BAEIEONL YR ENH L. Flomil, KLY
MG FT I & REBOMED 2B, ZNEFNICDCIZBIT S level 1 DBWIEHDT 0%, 434%, level 2
2368%, 151% THo/zbHEINTVWALM?  F2 Ihbz&EOMmEoHED 5L, ICDC DR
LA /T & 5 periductal lymphoplasmacytic infiltration (LPI) % 0~72%, obliterative phlebitis
(OP) % 0~487%, storiform fibrosis (SF) % 0~86.0%, abundant (>10 cells/HPF) IgG4-positive
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cells Z 11.0~540% 1B SN TBY, WHFICIVIES2X1EH L 0D, 5#HD AIP BIICHT
% EUS-FNA O&E O FEVEDSRIR & 725098107100 - = 1 85 % 203 T, ARFBD H OS5V RESEiR 2 W
FEHEDT 2018 AEICURET SN, TV, WHT TS [® EUS-FNA [Z CIEBEME 2 D 2w ] 5B ST
WA, ZFOHMILIZBWT, EUS-FNA 3HEZBET L7200 EE LY — IV ThAHHS, HMilax o
BV ENLTLOMERET S LIIER 6T, BT &2 X D E o ZBmNIcITH 2
BFETHL L LTS, F/, WETHOMHEBTICD, [EUS-FNA MZ IR E DT HRT &
X, AIP DIEEZBRICEL 2D H 5. ] LI XF BNz, T/, DAL D core Efrx HIY
L L7 Tru—cut % f 72 endoscopic ultrasound guided Tru—cut biopsy (EUS-TCB) ®A H¥:D i
01094 B 55, Tru—cut $HE, PIBEEDSHRGIE IO A5 2 R T, S o3 AR RV IKPL2E
L5720, ZOREWRLHEELOBEE LS ERICEES o/, —HT, Wik core EFRZHIE L
728727 core needle (fork—tipped needle type, Franseen needle type) 23BHZS &I, W ZH 20
2, BEIRNAEE T A KT (endoscopic ultrasound guided fine needle biopsy ; EUS-FNB) & L
TIASERLTWE, I, TEREFEHERL, ARICE S OMBMAEIRITETH Y, AP IZBW
THHBEDOSFR OP 2 ERLDBIELRL T L), TOFHEIHRESIN TS Y, T2k, AIP
\Z%3 % Franseen needle & H\27z EUS-FNB O£ jitigkmila) & iB&2%, ALY 2 @i sz, K4
OHEIC L B &, ICDC MR HL o lymphoplasmacytic infiltration Z 84%, 100%, obliterative
phlebitis % 24%, 43.6%, storiform fibrosis % 56%, 72.7%, abundant (>10 cells/HPF) IgG4—positive
cells & 76%, 655% 2728, F72ICDC OZWiEHED level 1 DZWIEEAI56%, 58.2%, level 2 %%22%,
345%, level 2 LLEDFZWIEDS, 78%, 927% 1SNz MEEINTWAEY 2o 0iERiE, 6k
812 72 EUS-FNA Of R BEELTB Y, 4% AIP OMIZHIIB W T, core needle & w7z
EUS-FNB 2347 & % 2 W itED % 5. EUS-FNA ICBIF B BIAEIL 1% LT ISR I 2 & ST,
RGBS, W'Y, B TH - WA OB R ESEE 5. £ 212, EUS-FNA/FNB
FZDMOBWEETIEITHICBHTE WAL, Bl DND, HLVIIHBETELWVWEEICE
WTITHIRETH S, FRHATICELTE, BEICT) 2L AHEB L OHEBEICOWTOIHH %
THIAT O LED D 5.
I8 T 7 — 5 —FLEEAERIIOWT

VAT & 0, AIP OB KR Ic B\ TR T RSB &R (endoscopic retrograde cholangio-
pancreatography ; ERCP) #4795 ¥A&12, T 2467 7 — % —3LHEOEMMP TbILTWwb. 77 —%—
FLHIL, e LT O AIP ORER R ORE L2 T 5EN D), T2HE 7 7 — & —FLBERIE
AIP ® 41~65% 12, IgG4 B AR IS L CTix, 53~80%ICR &N L L XN TWnBH M F 72,
TR B ORISR L CORE, FRRBEIIZNZN60%E 7% & DMESINTB ™, AIP B
OB T ERCP 24T ) HAE I+ 7 7 — 4 —HIAEREZE L TORVWEE I ONL.
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CQ I-12) HHFHE L RIBMABFIFIRIEH 25 ?

@A, WD) Y o8Ek, REAMIEORE &ML, 28D 1gG4 Btk EMIeRE, TR
MMEAL, PHZEVERIRZE, W8 BB 20D &  SOEMINE, 2 &2 g 1 M Otk e 2
Wrc&n., (EIREZ:A)

<FEER>

1 BV H OV %1%, lymphoplasmacytic sclerosing pancreatitis (LPSP) & ML 5 K55 20 AR5
LTS R THIUTHERR D S BRTT 5 Z LA RETH B MR R,
1) WEEKICALNDLHED) 8Bk, WEMBORM &ML (1X14), 2) 28 (>10/555 1 HE)
D 1gG4 B B (K15), 3) fERERMHEIL (storiform  fibrosis) (X116), 4) BIZEPEFRIR %
(obliterative phlebitis) (X17), 5) W& FE 2 MY % < soheflliaizi (X118) T, AFBWriL#ETIE
1~4 D5 HED3DLL A, EEET V& v ZABWIERMETIE 2~5 D) H D 3 DL EAFS 6 i,
LT LD A CREM S 5 5.

BRI, ) v 38k, IEMILORE & B S % 202 T, BEIRE KRB SN L5
B R ERRICAN 2 7R L, A R RREOMMELEZIE) bOTHh L. BIZELEIREIE, U v 33k REMEO
1218 & FAHEAL D 5 2 ZIREDIRNICER L, IhEaMad3aMEdsiiilcd s, BUIEREECEE
TIEMHALD D & 72 B EFNR O AZER % 38D % 25, RO T-DFIREEDEE SN TREINLE D DTH

0, 1 BE SRR O PAZEERIIRJE L XX B SN LB ™. R R O 0 1 S R i
EROLH, FRIIEEI RV,

1 B etk 421t 1gG4 BBR B ORIRE TH 527, L8O 1gG4 BtE ML ORI 1gG4
R B OB TIED 205, FHRINGITRTIEZR L, BICBWTIEERER 7 V2 — WKL T #Hids S
NTWRHE L ehs T, 1 BECRIEEREI S 1gG4 B B OMBEZ I B L Cid, HUZ 1gG4 B
WIEMIEDOLHEDA TR, MEREPEH I N TS,

1 T H R L OMMRZ I IV TIEESTH 50, ABRMETIEILT LOIES TRV, »
D TIX EUS-FNA #ifgis - iz OB ERIIIR W & T 2 WEDL Do 7203 JE4ETIE 22 G 8
MG 2 HY & 9 % 22061 % v 7: EUS-FNA MEZ oG HE 2 R Lz b & 2100, 22 Géf
12 & % EUS-FNA Sl 78 Bl Okl Tld, ICDC @ level 1 (3THHU LA #3261 (41.0%), level 2
QCHHAE) 2713461 (167%) THhorzeFHiEIhTni™,
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14 BEDY ¥ o5zk, REMNRE & KL, 15 $1gGA ki A7z fuiedets. %30 1gG4 Btk
M2 R 5.

16 EREIRHEIL. JOREMITRNE & /N B G SIA i 7 17 PHEEME#IR% (elastica van Gieson 3eff). IR
5 7% ALK OSHFERCYI 2 R TIRAT, 2F&F 12, L E - TS ) vosEk, BEHIRA
HARREOMMELE S . ZHEL, BIRNIESRZED 5 VIZEHET 5.

18 W& LEEZID & SHERICE Y, BRE N
MELTW 5.
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CQI-13) EDLDICREHMTEH?

Q@ EMRBOMREL & BT, WEGIT A, M, WM, BARE, A7a4 FRISMER
X0, REWICHKIT S, (HEIREE: A)

@R T >t v 22 X ) IRE Sz Wi3k# T3 5 International Consensus Diagnostic Criteria
(ICDC) &, 18, 2B HCHREEELDOBWATWEETH L. (HEIEE : A)

@ DL NETIIFAL % 15D 5 1 B H CISIENMER 2% MR AER & 7z B O ot SRR 32 Wy Sk & 2018
TRk 5. (ERE : A)

<R >

DAENI BT B EREL, 2002 4F12 HARRER 22 & 0 FUSER TRIBE 1Y, 2006 4F DR A: 57
848 MR PR B AR A ZE B - H ARBEIR S 22 DB WAL HE 20067 0 7 ¥ 7 IRHEP S E I T & 7
2011 4E 12208 X 72 International Consensus Diagnostic Criteria (ICDC) & b 18 & 2 RIH O 5%
PG A3 F N ENRIRBICTEIWITREIC 22 5 & & IS, WO TR 2 B2 TE 5 L )10k o 7212,
L2 L%, ICDC IZHMRAMEHT 2 I3 THHERDNL DD, HMFRZTF TR —HKIE
LT 5L 2HHEE T2 DD EOBWHLAEIZIE, PRHEMETHHZ L, DAEETIImMDOTENL 2
BIE OB OEREPANHTH L2 LX), ICDC DRtz HE L D0 b EOIIRIZH L 722k
FHE L LC 1 B CSRIEIRE R 2 i G & L7 A R B BRIR R W 5 HE 2011 AS$RIB S /2. 2 odk
RKIya 7 ME, OFBEHEOBEMRRLHEIROEMEZ T TR, —HERRE DHNRIZTS, @
AIE & D BT REFHECIER 2 COBMRBEE CTELZ2THRT S, 2Lithb. HAOHCDR
PEVERESR R B Wi 36 E 2011 & ICDC (£ 3~7, [ 19~21) R#Z Wik 2006 & ORIz, OICDC & IH
RIS, WEFEG L SR 2 M X8, OV AME (diffuse) & BRJEME (segmental/focal) JHZEI2500EH, @
ICDC OZ Wi H® Level 1, 2 53HOHMAL, @M I IgG4 DA, @IFFEFTHIZ LPSP O &, G
A2 (00D, ®ATFTuA FahREF 7 a v & LTERAY, 120 THo72. HIC 2018 41
X, MRCP fMEE D) E™ EUS-FNA O %1 1gG4 BIERE BOBE & O & 3 2ot o
PEOEPEN T ¥ & AW e EOWMFEO M R R L -k 2018%1 L L CET S s Bl
FLH#E 2006, 2011 LRI U<, SEEA9 2 BEIHRET FLIZ B IIIE D BRI EHADIT-> TROTH L. F72,
1 1gG4 D FEE & 7 2 AR BIC IR R IERE 72 & & ZICHE SN TV 575, 1gG4 B %A < 1
HLAOVIZEBIICAREICZ W & X0, REBIZBIT 5 1gG4 DBMREIZE WS, 25704 FiGE
ORI ZBWEE L T2 81347 a v E LTEMROAIFIN TR, BHEHIENS
7e0W(2). F/z, ERLUZTTIRBAFTIERBEARICL D, TgG4 B B 5 b
Yits, ARBOBWOBE I 2 H0500  BERFEDP KA L D b DDL 7z, BEAVRE &3k
LEN5.



I. BE&E2r 27 489

R2 HOREMEREEHRS WL 2018 (B CREMEMR IR W k1 2011 Eﬁl;’J‘Hﬁ) (B AW - RS @R 7E
PG (HRATER B BORIIZEHE) [1eG4 Eﬁéﬁﬁﬁmé’)[&ﬁ%ﬁjﬂ} BRI O % B?“@‘li}f 130
[EmE]

DHETE SN TS HOREERLILZ, TORIEICH Eﬁﬁﬁ!’%f?@ﬁ@’%—ﬁiﬁbhé%%’ﬁ 1gG4 BEH P
DOEIRETHAH. TRIEOFHEICEL, BOBEBRLEHEL &1, LIFUIZHERTELZRD 5729, Hq@f'@ﬂﬂ’k‘f‘
LELOBNBLETH L. Hyra 7)) Vi, & IgG IME, .—JIgG4JIIlr %év\biﬁdhﬁﬂ%ﬁ’i’m%ﬂ uuh
O, LIX U IR LIEIEAE 7€, BLTEMERUIR9c, RIEISHHEE, B EORIUREZ G0 5. BRI
FHHHR ) Y BRR 1gG4 Bt Bl 02, TR IRARMETL (Storiform fibrosis), PIZEMESIREZ4FHE T 5 lymph—
oplasmacytic sclerosing pancreatitis (LPSP) # 24 5%. 25104 FAPRITLH, RPFREIAWTHY, HRLR
TLEAEHOMELH L. —J7, WCRTId IgG4 BIEDBERLAMNT S, IRHAER R BB AT I3 2 0o, i
WREAREITRICZ L L, WEARRE A ER B B2 JRZ (granulocytic epithelial lesion : GEL) 4% & 3%
idiopathic duct—centric pancreatitis (IDCP) A HCHEMRRE L THiEIhTwd, Bide, WKREES
IZDALN, FRCKIEMEBREZME). X704 FPRYL, HRIZEFNTH 5. EEMICIE IgG4 BEOBES (LPSP)
% 1M, GEL %45 &+ 2% (IDCP) % 2 MIEACHEMERL L LTHML, FEBT v+ 9 X3 (International
Consensus of Diagnostic Criteria (ICDC) for autoimmune pancreatitis) 25 XN TS, L2 LAA S, 28ixbH
DVETIBDTENTH L7720, KBWHEETIE IR ENGE L, 2RIIBHE LGERTAICE LD,

[ H‘ﬁﬁﬁl
A. ZWEA
L H%ﬂiji ta. OFAMMEKR (diffuse) b. BRAMEMEX (segmental/focal)
I EREOREHME - a. ERP b. MRCP
I MiE2ARYFT /s IgG4 ME (=135 mg/dl)
IV. JRERT L
a UTFoO~@ofRns L, 32U L2805
b. WFOO~@ODFRDH %, 220%#80 5
c. @%RD5.
OFEEDY v 58k, WEHMRROEBE, i
@RI 1 B Y720 10 %8 2 % 1gG4 Bt A iZ
FEZERARMEAL (storiform fibrosis)
DPZEMFIR % (obliterative phlebitis)
(® EUS-FNA CTIEEMLE 20 7\,
V. BEbRZ
REALPERAE 28, REALPEIRIR S - MEROIR 28, PRIENEARAERE, BHWE
a. FRIRMIRZ © BRRPTRLB X Uﬁ{g’iﬂﬁ% BT, BAMEE oM LPEIRE &, BALPERBR % - MERBR K (Mikulicz
W), RIS 5V ITERE L BT X 5.
b. RHEAIIRE © T LI 4%, ﬁﬁﬂﬁﬁfﬁéﬂz’ik MR g, PRIEIRRAERE, BN A ORBI S ERT R 2 RD 5.
VI. A7 04 FHEEOHE
HMERZICB VT, BRI 2 BRI, 2704 FICK2EBFREEZZHEBICELIL B TE 2.
BB OB D EE L WIEA IS NS TS (EUS-FNA) fila#Z 3wl T (L IVe), WM ARE
PENES; OBV B 22, AT 84 FEGICE RS RIGEGRNBINIIET L2 XETHD.
L7225 T VIZIVe 2AFE LTS
B. & W
L H#
QU AM Ta+<II/IVb/V (a/b) >
@MRJGHE Ib+Ha+ <III/IVb/V (a/b) >D 22 EF721d Ib+1a+ <IILI/IVb/V (a/b) >+VI
F7213 Ib+1Ib+ <III/V (a/b) >+IVb+VI
GREHAEAHES Tva
1. #HE2
BRIGHEL : Ib+Ila+ <UL/IVbh/V (a/b) >F721d Ib+1b+ <II/V (a/b) >+IVe 721X Ib+ <III/IVb/V (a/b) >
+VI
I % *
CFAR (Ta+1I (a/b) +VI
FRIGH : Ib+11 (a/b) +VI

BeZk  bAETIImOTEN R 2MoWEERLH 5. + 5 0,/ T2



28 1490 iz B 35%6%5 (2020)

(|
1. BEEX

V=t — VK ERETHEREOCE AN (diffuse) FERIIAREICHEEOB WA TH S, Lo LEEEN (segmental/
focal) MEKTIIWENE & OIS L 2 5. BEEAOEHICHE L CTIE Haaga 2L [PEIEES T 1 MERLL L, BERREIRT

2/3 MR E A BEIER ] (BXZUHE 3 cm, RREE2 cm) 29 A% . FRICL2EEDD ), BB LRERIT

L, A70UA FICKDHEOKREEDH/NTHLAITIEWERELIEZL2LDHTESL. AN, REEOEHKIC

BB e b DXV, BEEESRIZ BT S ERP %0 Cambridge 7048 (2/3<diffuse, 1/3<segmental<2/3, focal<1/3)

ICHEFT DIGEDL .

1) B P« PRI 2 —fRICH T I — ARy FHPHAET 5 2 L A%\,

2) JEEBCT « MRI: W R R ) SEEHSHMENEIC L 2 54 F 3 v 7GR SN S . BIEEH TORE IR/ ARG
(speckled/dotted enhancement), #:FEAfEE (capsule-like rim), BRI CTOE—mDREIER/ ¥ — V3B
WL OEMCHEHRTH 5. T2 AR TR E (capsule-like rim) 1XEKfEHF & LTHithashs. 72, 9%
ZEMNICEREE @4 (duct-penetrating sign) 2SASLNL Z &2 5.

3) HCREMERAICIBN 2 R 2RO 560, FICEEZ RS20 R L) o BREE 0 E W 2k
R BRI CORY — ik, BROBENRAER L) 2ROEEE, BROWREMEL ZE LEEICEH % D
AT ENHERIND.

4) FDG-PET : {SEMIRZIC LIS LIZREERMZRD LY, 2704 FERICX ) ERGROBELZ20 5.

. FREOREPMIG - EREICOF AN BRI ESMGE RO 25 (BRI RSB EIRED @S0
ZFoTHOLIELDH D).
1) ERP i
AR &IPSR R B e R ), HARELVHHICE LU, BEEPETE L VML »rOoREEZ STV
5% EWRT 5. BEFICIIPMENERERDO 35D 1 UL Gem) 250575 BREEOKETD, HHMEL Y
LM O FWEEFITIEE LWIIREZD LW 2 EHL v, FWRERAIE (BXZ 3 cm Kl OBEICIIEEE O
ERHSWEETDH 5. FREE OPHITERHD S D5 DIkA: (side branch arising from narrowed portion of the main
pancreatic duct) RRIEEELEDBE D EFAE PG (skip lesions) 1%, FHEE OEHNCHEHTH 5.
2) MRCP Jf &
FHEDG D ZBREDOILCHIPHIICOZ2 VB TE L WIARMBRERL, CNOWEDAFT Y TE2REDLILLD
5. JRZEERD L ERE O RENHRIG0 SN v, PGl S OO BIERE ORI WL 2 &% . MRCP &
?fi?)%’fg%@’i’%ﬁ%: X ) WD quality 12752 380, BEEEEZEMICEMT 520 2 ) 2 W2 RET 252 & Hns

)00 I (1R E= <5 73T

1) MmiEyzary v, IgG F7213 1gG4 O LA, BOHAFREZRDLZ L%\, & 1gG4 IE (135 mg/dl L L) A%
ODIEMETH 5. RZWEHEICHOOLNLDIZIgGL DA TH A, 1gG4 EtiZMiliEss » 1gG4 BHEE B %2 &t il
RO (7T FE—MEE S, KIEE, MERE) Ko ONL 0, ARBICLTLHHERY TRV, 1G4 13
WL DOHEIICHBNT, BE, FERELDICRLENMEY—H—Th 2205, BWELCIHERO—-MTLEEERT
B, AIP IZEPETABERI D H Y, EEIDLETHL. 0L A, FHRRPWELEBIZHEIT S IgG4 B0 EHk
EARWITH 5.

2) HOHURTIIIRCHIRDUE, Vo~ M FRTZEPBHICE D2 DD, ARBOFELEEREE) JEHFTES.

IV. JREL A
AP BIL LPSP LN 2 B 2 BE 2 R L, DTFIZEoREN LR TH S

1) EEOY Y55k BEMBOEME, M L2R0 5. IFRERRELZ LI LIS 2%, FhEkizEEax 2 er%
Vo) USRI ORSND Z E A, SHEFTRIZ/NEN, NER, BEREPRIRDIMRE B E R TE L
A5, BEEE R NN AR 13 58 &R 7

2) F L\ IgG4 B EMIE A TH 0, YIRS X 2GS Tlasa L ORI T, L (400 £5) 1514720

50 L. E OB RN 2D 5. LA Lads, ¥ v 7V o/RSVEERMERT D W2 WEEICT 2720, EE

ML ERYE 1 HEP 24720 10 H2BR2 ZEENHA SN TWE. RABEREHED ZIUHE - 7225, AIP DAL O RIAETERR

BRWERETH COHELM-TILIEH D, HABKHIEH OO HOAT AIP O EZI L 1ZTE 2w,

AEREARMAMEAL (storiform fibrosis) &, JAEMINL (1) v SER, BREMIL) RiM & SEEMBOMED S & 2HET

%ﬁgt%ﬁéﬂéﬁﬁm&%ﬁmﬂ%mt,éi%i&ﬁﬁ@ﬁﬁm%ﬁi.%ﬂﬁbi&%@ﬁ%ﬁ%uﬁﬁ
g,

4) BAZEVERIRZE (obliterative phlebitis) & i&, /NEER], BEEBAIBIIMARIC B 5 ) v 58k, EMKL R & ML
X0 R BRENEIRPISGERL, Chekedb s nidlET MR TH 5.

5) EUS-FNA % BETH-0ODOEELY -V TH LY, HBHMMZED VI EXFLTLHMERETSH I L12IE
bR, 1-2) Tl MRAT 2 &1 & DL O E BT Z L DIFET, S 5ICMiEHRITR, B
THE R EOFT R A BAINHIW U CEEICBHZ1T) . BRIV SN ARENE, TIREE, BAERowThTh
b7, EUS-FNA filaazid, HEEEE & ofENIcmo THH A TH 505, AIP OZHNIIZAH THWw. EUS
-FNA #EZ AR T RIC &, AIP OFGEZWICEL Z LAH 5. BHETIE, WEREERILHRD
IgG4 BB Z 2 5 2 L%, $NITIZ LPSP BRI ORRTT 22D 5 2 L 25 57250, HEMHECHCRE
PSS 2 BT BRRICIZTESE 2 B9 5. BIERWEENE, RO EIZE, R L 2 mdess oS op Lz il
Mg, AIP & LCIZFEMAIRN T, MEZMAGZHIRKOON 5.

3

N
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(2] 2 W ECEMKE% IDCP) 22w T

INEERBRAE O IRESD B\ T RN DI R BRI & R L 3 2 RN OB ST, LPSP & AR, FERIRIICEE & o
BRI R 5. WE LR ORI 88k - ﬁ,’gﬁ‘ﬂiﬁ’ﬂmﬁ&ﬁ%ﬁm%ﬁmﬁiLPSP WS 5720, »oTid
LPSP & [a] U ik %8 & 2k S C e, BURCIRBIR R B IT I CIIBHIC 3 3, B0 720 (S IR FALIR A 14
WOWLHETH L. LHd, @F}ﬂ%’?”lﬁﬁﬂ“&k}\é RIERTIIMEL TX DL, ia‘ﬁﬂ%%ﬁ%&%f‘mﬁ?ailﬁﬁﬁ&: L%
W MR 722 ATP OBEWHRFT W2 80 25 b 00, MR RERT R EZ R CHBEICIE, 18, 28w ho | CEn
FEROWEEEDZEZ 5N S, 2?ﬂﬁBfuﬁ‘fiﬁ%fciﬁﬁ%%iﬁ#ﬁ%iﬂl@ﬁﬁ%ﬁf%%é:i’ﬁﬂlbfwé LOVHY, BEL D
BN ASERIR I W7 2 & 258 5.

V. WEHRZ (Other organ involvement : OOI)

1) HERBEERERISED SN LIRE & 13 1 B E S RBEERERICAPET 2 1gG4 BIMRZE 2 Bk T 2.

2) BEUS O R BIESCIE, PACAESR, TR - MR, HCRBR, WG, IREE, BN, (9MbAE, PRFE B, RO, &
JENERE, VY sEiR EoWENHDL. L LS, Y //\Eﬂ’?’@«i%“(biﬁﬁ‘ﬂk IZ LKL, TheTRTORELS
TREDREDFEL SN TV D DI TlE e v, BRERIRIMIELE L 2 WS, DUTOSMtd5m 7 S iud B s i
R OEHELREN, Thbb [gC4 BEREATH S Z EAMENTE 5.

OBBIOFE - #ih CTHEREEERICAHT S Z L%\,

QIFFRHRET T v/ Bk & L, PIZEMEEIRE, 1eG4 B EMIEOIWRE R ~ORE %2 B 5.

@ATUA FIEBIC L DEET S, TR E L YR E ORI L 2 BB MR L T 3

@K Efr O ILE R E OB LW TH 5. FEROFEMHEZILENMA- LTS 0L LT, MLERE %, ik
PRI - MR 2 (Mikulicz ), BIEBOGHERE, PIRERINZE, 5‘7’“7"& tﬁ‘&f)é HRTIZ, a3k rH2
D STV B FALPEINE ¢, RALPEIRIR S - MEBR IS, RIS, IEEDD. INSEIRZER
HOSaEMEE S & RO A7 &3, REFEICOEO LN 03B 5.

3) REALVERRE 7%

OHEREERERICA T 2 AL MR 23N R IR Z %, TERIRAE OBes2 3 ERE £ 7213 T ERIHAE S
Lo, A - TFPTERIRE sz 13 U ME b P IR A 4% (prlmary sclerosing cholangitis : PSC) %’HE’EJEBE:@@‘EU
T L. BEGROAR LT, MEEAREE (EUS), EHEAREE (IDUS), Mg, Mikzhlickoks
PN EICEN T 2 LEDNH 5.

@PSC LASEIZ A 5N L BALPEIE SRIX AT O A FISHT HP08 - FROREY, JIOMETH L. PSC Tl
Pz (band-like stricture ; 1 ~ 2 mm Q% ERRPAE), BERKIT R (beaded appearance ; B\ A2 & iR
ZHL ﬁ‘% DT, BPERFT R (pruned tree appearance ; 3J5E L7z & 9 IZIFPIRE O 5B ANRA L T
BHATR), BEEETR (diverticulum-like outpouching) AUFHNTH 5.

® 1gG4 Eﬁl_ﬁﬂﬁﬁiﬂﬂ*&k TERIRAE PSS D A DIEG & &6 B D>, H’“i’ﬁ’é‘é@#%ﬁ& LTIRZBDPIEIEMROMTD
HERM S INB LI ATHL. HOeREMKRES liﬁﬂ‘éf_ WA 7 IR R AR T PRI Y o skeze, b
HERIRE DAL P BEINE TH 5.

@ﬁ@?ﬂ@ 121Z, HEBEZZ  OYEIE L, &RBIEICEED ) Y88k, BEMIBORE & SHEILAALNS. i

MESE O IgG4 PR R0 S s, HE ERIZIER ISR TS 2 L% v, TEEREMELR
F%EJKTEF‘%HJME LEDOLND.

4) FERLZVLODMEKR L 72+ ZEBFLES AR 1964 Jete l3MiBIZMH E LTHHATH S, LarL, HLETH
IR EOWERIC L 2D D TH Y, BINFHEOHBEIZIZA DS W,

5) REALVERNRSE - METIR S

OH CREERE R AP 2 IR - MERIR I CILLIRIR WP REAK T LR I 9 2 B2 A0 B SR R R0 Tz M he
RIFRDO RV, BOTHBREDOZ L%V, HIBEAOZ WY ==L VEBERERL Y, HOMEERES
1A BN DUEEIRIII T TIRAE {, AT a4 FERICRFICKNT 5. R - EEROIEROZ 3L R
HThHy, MEERIERIEE TR, FETE, &, /J\@Hiﬂz‘i@*%lﬁf“%é S ENL, RS - MERREOTRE
1390 SS-A Hidk, HLSS-BHUARBEETH Y, Y2 —F L UERERE RS, BESSWLE (1gG4 B8 Mikulicz &
OBk, AV -7 L /{“@\ﬁﬁ}f““ 2008 4E) 12X VBT E BA, 1gG4 Bt I I D2 W 2571
ﬁ‘é}’y)%ﬂﬂi VSR AE RIS IHTELZELEL DS,

QFFBEEIICIE, NENL a‘ab‘fﬂﬁ%ﬁﬂﬂﬂ'ﬂ@‘?ﬁ'ﬂ&, BWED) o8Bk, WEMRERE, U oERIERE &L, b
2RI i“f?%ﬁﬂ:?)‘& SNG. INEORSENHIE SN, EEDY VSR - MBI & ML & D 2% BIFZER
CFAMICEE SN Z 3D 5. BEMOE 12 IgG4 BETH 5. EREIRFEMEIL R B BRI % 20 5
LD DN, HOREERRIZIET % & 208 EIX K.

P N LA A

OBIENZ dul & 3 2 RS AR O O F AP L SHEIC X 0, JIE#E CT/MRI Wi {5 CIE 38K BYIR & B O Wik 652
RNER AR SND. REMEL & UKFEFZHEEOZ L3 H 5. T, BEHKEIROLRIRE v, %
SEVER B R BIIRIE & WIS N BRI Z RS Z 25D 575, MO RIIC X 2 KEIRE & o&ENIINETH 5.

@HEMICIE, BEDY Y85, BRI ORM Lt L ) &6@4@4#%7"73‘%&5%6 L AN MRS 2 0]
1gG4 I EMINEATRD 5N D, [ERIRMHEIL R PIZEMEHIR 28 b SR ICRRO S 5.

7) B

OHCSREMERAOBEOBRCIEIEY CT 2 ifT4 5 &, BREEDBEARRE 23 5 1gG4 BB R O
Iz bl endb.

@ TgG4 BIEE IR 0 % 3 RME B S OB RLE 2L, Rt oRE L8 E <, Kk 2 iR
52?32 -f*I}:Eg;{;ﬁ) Erthd 2 L BEARERD S, @EEREIIIEED L CIRBERTTH 275 mT#TE:TﬁJ
BU I Y H5b.
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QBRI LIBT3 CT TF
%, B CT TOEAMEHEAES

VI. A7 04 FEHFOR)R

R C P AE LA DT R TH D,

PR A

D 5

BB 35%6% (2020
TSI IR, WRTIG, HIRE D 2 FER ORI
AR ML LRI S & L, 2 MR A0t

FICRFRENLETH L. TELRFHMBEZRINT 2H5NETXETHY, 2704 NIZX RS 2SHMG
ﬁﬁﬁtﬁﬁﬁéfﬁé.%ﬁUVN@TﬁZ?UfF&%Klb&%?%ﬁ%ﬁﬁ%é

VIL NS5 bERE
IR 7% H CRE LRSS CIUg, L*
BEOLHEZRDLILLDh

Zr i pRRE

FBRRE R T 3 X OHEROR 2 30 5 Z 3%\,

2 R,

A7 a4 R X0 ENS

®3 ICDCIZ & 2 1 BIH CREMENE S DB Wk

W W OFEEEE | E{RHTA(P) R BT
LR 1% MR/ AREE | MREFERICERR S 72 LPSP (L N)V 1 O EHLEET L)
S g BEERUAD LNV 1 BLTLNL 20RO ERD 1D
B sk 4 A€ LNV 1 OFTRBL LAV 2 OBEFTRO ) 5 220k
1 R LAV 1 DI R 72 IR + A 7 1 4 UG
BUE * LU 1 OIREFTL + L~V 2 OILFERET R % 7213 B0
2 F 7RI L + 2 7 a4 N RS
H O M & e L OV 2 OMLESF R R E 72 3 EAMRZS £ 72 LR B +
1 B ERES = 2FuA FRIESHE

(LR L 2 & D 51H)



I. BE&E2r

31 : 493

4 ICDCIC L2 1 BIHCREMREDOBMEEICBIT S LV 1 & LAV 2T RO K

FHIHH

ZZaV !

L2

P RSEH W%

BRI B TR EZ RO BV
BEREE R Bk  capsule-like rim
PN LD D)

AEEFT R GERBIPT I b &) - 12I01H]
TIEMA 7 R0 B R EREIE R (R %
i ) MBI RE RS 2L bdH D)

D &% (ERP)

EWEE o FH W g E D 2w
(<5 mm) FVEREHEAMGR (LREER
D 1/3 L) F 73 S

LRI O F W R 2 D e IS M
TR BRI 15

SR

I IgG4 Wil © IE% ERO 2 5282 %

i IgG4 Wil IE% ERR~ 2 1%

OOI JEhlmize

arboLs o

a. BAMEEOMBE  LTo 32Dk
(1) FEW Y o8Bk &AL DR &
HEAL © AP ERIZIIEER D v

(2) fEZEREHAMEIL (storiform fibrosis)
(3) PR %K

4) 2% (>10ME/589EK) @ 1gG4 Btk
M DR

b. HEIYERITR : AR Lb 1o

(1) BRBM/Z5E0 L5 OFPE/FmN)
T 213 BRI Pz

(2) 1A MG AR AERE

atboELLH

a. WA ORRG (ARSI AR
zEt S LT omE

(1) FEW Y BRI EMILOBRHE - 4
FHEREEIZ RO v

(2) 2% (>101M8/533EK) @ IgG4 Btk
AN DR

b. BRI WL RATR : 27 Eb 12
(1) TR0 R AR/ Y o e RPN R

(2) HOSWEEREZICLIILITRD 5N
B W 1

H BEEofikE

LPSP (2 748/Wk) - LT 3201
(1) BEAEHBRDE 22 ) > 3Bk &I
D R BRI LR v

(2) PR %K

(3) TEZEREFMEIL (storiform fibrosis)
4) £ (>10 /59 K) @ 1gG4 btk
N DT

LPSP (a74#) : LFowgFhr2o
(1) BEE R OFW L) 8Bk TR E ML
DR P ERREIERD v

(2) PAZEMEERIR 2%

(3) fEZEREARMEIL (storiform fibrosis)

(4) 2% (>10 /5895 K) @ 1gG4 itk
Ha s

Rt 2704 FORIE
7T

ZW AT A F trial

b X OBSIRL o @E R QHBLAN) mi§ kot

IR L A SRS IR R, IREIR R RMORER R I ENH L. T L)k
FEMAIFT LA R BA CHEREECRIEREZ A T2 0L MDY L. 2089 REFE, HOREMER
ROZW & T 2MAFTRAPMIC 2T TR E L TRy, BTRrwI e 2HETIRETHS.

ST RRB R & —EOMBANENEET A 2 LSV T, TR EAFAERII A CRENRE 1

BOHBZMICHEHTH 5.

T WA T O A | trial 1X, EUS-FNA 7% &2 X0 50 1B 2 10E L 721212, BRI IS X - THEITD

TV .,

(LWL 2 £ D 51H)

®5 ICDC T & 2 2 BIH CREMERE S DB WSkt

Z W ERAT L (P) P Bt T S
SRS B 2 HREFEMCAEFE S 72 IDCP (L v 1 DR RRD
W BRI S SE M PR + L) 2 ORI L + A 7 1 A F RS
H O St g oy L AL 2 OFERLRAT L 72 BRI SOE R + 2 7 a4 FR
2 1 s SRARHE | J

(CHK L 2 XD 51H)
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e 4

#}6 ICDCIZ & % H Otk ge ke

35 % 6% (2020)

it D5 Ak

Fy BT B

H C SIS

B {5 (P)
I /AN E

LAV 1 $7203 2 DS

SR+ 27 a4 RS

(mk 1, 2 X051H)

7 ICDCIC L 2 2 BIH CRENRADOBMEEICBIT 2 LNV 1 & LAV 2RO LK

EEIHH

L1

L~y 2

P REgEE %

BRI R M TR R R RO B O
(ﬁfﬂé‘& JEK (AR capsu e—hke rim
P DD D)

THEEAT R GEMBAT R 2 &) © %Y
TR T 520 2 BB TR (B
Eg?ﬁi BE) RRMMINFT 2 /R L b

D &% (ERP)

FRBESEOEWLILEEED 2 W
(<5 mm) R FRETMGR (ERE e
Eo 1/3DL1) 72138 RS mg

LS OBV LYk 2 b e W ERRTE
FRAE B 15

OOI A%

BRI W S 7 S e 8

H Bk
(27 A/ Bk

IDCP : LT O
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II. BEAIRZE
CQII-l) EDNLDLENREL HBH ?

@ H RN IIZ I3 bR 2 R BB E OGRS SN TB Y, B - MERIRIEZ, IR, ke
WL, NHAEIZE, THORZ, BIIRINZ R RIS 23 B COR et gt & O BIEPEAYA < RBAIS L Tw
% (HEZEEE - B).

<mBt>
FCRIEPERE AT B2 BBRSME O A AT S UTH Y, TRl - MBI (X 22, 23), I
2, R, RS, AT BIRAG S SISO (B 20) 13 SRR o

R8 HUREMERIZEIT 5 EINE

BHELASIZIZRED H N TV BIHE
TR - IR Z 1gG4-related dacryoadenitis and sialoadenitis
9% % IgG4-related ophthalmic disease
I 253955 %5 1gG4-related respiratory disease
% 9548 TgG4-related sclerosing cholangitis
B2 IgG4-related kidney disease
FIAREPE, 2BEIRI%Z IgG4-related periaortitis/periarteritis and retroperitoneal fibrosis

BISEE D N2 D514 S S IR DS B2 4
T k4 Hypophysitis
AR AT %% Pachymeningitis
il 5 4% Rhinosinusitis
FURAIEZ IgGa-related thyroid disease
fa0Es (U, Wi, JFE) Pseudotumor (breast, lung, liver)
7 7 — % —3LUEME K Swelling of papilla of Vater
F Ce s T 25 IgG4-related autoimmune hepatitis
i V2R 4% Prostatitis
B2 % 1gG4-related skin disease

B 22 3% MRI (T1 #HE{R) TH—IEE SN MMRERER L0 5 ().
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X 23 &5 MRI (T1@HEM§) TH—ICEE SN2 MHZETRELR %2025 (KE).

r 4 b

24 55 CT (BYARA) CORBIMRE BH 2 30 BE N
ZRDH D (KH).

FEVEAS L S RSN T WD, ZOMIS FIEMAESRY, NEMEmRESRS, BlHERY, HAREWES, (AiE
B (U, WG, BEEED ™, 77— & —FLEEBERY, HCOREHIFRDY, BvE”, EEREY R Eo
AEPELMEINTVED. EHIC1FHMEDLEDL LIIEWICEHLHELZ AL L WHEErD 247
(£8). INSTRTAHCHERBREEE L TWAEHPANTDH 575, BHIETIEHCSRIEERERITSE
BB TH D IgG4 Bz A (1gG4 related disease) OPRELEZ LN TEY, HOREMREIC
B 2R I3 B ORISR S E THREIND. T 22IRZE IIIRZ & ARG 5 A & BRI
RO DB EDH VT, % OBIMRZIZ S FIRZE & RRROWRHTT R Th 2 FM ) 85k L 9G4 Btk
SO R, WML, BENEIREZ RS, 722704 FIRBENORFZISAR SN S, HER
PR TIIIBAVRZE Z G L T 5 2 &% YR ZE OFTE I H OB RSB O—Bh & %2 5.
JFEAIRZE TS, CT, MRI, V2 ALY F 27574, FDG-PET 7 & OWEAFMAS R Mk R )V
EVHOWER ETHW SN 05, MEEDKNIIGHBREN 2 RALETH L. Tz, ENENOlER
A QBB E BRI LW i, WEFENT22E0H 0, FR - R EE Y ==L VI
R, B IZ IV a4 F— 2000, IRERWE IR S LENEE % (primary sclerosing cholan-
gitis : PSC) RHHE & ORIV EE L 72 5.
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CQ 11-2) HCREMERDEINRE & T HRILIEEH ?

@I2G4 BHEREDOHEZA L TV AL EICEIRIVNETH 5 Z LN SN 5. 1gG4 BIEAR B W
W HEHE 72 (IS D B W AR E 2 i 72 S A IR & L CRITTRETH 5 4%, &g A o
BELEDOENS BT %) BENH L (HEILE - B).

<PEEL>

FRAHIRE ) 2 ERR 1G4 B M B, ML, PAZEMERIRZ 280 2 AR A7 0 A F
BIRANO B2 S 2 B0 56, $7WEO B L HBEDFRZE LI L T 258 13RS T
Ho I ENHENMSD, BEIUHZE D 1gG4 B A O 1 BEHHE TH 1, 1G4 By B FG 2 Wik g™
272 IR, RARA L LT TH S, T E TR - MERIINZS, BURZ, e
%, ML, B, BIIRE, RIEBUREZRIBRIMREL LTRRMENTEY, ThEnEENZ
W BEHEASRE STV ™. TgG4 BY A I WL F5 5 I SR e CRA W N B 70 15 5 |2 R D FB T 25 HE 2 1T
WD WRETH B, Tz, BEIMREOBMNIE LTI S A ORLE OIS 17282 %9 4
Bhbb.

CQ II-3) &I 2RI - BRIERE Y 1 — 7 L VEBEROER=IE ?

@B CAREMER GO 2 M - MEEIERR I 3 » H UL Edst LR CTH 225, Y= —7 L Vi
PEHEIC & 2 MR R 1, ot - AR TR TH ) BATET 2 2 &A% v (HEREE - B).
@ E RIS A PRS2 IR - MR S TIHI - MR AR DI T IR N § 2 fEIRIZZ L
v, HLAERETHL Z LB\ (ERE : B).

@ FI ARSI E0F T 2 B - MR 513 BT SS-A Pk, $USS-BHiEA B TH 5 (HEIREE -
A).

@ H CSEMERE RIS AT IR - BRI ASIE A 70 4 FIEIICRIFICRUET 5 GIEIREE : A).

< PR >

HOREMERICET 2 M - MERE R (K22, 23) OB 14~39% &R ST ),
VRN Y = =27V VEBEHOAIREZ 2 5N TV, Yo —7 L VB & XFREIE L > Tn
Y. BAETIZI 7V v Uit 1gG4 BB QTN - MR ECTH S Z LWL LR DY) 1gG4
BEHLENR - MR & L CRERR SN TV A, Y= L VEREEE 0NN & LT, IgG4 B ERR - W

RO oG4 BN - MERIR L L ¥ = — 7 L VHEfERE O )
1gG4 PR - MR J% Y — 7L VIR

i B 2 BT IR% HTk%

W S Mt 23T B AR T RE TR (=) ~ (+) (+) ~ (+++)
L1350 T EE

P SS-A Hifk, i SS-B itk (=) (+)

1gG4 BT B AR i (+) (=)

AT A FHENO RS (+) (=)
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W91 3 » AU E¥se LR CTH 525, ¥ = — 7 L VIEBREIC X 2 e R, o dk - Aotk
THARTETH ) ARIHERT 5 2 L% WP TgG4 BRI - MERUIR I TS PR 2 2 <D™ Y, i
TRVE A RE R 280 TURERCBAE IR 722 & DR - MEE IR AR BE DI T ISR N § 2RIz Lvy, & L I3
BETHDH I EHNLWOP(FKI). F7z, 1gG4 BIMIRNR - MERUIR IS TIIPL SS-A bifk & i SS-B bifkhskz
HTHY, WA 1gG4 B EMII OF W 272 2580, A7 1A FHRsA0 BIF 7% KOG % 80
%0 IS ZORME IR 2> & DM T L \Was, REMED W 72D LUSIRAERIC X 2 /IR O R
RKPITbNBHZEdHY, HERAERIC X Z2ZMEIERIL60%ZETH L. HIR - MEREHE Z &0
L7c HCRIEMIER BN IEA ORI & B L C, I 1gG4 25 <, OV F AMEIRIE R 2 Wl 12580 5 2
EDDTEHEDORFELEZ R SN TV E®Y,

CQ I14) &Y 2IFRFREIL?

@ H MR E T AP ERZA & LOhiEl (b L < 13WaBUREIR), P ELPERIBEE, Il 9 tE
RlEgs, <A SCRIEO IR - LI, SAES - KBS R RO, MlmZs, Hhf - HEkE) >~
NEIE RS S Twd (3K - B).

@ZNDiFHFNaf F=Y A, ZHOMEER v v Z)v~ Vi, KRR EMEMI%e, MilEs 7% & & O
VLETHL (HEREE - B).

<FEER>

H TSR SRR 0 13~54% IZIREHHRZE O AP 8D 57289 Wil (Bf) SEIRCEM,  J717ERE
DRI EDREIRZ RO DIEBI D B 5 55, MEREIRORER S 43~50% & 7 > ® . Jgif CT Tk d
D H T AR, B (consolidation), /NEEMMEEEOHE, #ifiE, &85 XBE - XM RO
J2, WHEALE 2 &% Bd 5 2 LB SN TV R2EY LR INE, R, /NIER o R
ZRFFICED HER (K125) ddH 0, HMEMEMEEIITEI NS, MEEBES (inflammatory
pseudotumor of the lung)™* CI#EHI 2 29 5 7-ONiEE & OENNEE T, EEITETE LR WY

ISP FE T HRERAIER
M25 [FCRERIEICEIELRE (SFRHE)
W T3NS, USSR OMLE, NEERERE OIS, B S RAEL TV 5.
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A7 A RIS A7 aA R
26 HOmwEt iﬁ%%b:’*ﬁ?bf:ﬂfﬁ?ﬁ%‘é (FEHI
FEMITFHEIC 12 mm KOFHEIBOOND. 2704 FHEHEISGHEL TS,

ki

®27 HACREMEREEICEILZMHWE (T ad F— 2 ZFBPRES)
a) HFT - HERE ) > EIER & RAE S - S SUNERONE 249 . b) SAEHFMRE T
SESCHIROTIE - WE 220 5.

FRETHIERZRETT 2 LED D 5. H ORI & FARICEE BRI, ) > Bk &R E A
DR, PEERIRZISMA T, MiTEMERBIRES WG SN TH 0, IgG4 B EMBOXYI 2R
Hzio, AEREATOA FOBEHFICRIFICET 2 (1X26).

VI LYY F 7574 —TIEHCRIEEREISEB D 67~75% 125, J9FR CT Tid 37~78% I Nifi [ -
HERR 1) > 7 SHIER D3RO HN D, AL - WA SMEROMIE 2 09 FEBITIZ™Y, yraf F—v &
BBLL W CT AT, SEXNBEIT R 2 295 2 E23H 279 (K 27). fble: & MRS, HCORE
PSR DIFRZIRZEII TV T4 F =2 R LB L T Th2 BOWRETH 5 Z LHVRINTWAHY. G
DWHEEIL-2 L7y =i Tdh 2 Z L MR AICILET 555, §iE THLE ACE A IEH TH % i

DEINCHHATH 27,
H ORIV R OWPRETHZEE, AT 14 PRI L ClE I B2 BUSAA 5> =5 Hi
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VRIS 2 2 7 1 A4 PSR OWEH ISR ZE DO R A 5 NTREFIZ BT, IFIREHIRZ O 7
RIZLBISEO SN Lo 22 EWMESINTEBNY, WRGGHED FRIZBIFEEZERZONS.

ZHEF vy 20V 2 R VRN 287 72 & C I 1gG4 A%l Tl LAk 12 TgG4 B AT
REDVPBDOONDLZENDHY, IV EETH L. HOREIERE I B E VN % % & 0F U 7AES Oy
bH oY, HOEREMEROIREHHE L EZZ TRVOPEELZHABPLETH L. ZHaiLs 2
L 72 TgG4 BHE -0 29 B 2 SRR L TR L 723 T, BBl 2 529 2 RSV AAEE 12 R% 24 57 2 &

D BRIEBNE R K, BRI AT O A FIRRICN L CRIFZ S A SN, 27 a4 NI 5K
JEASENAE B R TE I P A D W LN 7 & DN ZE Y FRAT S BAEBITIE,  H CHRIEVERE 5 B D il 70 5 Of
LTWBIREEDER 6N L7200, #REEET LI EPRET L,

F 72, WIS PH ORI 1gG4 BRI SFED 52 T e ShTB DY, HOREMRERIC
BFEAEDET 5 2 & DM TIE AW A HE T & v & S IR iﬁr@ﬁa%’l‘ﬁ%ﬁ‘%%%ﬁ“
bH5b.

CQ II-5) &7 % IgG4 BER{LMEER & RRMEBLMEBER, BEEEDERRE ?

@503 % 1G4 BEMAE L EARAE 2% & RS PRI L RS 2%, NHIERE & RN IZERRIE, MR &R,
TR EOMEZIB L OREAKRRIC X DIREMNICEBINT 2 L8 0H 5 (HEREE @ A).
@IgG4 B BRI 2 AN % 3.0 5 5 6121 TgG4 B L MENHAE RO W REMEASE Vv (3%

B A).

<FEER>
H OSBRI A0 5 1gG4 RIS ALY IRAE S WEN IR D52 2 Fif & 3 % 25, PR H S T
BB BRI ORZE, WNICEREORERZ 7232 L3H DY, ZOBWITIE [TgG4 BEE LI
BRBIRZWILAE 2012] 22T 5%, 1gG4 BI#ALIENEE ROBEZRIT 4 DK S h, TEHIEED
AHRAE % 2729 Type 1 TLIFERE, THEIHEREL L OEBMREL L OoEN %2 232 (1X28). FFNIHEIC
AN 58T 5 Type 2 OIEBNIFEFEMERALPENA4E 4 (primary sclerosing cholangitis LF PSC) & @
L, MR 1% % 2729 Type 3 & Type 4 TIXHEHE LB &L OEN %2 T 5.

R 10 IgG4 BERILMEIRA 28 & R MR LRI 28 O B R R O Lk
IgG4 BYERE LMY 5% JEFEEREAL RN 28

By ) TG FAE L Bk 2 Wk

PER U e AN Pz L

FER PHZEME ¥ IFHERE S

1% IgG4 [ EH

AR BEIRIE, TgG4 By HEBA0 70 S PRI AR

JIEERE Rwikse, TR BERZE, BOERIRETH

FHEEARZE, SRR

R BE D JeSiE TR AV SR D S PAIJRE TR L2 B > SR
rREoZEEER VAL oY Al A

B ZFaAq K UDCA, Fr#til

iR PR A B HEAT I

(SCHR 66 & 1 51H—#8L %)
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Type 1 Type 2 Type 3 Type 4
a b '

- -~
E72 6 gﬁﬁ BB IBE % AR
] B LEE 3]

IDUS* (1E4%) %&me bl EUS (2%, B

iﬁﬁm EUS-FNA* * GORZ) | TmmienEg IDUS (5F)

BE  pesm SRR S B ORE) e

* IDUS : Intraductal ultrasonography
* *EUS-FNA: Endoscopic ultrasound-guided fine needle aspiration

28 1G4 BMERALIEIRE S DR O & EHIRE O 61 X 0 51 —EkgE)

IgG4 BIHR LR % & PSC & DN BT, 1gG4 B ALk IS 2513 i o0 53 v 2 B 2 iy
THIET D I DL LT 87~02% DIEBIC A SN L H ORISR Z 1T COFM - MR, B
WREARAERE, PR, MRZE, ) CNEIRZS, MAETRE 7% &0 TgG4 B 8 2 MR £ 72 13RI
PEF 25 (K 10). —77, PSCIEEED O FAEICHIE L CRIEMER R B Z W ERICEHT 54 &,
BERAR DS 5% WiEOIHESZ WGS9 5 &, 1gG4 BB LI 98¢ MR o fkze & iF
MEB A & IR 2 20T T O I RV Ak%E & 2 O KRR o HALIR B CTd 5 3%, PSC 12
ZLRBOLNDL T ENL VTR E L Tiitkk%e (band-like stricture, 1~2 mm OB\ aiikFkzs), ¥k
IRAT A (beaded appearance, B\ k%2 & iR 2 2 HAZHE ) SR AT L), 855 RFT R (pruned tree appear-
ance, 39 L7z X 9 IZHFWARE O 5B LT AT R, BE kT L (diverticulum-like outpouching)
BB BEHOT ([ 29). F 7z, 1gGA BIMEMLPERR A 48 CULIE 0 & Ik TN O IR BEIE IR A3 32 123
HMENL™Y, YIMAEARTIE, 1gG4 BERELIEIE RO NFIMBEREIIME LT ¥ 35k, BEMROXE L
ViR LML AR RS B, 72 1gGA TR EMIL 2 28GR0, PIZEMEIIRES R SN 5™, 1gG4 4
FAEAL LIRS S 13 I BE A JE % 780 5 A%, PSC 2B W TN AR TRV SED S 1, FHE
TIXIEDOFEEIZTE W (£ 10). FFAEBMME T, [gG4 B LPEIRE KO RFNIEE 21 1gG4 BtE o

SR % 255850 % 95, PSCICBWTIIAE Lo 2\ ot

=75, BEIRZEDH ST <, TgG4 BERALMENIAE 28 & Rk O MALYEIREE D M % 588 2 3 B ASETE
FHOTE B BEE R D TS OPE D RO 2 VIEFNIBRICHES T 5. 72, BEREALCTHE
W\ CHRIR % 30 BIEBIDFAE S B 720, WSS ZIICH A RS EH 5™,

JHERIZ BWCIRBYE O z2 2 380 2354, 1G4 BEMLIERHAS 45 & IHER & OIS LETH 5.
NEBROAP LME ZENT L2 L IIES TIE RV, BHEENESE (EUS), NS IDUS),
fa, HKZ 7 I X DA I IHER 2 8003 2 LD 577 (1X128). REFLUHM 2 JHE A
MRIZ X B IEE RS DKL 55~T72% TdH ™%, 1gG4 BRI L IEIRE 212 B 1T B HE £ O 1gG4 %
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PR LR R HOS@Eca sy s
BRALIEREAR &

5. segmental stricture

1. band-like stricture

2. beaded appearance 6. long stricture with prestenotic dilation

7. stricture of lower CBD
3. pruned-tree appearance
4. . diverticulum-like outpouching
29 JFEFEEPEMALMEIRAS 5 & B CREERICEDET 2L ENRE 45, 1G4 BYEmE L PENRAE
%, OIERONE CUHk69 & Y 5IH %)
S LPE IR 25 & 1G4 B LIS ROMEROFHE ¥ = —< T/RLZ.
JE ISR M4 %12 band-like stricture, beaded appearance, pruned tree appear-
ance, diverticulum-like outpouching 2345814, H S REMEMLIEIEE 4213 segmen-
tal stricture, long stricture with prestenotic dilation, stricture of lower CBD A 4#{#

KTH 5.

A2 X WD 18~52% &%, Wy BIFCTld R\, Z07z0, FLEHIBAR, PRazifoEEi
ZBIOMHTMBZZ0HT 52 EAE T L. 1gG4 BIMERLYEIRE 2 IDUS if i o B8 P =
=GO — R EE L, R &AM T — g ASE 12 smooth 27N TVWBE T L THB™.
¥ 72, EUS % IDUS % itif7§ % & IgG4 B b PENRET 9 LIRS T % 0 e Wi L O JHERE 3
JRHBICIUE L T2 O EE 2R S TH 5™ (IDUS 12 X 2 JHEHE & o8B I RIEICFERNCFE IR
ENTVEOTEHOZI L), S 512 IgG4 BEMALERRE KIZ BT HIHERED S AMINZ [ 2 > CTHER
RICIHEBIEE 2 KT 2 2 &25H D™, ZOFTRICE BB LIRS SN LWL D 2 O THE
YT 5.

IMi% 1gG4 fiE 1 TgG4 B LPENRE R OZBWHITHHTH Y, £ 90% OREHI T 135 mg/dl DL Eo & 1gG4
IME % 7B 5% Lr L, PSC T 9~22%"%  JHEHE T 8~14%"*, 2B\ T 1gG4 = ftifl A3 47
T 5720, ZOMPRIIETFEEREZET LY.
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CQ II-6) &7 % IgG4 BEE{LMEERD IDUSFRR & ?

@& THIMEDREEIE 2 2 L, Wl & MR T, Wi —%2rza—%28752 9%
W (HESRIE 0 B).
O TRAED L WHEIZ S AHIC D2 ) HERRE 23805 (H2EE : B).

< fRER >

1G4 B AT LRSS e D RS AEFRIC BT A IDUS FT o4 & U Cid, &M Ttk o REE %
B35 DL L, N EAMIRIE T, NS~ a—-%22 352 050w shTws (X
30a)%. F7z, IREIERZAETBIAIC BT HIERAER L MMRLREOREL RO 2 & b [gG4 BHEMAL
PEIHE RO TR E SN Twd (X 30b)™. o IDUS Friik, HHERE I RED &0
PAE % RO A5, JRERBEIZ IR Tn 5 & v ) 1gG4 B LIRS 9 0 9 BLAL AR (% % SO L
TV EEZLNTWE™, JHENLF—JICL D), AEREELRKT I & H 5720, IDUSIEFL
F— VHNIHATT 2 LED D 5.

N OISz TR B 1) 5 IDUS Fr AOSEEIE, BoORFIZ &R TH 2 23k ThH b, 7l
BIIMEOUGEE IS L o TEEMA R L, WIFEREIABE TR I -3 -2 B2 T2 204, 1gG4
BLEMLPENRE 960 IDUS Wil & 13 2 2 (3D, F72, 1gG4 BMAR LA 2 TlERiR O X 5
B IR I B W T b A EENE 2 IDUS CTiled 5725, HEE TIIHE AT BT 5 HERET
JE2BDORNT EDL W (M31). WHEDOEND72DIZIEZHRI D < % 5 IDUS I2 BT 5 R REE
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31 IDUS FTRIC & 2 #5132 M

IgG4 BYERE LIRS 28 TR Z M BHGE ASHERE S 1, &R, IMIEONEI -2 ra—2 2§ 58 REZ R0
5. FRAEMIZBCTHREME ARSI — 1o -2 B3 2 BLEZED 5.
JEFEPERAL PRI 28 Tid, R FREOBEILIE, AR MR, SMlBOEME, A —2Nilea—, 3
DK, HENENZEDS.

AR TIRBEDNUIZIZE&SAVETH 2 D3I TH V), SMURRIITEOTEILIC X o TRz Rk L, Ml
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VAE AN

32 IgG4 BHERALILIRE 0 EUS bl
IgG4 BB AL PENHAE 98 Tld = R R 3G 23 HE 4
SNTEEE, SREONE A — s a—
TR D EENE 2 R HPIC RS 5 (RED).
BROHARINER L, B Ozt op 2@
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DOHE L R0 5 2 &N\ 720, NHERESVEPED A % RS IEIRE & OEN A TH 557, 1gG4 [
REALPENRAY 212 B NI 22 O R & L CiE, BHERICX B Lo pkae b 1gG4 B Ly s
%%@%@Kié@%@%@@ﬁ%@%%#%&ék%i%n,E%%@%iﬁibﬁ<%@bfwé
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D 1gG, 1gG4, FiRDFRIRIEA T RIS MNICA M TH 2", FIWEOBWHI KT AR, Brikng
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1. &Rl
CQ III-1) BEEDENTEELERKRFAR L ?

@D A T 1 A FIERUSED PAZEM: BE % 5280 4 555 1 I3 BERE O W RETEA S <, TgG4 BIHHR
BB 2 AR % 523 5 A 113 B SR R O W REMEAS R (HESEEE © B).

<FEFL>

R V2 AE O PR I EAT DR TH ), S OZDITRERA 2 LE L T2 L 0HNY, HER
PR TIE I/3BEIEREZRDLDAT, BWEREZME) 2 &3P n" BTl ARERD %
EHEEICRED B 7%, HOERIEMRERTIEIP 2w FAVHE O X a2 - 7208, Tl
BOE X RIS 5 2 2 134 CETIETH 578, HOEREERE TRERMECTHRRRT 256050
F2ATUA FIRHRIC L o THHIIEET 270, ACREMERI TR - MR IS X 5 R0 -
WK, P - MRS AR 812 X 2 B0, FRIEIBSRAHEAE 12 & B K EHIE 2 &k 4 Ze BESMRHZE (A 9 IR
RYKRIRZROLZENHY), IO ORI RIIWZEOENAMTHS (1D,

CQ III-2) IgGA PIBMETHNITHEREBECZ 51 ?

@i TgGAfiliE T/ H o Eth s & i & 0B\ CREE, FFREE b IENMmE~ — 5 —
ThHb L2rL, FNCHETIBHEZET L2605 50T, i IgG4 BED A TIEFE % &
ETHILITTERWV (JEIRE : B).

<FEE>

N B O A" TIE, 1B E SR MER % 100 B % B 80 B & Heik L 72354, b IgG4 1 D &
86%. FFIREE96%, 1EFEEE91% &7V, W& OB & LTt IgG4 A HH TH 5 2 EHUR S
7z, 1EVE CREMERE S & BRIE OSN3 2 M IgG4 OB RIEEIZ DWW T 2D X & KT H3d
%. 201540 Lian 5O X & fEHTY T3 2014 4F 10 A £TO M4BT, 1M E CREMER IO RS
L DERNI BT 5 IgGA EDIKEE 0.73 (95% CI : 0.69~0.77), FFFEE 093 (95% CI: 0.91~0.95), Fufk
JUEEME 1170 (95% CT : 6.55~20.92), FatEJEL 025 (95% CI < 0.17~0.35), &M+ v A1 60.6 (95%

11 HOEMEREIE & BB O RRIR T L o5

H O g % TS
J& (=) ~ (%) (=) ~ (+++)
R O, 1T
RE A (=) ~ (%) (+) ~ (+++)
HH R, BhiRME AT
AT a4 NG AT a4 FIEROSE
WEARZE R - EEEARE R LI AR
AL 2% EEMER A

TRIEIERAEIE 7 &
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CI:2560~14353) EREE DEINCDFH Y —H—ThHhHI AR EN. T2, 2018 4D Dai &
W2 & B A ZHTYCLlE, ERIEDY 10 BILLE, I IgG4 @ cut—off fiEAY 130~140 mg/dl @ 2017 4£F TD
11 fsC & vy, 1R Ot iEge 532 B, e 771 Bl BT, & 072 (95% CI - 0.66~0.76), 4F
FLEE 093 (95% CI:091~094), FEPEEEE 1126 (95% CI : 6.12~20.72), BEMEILEER 025 (95% CI :
0.17~0.36), ZWit v XL 57.30 (95% CI : 23.17~141.67) &, RRFEEZEIZEVAHEOENICEHTH
L ENHEEIN. —T, ¥EE Oxford Immunology Laboratory Tid IgG4 By B & DR % Ed
% 1510 Bl BHFE DI 1gG4 22 L, i X ICERNLEBHFAZ 17T - 72458, 1 1gG4 i 140 mg/d!
VLD 1gG4 MIETH o 72 214 Bl OwAEZINIE, 1eG4 B BAT 48 B, I 1gG4 B B 2% 166 BT
H o7z I 1gGa BB OWIL, EMEES 28 6, EISTEML NS 28 36 1, Mot 31 60, FFmiZs 12
Bi7e &C, EMERES I 115 B 28 B (24.3%) 12 [gG4 MAEDSFRD H 720 F 7z, BIFRER] 45 o
95, 1gG4 i 140 mg/dl L 1A% 355%, 280 mg/dl L EA 667% RO LNz oMEDH LY. 1/
HCRIEMERE S 19 6 & B 17 Blo kA1 & OBIZNZETiE, M 1gG4 @ cut—off fii % 109 mg/dl,
125 mg/dl, 140 mg/dl, 280 mg/dl & L7 A 0k MERIE, 1 MECREEERXTIEZENZN 68%,
58%, 58%, 37%, BERETIXZENZTN12%, 12%, 12%, 6% TH-o72. TN HD cut-off (HIZBIT 5 £
NENOIKE/FER L 68%/88%, 58%/88%, 37%/94%, 37%/100% DFEFRTH 1, cut-off fEAHE
ETH BT EHEREN AL D, 1M IgG4 il 140 mg/dl DUF CRIBEESEER DD EE TN L Wit D
%" RAARRAEIIT T TG4 B2 BB O 2SI CTH 5 2%, B ICEB T b IME 1gG4 @ 15
R AN D [gG4 ML ORE 25 ), BEROFIEZ B ETE S b D TidkZk . Ghazale 5"
DOHETIE, 1 IgG4 @ cut—off % 280 mg/dl LR ET S &, BEFRH 1 8 H etk EL D 53%
WCHARPETIZ 1% TH o722 05, IgGa cut-off fEN 2 5L E2 255 EME E 2 oM 5.

INEDWMENS, MH IgG4 lid 1 B A CAERREEOZINIC B W TREEZITSH WA, —H Ol
T cut-off il LD [gGA % BT A2 W H LD T, BWICIFEETE L Tk 5%, 2019 412
W% S N7z 1gG4 B B> ACR/EULAR Classification criteria Tl i+ IgG4 fliAs1EH# LR 5 504
Foa, 1 BHCRIESEMREEDOTREEIBO TEHWE SN TnEY,

CQ II-3) B REMEX EBEEDOERNICERL CT, MRI, FDG-PETFiRR (% ?

@ H CURE TR B TR RS IL CT, MRI CTHEMLL, BEHAHEEZET 22 L2 ) HEYT
HbH (HEFEE D A).

@ H LI EER TA BN AL, dynamic CT « MRI D FEFEE A T OBE R/ SRS (speckled/dotted
enhancement), W& PHBLIERAEE (capsule-like rim), R TOI—pDIEEMERTR/ N7 — 21
e & OJHINCHERTH S (HERE : A).

@ I CAE M ERDOPEFEE R CTIE, MRI T2 i TN IC EREE#% (duct penetrating sign)
ZROLIENDHAHD, WETIZEERD SNV (ERRE  A).

OB IR % B3 2054, W& O\ HEERBIAEAET B, AT a4 FEFZICERIE
BT 5 (HEZEEE @ A).

Q@ CEMEATH HERICFDG OEMZ R0 L0, NE AN - ZREOER, R - Wi, il
MY ¥ RHiZ EREIHREN ORI L OEBINCHHTH L (HEIEE : C).

<PEEL>
HOEREERER TRIRREEORERZET 25500, BREOZENICHETLIErHL (K
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®12 BURTEE CORehEge & IR o B T R S

BRI B CL e M 5 i
%4+ 3Iv 27 CT-MRI
[ ZAPERERT (BRI AR/ BERIR G 2 ) ZinEiER GREERR)
T FE BB RS AR A O (2 itk
%I PR — 70 SR RE M e PIANIg — 72 JRIE PR Y (target pattern)
PR3 T1 s BAZS (PIERIC SR/ BEIR T 12 5 4k) K55 (GE4FRERY)
T2 SR {5 N — e Eig 5 NI — % Eif5 5 (target pattern)

duct—penetrating sign
I ] PR B M e 2 VAR 5
MRCP skipped narrowing AN R O 25 I R YR
duct—penetrating sign
iR O EREEILRIZZ L
PR IR (% miEs GRRERM) e GRFERM)
ADC 3B X 0 A (7272 L cut—off fil 133
BTV ER Y, overlap bHFET D)
FDG-PET OE AN, ZHRMEO%ER IR LR GRFRS )
fllE SRR 2~ D Hf
(B SRR LTIl st

38 WRMEREAZ 2T 5 HOREMEREL
a. FAF3Iv s CT (BEEM) 1 THRERICZnIEOERMIREZRD 2 (K).
b. 270 FiggOy 4+ Iy 7 CT (BEEM) TI&, KEIHZIEHNL TW5.

382). HOMEMIERTIIAT A FIBEHRIZITIZTEFTIHERDERKT 5 (K38h). LiL, FEICHRE
YEDNER % 03 B E L CRIFEREIERNIZZ o T, BERENEELOZINIZEERE TR IIER
S, HOMRIEMEBEEDIFRER L 2 2 HimE T, CT, MRIIC CTIERWEEEOLFEIHIIRTH
ik 255, HCOREMMER TIE RO EREEDTE L L THEBE L TW A58 b h,
NS OZEALIZFHE RN L T A RS 5.

CT, MRIIZ X % HCEREMERRE FEE OIS EHSBEEICL 554 T 3 v 7 g
SN B, H ORI RN TSR & @I F 2 WL, EIZEA TOBE IR/ SRR S (speck-
led/dotted enhancement)” ™", WML (capsule-like rim)'®'*™*, ZIAFTOIE—hD B PEHE5H
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NG — v TH BB AB T BRI R TS (capsule-like rim) I JMEEH & LTHilh s
A, T, WEWNICEREEEES (duct—penetrating sign) T BEBDRAENDE Z EDH S, HOHENE
JRE S\ Z ARG 72 R DA D W AR 3 (capsule—like rim) 1327, BEER X ) bHRREH CHETH S, EE
DORAACITER T2 L E 2 HN, FFBWZEETELTHY (39), EORKEIL50~889%, FFiEIX
486~96%TH 5.

PAZ A N & ATANE O S AR A TEIRTE & 72 o 72 REAH T, IR SIS BRFT W oAb &
I—HTHEEZONTVAD, HURETFERE CIIEFEEMH CHERAEIZLL, BEMHTYH IR
8 & A delayed enhancement 25386 S, Z UL EE O 5 86 7 B 3% & m EERMEL 2 BOW L 2277
HeZEzoNTws (K40). BHETDH delayed enhancement 2538 S5 A%, FEEENFROBEIE - Wil
GERKMLT, HOWEMHRRIES-LEEHRPBOON TN EE L (K41, HO®ENE
WESRBWTIC BT 5 B TOIE—7iEY (homogeneous delayed enhancement) D& I 66.7~100%,

B39 CT % (A, B, BBtk
)

40 BUREECRENEE D CT %
a. FA4F3Iv 2 CT (BEFEEM) (TR ZmEOERIEREZ D 5 (LH).
b. ¥4F3Iv 27 CT (BEM) 12T, HEEIRZIZH—IRBEELTWD (K.
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41 WO CT mifg
a. ¥4+ 3y 7 CT (BRFEEM) T THREMICZMEDOERMINIE 205 ().
b. ¥4+ 3y 27 CT (BRIMM) (S THEREEMICHREEL TW2 25, HULERICHRIA B
DL (RH).

a b

42 JFEo MRI G (TEHG30H T1 5 5)
a. IEER BEEETERL, ERICEDERFEESASN L (K.
b. HOREMEES BEIMERL, B9 TLTwa, ARBICAROEES
HWA#O 6D (NEED).

FREZIZ66~949%TH Y, BWROANRER N EZ R GBS HBAI,

D MRI BV Tid T1 SRR HE T, S SR 2 T1 @SRRI T 5 &, BEE
O AL BT RE & 72 . IEFFEFERIINRIPIHIORHE T T1 S G CRIFEE &M% Lo sE
TERET L, HOREMERES TR EMIRE R IE RO B % 2 Kk L TRES 2232 (X
42). HORETEREZTIBRBI Ot TId, JERR & IEH IS W RS AT S B IR AE L T 5 Z & A3l
ENTWEY, The XL <, JEIPIH T1 586 5% TR ENIBICRARESE 7 B0 b b 2 LD
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a b

43 HOREMEROBERS (duct-penetrating sign Fik)
a. NEEGEIH T1 58315 TIRKEE D S BIRIC T TR S DR TR Sh, BEREICHKE
DIFFEN BN D .
b. T2 MGEHEI{RIC TERIMOERESTHH SN TBY (L), WENZ FEEHIEML
TWBZ VD5,

44 HOREMKED CT (DL L OWHERENEZ M- Tn2)
a ¥4+ 3y 7 CT (BEEM) TR EAMIERL, HEEORELESTWS
(&HD).
b. ¥4 F 3y o CT (KSEEAM) DTSRI RIC TIHEBEDOILIE)RD b s (KAD).

D, FEAEE R TR EZRT I 00, B oEMNICHEHZITR LG STV, T2
Mg TR OLEEETEEL, V) 35k BEMELZ EoFEHAMEEE KL w5, HER
PEVEE 28 % & T SOREVENER O 5 & I X A AIERIN 2 ol d 5 W IZIERNIC A D 3AE{R (duct—pene-
trating sign) 25 ENDH Y, FORKEIL 389~85%, FFEIEIX 95.1~98% CTHEINZAHTTH 5%
(X43). 72721, FWEI/NS VIR E CREEIESR & B & ORI TlE, duct-penetrating sign O #i
BICHBEDRVWEWI b H 5. HOREMEKELTIE CT, MRI CTHRFERERE %2 2 tEb 2 W H
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mi
45 HUOREMER D MRCP 46 J#HE O MRCP
BRAEER O L 0 FREE AT BEEE YRR BeAzER D L D AT BRI FH N IE TR

EREOME B0 L03H 2557 (M44), BRETIE IO L) i AR 5 T LIidfh & v, MRCP
IR R W T X 5%, ZOMEEEIZ ERCP 12454, HORIENEES L OR#M % ERCP i
HE LT, BAEMo#ML3 cm LLE, AT 2RO 5, RERIED 4 mm DUT, 23S h
TWTIRE L OENICHRTH A0, dliigz 2T 5551 cE 2w, L L, MRCP I
ERCP THZEH & 0 KMEE OB IR ELGETH, RUT2EESRZ2852L205CT&%. MRCPIZB
B RO (skipped narrowing) OAFATIE H CREMER IR T, BEEIT 444%, FFREIX
100% TdH Y B & OEMICH AR TH 29, HORERFELTIE, FEE LV OILRGITHIE
WCHEHTRECd 575, BEEPME D L XS oMMIZ > TIWEETH 5%, 72721, partial
maximum intensity projection (MIP) % {5 Z & T, HBIEE ORI 25A 4 5%, ERCP ik &
RIS, HOREEFRETIIRETO LIRO FRERICIRIE VD, HoTHOREEICLEED, 20
JXIEIX 30~100%, JFEEEIL 76~83% TdH 50 (M 45). —F, BIETIE LD OFEW YLk % 58
D5 (X46).

PEEGRFNGIC T, BORENRES O ADC (apparent diffusion coefficient) fHIZEERE D b o X 0 KAH
ERLENCEHTHALEVIMEDLRD ), TOKEIX667~100%, FFHEEILXT792~89% TH 5
AHYBABI) - RIEE PR N T A — F — DT cut-off fEA % 5728, FEBRORRK TIZERNIZH W
5 EDHEL .

HOREMEERTHERIZFDG O&ER 2RO LD, OFAM - £3ETH Y, BETCIINIE»S
WS 7R - W, T oS Hi R ETRAMVRZEN O R & RO & OFRNAAHTH B0,
FoHCORENHATIIA T O FIEEEEMIC FDG E/MMET L, WL o\INcaH L s h
TWa*®  —JC, FDG-PET 13 H CSuE % 2 & T 1gG4 B B L CRBUEISHMRETH 5.

INODOHCHRIEEREZREL, FEL OBNCEHZIIRLRBOLETD, FRIHE 2 RI2
THETR ORE XD Lo EREOFHLIRRPECENME TORY — iR, BROEERELR L)
ZROHAE, BEOWMREZ ZE LEEICZHzED S 2 RIS (F12).
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CQ III4) BCREMERXCBEDERMRR, BREEOERICERS EUSFIRE ?

@ I TR ER O I 708 NHEE (EUS) Aridid, BRI —2 0 F A MK T o — CHRE4af
PEIEEE NS, NFICIEEHE L2 R THReHIR (BFIR) oFTa—, EEL%ICII KT I —4
BROND L ERBNTHL (HEILE B).

@:T i OEMEERICI LT, BMERIZX VYK a— 1285 3h, BHFEED EUSHE LT
LNLHRDH B, NWEHLTI—DOAY—, dFEOSIERIR, BEEoEZa bR LIImERON
v (HESEEE B).

O FA F CAREERER OGS TH Z ORI &AM I —2 29 5. [W{R720 CHERE & D))
WREECH 75, VF AR, K- BFRET -, BRI o -5, EREHE
BN % E@D 5 ITIER IS A D AT R 7 ENE & OFR IR D550 5. (HELEE B)

@52 EUS (32 D& REE D & e & OEINCE R 2 %a6hd 5 (HESRE B).

@B IS TR ML, EFEOERE ORI L) BEOREDAL ST HOREREKELZD
bOOBWICOHEHTH S (EREDB).

<HREE>

HORBEMEER O EUSZBIIZOWTIE, SNFTIXWLOPHESINTVE, L2 L HlEos
PRS2 WERE & DEHIFZ I DV T EUS T A 5 Ffl I LBRGT S 72 b DIk e vz, £ B0 EUS
AT R ARFBE R RICET 2MET" 252 5NLEHNICOVWTERS., ' F ARk
RO MEIFICIE, BEERPF AICED DT T — (diffuse hypoecho) #E 35" (X147). Th
3, REOIEEMBREE L TV bDEEZONLY, BEOEBEERLTIIZOL) 22 R
TAHIEIFIFEALRL, BREPROLGA TN I -3 —I12#% (heterogeneous echo—pat-
tern) S5 Z DLW, I CT IZBIT % capsule-like rim HED R LFOR = a— 2 BH L2 L D
HDHY(H47). T2, HOREMRES, BERERE D ICEMELZESSZ i@ A oh55, HE
TP PEES LB H OB PRI L T2 o MBUEREE XK, FIED O THEE L 7ER Cld@ i o112
PG D X 9 Ze - BRIk D L 3@k (BHIR) oEx 2 — (hyperechoic foci, hyperechoic strands,
lobularity) 23% SN ABEDH 59 (K43). SO RAIIRWY — 2k a—%2R & L THEK
N5 ENHOCHIERKELD EUSBROKMEWE S, T2, BHOBERETASNS L) %, NI
I —DAIJ— (heterogeneous echo—pattern), BixD73HIIK (lobular out gland margin), WA EES:
HoE . a—1t (hyperechoic ductal margin), &g (cyst) ZERIHRER SN RV, S 5ICHOHREN
BT, MRORT I —SEHTRAAT oA FERECHNICEEE T2 MR BIETEX52 055",

—5T, BRREOREKZ 2T 2 HCREEERIIER & OFNAHEEL v, WD LR S
T a—JER L LTBIE SN0, R a—ERENISRRLBTROETa— 3y —> (X49) %,
FEEDPIERA 2 Bl D 5 WITER IS A D AT % (duct—penetrating sign) (XI50), CTIZBIF %
capsule-like rim BEOJERDZFOMBK T T —5F (M 47), BEREORE LR EBERSNBICIIFEL D A
COREMERZ RS, TR E- T, BRMOEXRY) ¥ 3EiR M RE 2 5 il S8 b7z
BHUIZBEEF D ICEZ TR V.

F 7z, AR TIERE R EUS 25 H QSRR TERE S & PR OEIICH R TH 5 L OMEDPHA I NS, BEWK
AR T o EUS Blgic B\, TR 02 R 1 hypervascular/isovascular/hypovascular pat-
tern £ \Wo 2 3DIHHE NS, £ OIS TIX, B T hypovascular pattern = 2 L, B#ERR
H OS2 & v o 72 5S5EPEIE SR Tl hyper—isovascular pattern # £ 34 & LTWA ™Y, F7- &
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EXL =EEREE, bEMI—RGUFAROEID %875,
M47 HOGAEMNLD EUSHR. Witk ciann  EREREAERT ADREEEL. PE—
HONLEVHEROVFAMKLZ I —ETH 5. HENCIE AR, 85, BLUSEROEI—585H 5,

49 HOREMKSD EUS 1§ (BB HEIE AR

UEAMROEIO—ZETHEMX, AEICISELERT

BIo— (R, B B ER0L, HER— T o —% 2T SEEXREIZEEN
48 HOMEMEESO EUSIE. @F oEv g SROLND (KEHD .
RO & Z&‘ﬁ‘ ' %?f;lk%’ L< ﬂi%lﬁﬂ‘}(; (. K50 HCOMmEMRES D EUSH (duct-penetrat-
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e G- Wk S 5. (HEFEEE : B)

<R >

AT a4 FiEFEEFHBT 20002, WEEZR Y OWf{RE X OCWBEIN 2 KBS 7 7 a—F 247>
T, L’PHELO)%T@ET}:0)%5”5?[%’?%'9”%%%75?%%8)

JHEeze % 015 PAEMERIEF T, PRENSETERIBE SR (ERCP) 19 &kt &, WHERS
JHE FLF— Vi (ENBD), F7213H#E 27 > MIEIC X 2 NBEIHEPNEER (EBD) ZMEfTL, WK
fﬁ’i’ E05 L & DI 2D B LTS 5. Z0%, ENBD XkE$ 5%, HEF 2— 7“}(7‘

WIS . NHEE 7 7o —F SR BT, RERIFIRE L —Y (PTBD) 2179 %
%)2?)%. B OFEG], ERCP 2AEOFITIX EBD "AE LB H 5. @, A70A4 NiE# ﬂ?‘
BB, BH2S 2BUNICA SN, ENBD R AT > b OHFEIZELM TR E 5 2 L% WY,
BL, BEOWERTIE, MERFLF—YRLTATOA FREOATHETEE SND. BERBAED
FICIRIMBED 2 > b o — )L 24795,

Kamisawa 5 1XEMN 17 ik, 563 PlOL it FMZEORHR LY, A784 FIZX 5 8D FEWE
L 2504 FOMPHEGEICE LT 30 mg/day #5840 mg/day 5 ICB W T, SER,
TR L ITED 728, 30 mg/day $£5 (=06 mg/kg) OBZYMER L. TOEMIIAT A
FBIGG2 S, F1 68 » ARICRO BNz, T OWFETIX 563 FlH 459 1 (82%) 2 AT T4 FiRHH
T, 0459 Fid 377 B (82%) ICAT U A FHEFERREENB Z bz, ZOME, X704 Fi#
BB TIEHRIE 24% ThH o7, —F, IEXAT0A ¥ 104 T, ST 74% 12RO 5N, BRI
42% L R TdH - 72, Tomiyama HI1E AT T A B2V ZFEA LY OB FH E R, M A2HHZE
W B E LCof B LY.
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AT 0 A FEAZH] EHTT ) MR RIS L S 720, BARICZA T a4 FICX A
OV D7 ORERA OG- &, GHERAE I D BRI AE < KRS 5 BEBSE D T D 72 5 8 R E
EBIhRV, BHICEA 7+ A7 12— MlHI R EOBEA R T 5. QERNTGH (7FF4+ 7Y V)
RV F I TITHCREREEZOGRHIE L L 3RS NS, FRHEAIR A 714 REHRIKIus 2
ETHE ENERETHHY. ik, PHRGRELT, #O7L F=V1 ¥ 50~75 mg/H?, 40
mg/H%%, 05 mg/kg/ A® R ENRPEIN TS

CQ IV4) X704 FDEIBEDLIICHES LTV H?

@17 F=vuroiiiksEs 2~4 BE OMKGR 5%, 1~2 A8 Z & i A b mds, i
Wyrzua7) > -1gG-1gG4fiE (A 1 mARE), Wi (US, CT, MRCP, ERCP % &), RR
R EEZBEICLDD, bmgd2oMml, £93 10mg £ THET L. TORKIE, FEFIIIL UL
MeFrE (5~10 mg/day TH D2 ED% ) FCHEEICHET 5. (IR B)

<HEEE>

HOREEEERZICH T2 A7 04 FEMEARRLELTRO7L F=varyromiikbEsx 2~4 8
W OB G-, 1~2 B &l B bz, Mgy 7a 7Y v - 1gG - 1gG4 i, MifRTH (US
CT, MRCP, ERCP % &), BiRERZAE EEZSEICLO25mg 32w L Tw. A7FaAf FES5H

Gtk 2~3 » & BZI\HERR $ Tl § 2 FEPEENEEZEZ ONS. REWIZTL F=yny 5~
10 mg/H Z MR & T2 6I03% w257 F L F=vua ¥ 15 mg/HLLEIZ ’J‘LF'WF'TN&F%H“C‘I‘EE [
WRTAZ L 2fDOrHmELH LY. 10 mg UTFTTIEHBRLRL T WD, 2~3 7 Hx BRICHERR
PEICHHRT 5. MR 5 mg D BRSNS (1X55)%.

Mayo Clinic Ti&, 7L F=v10 v % 40 mg/H T 4 HMEHFE, 5 mg/BTREZITV, §F114
MCERERZ 52, HEO Park 51, OV F=va % 05meg/kg/HT1~2 B#%5%, 25 mg
~75 mg/HD#fiiw F THIZ5~10 mg 3O L, %ﬁ%i‘ﬁ“iﬁli 6 7 HITWHE T3 5 L RTn 5%,

H{R EoBEE L@ A T4 FESFG L BH~2 ARUNICIERZDSNEDT, A7 4 M55
BE D 1~28%IC USK CT 7 & CH{GEHi 2 /7w, A7 a4 I\(’“f?ODfZJEUb‘%H X0 I O BEVE IR B A3 7
ESINHZWEEIE, AT 04 2RI E - Pk U, BEEE 2 SFICB WM %ETH 57,

BH0Y R 7EAF

ATHAFICED B-AoldE R b
HHR R FFPIE DTGB ERE L IE AR 92

BEAREOLLEEH L&
AR 0.6mg/kg

v

= 5 mg/day
¥

BREA | EEERCHSEE | SR
| .‘I P

55 HOREMHEROBRICOVWTOI Ly H R

v
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CQ IV-5) X704 NOMFEREIVEDL?

@2 7 14 FOMEFHREHCRELEEOHBROMFNART, BOFL F=varzbiltd
5 mg/H CHEFFS 5. (HE3RSE : B)

@FEFRIEL O X IR A, I oG4 1, BEYMRZEOF LR LI ko &, i~ DIEFICBIT 5
WEMEE D 5 2 ENNEETH L. (HEIRSE : B)

<PEE>

DHOERHEETIE A T 04 FHEFR L2 — @7 - 728152k b 2 & 034 nwH» . HAR
DL RRRILFIEIC L B L, A7 04 FOEEHRIC X ) ER2 472 510 i, 479 61 (93.9%) DHER]
AT A4 FHEFREIITbI Tz, 16861 (31.0%) ICF#RZ 80, FRRI, MIpREZITDbR
Mo 72T 452% (n=31) 7% 5 NS 25 mg/ H CHEFRRIE 2475 728 T D 434% (n=106) 12T,
5mg/HTIro 728 T3 261% (n=333) LAEITMEDr -7 %&B, 75 mg/HTIX263% (n=19),
10 mg/H T3 286% (n=21) &, FMEDOS L LML FIERAD LD -7,

Randomisation
Maintenance therapy grou
&PSL 0.6 mglkglday EY IO
PSL
5-7.5 mg/day
Y InifialTx : Shorttem Long-em g
: : Maintenance T ; Maintenance Tx
0 Upto12 26 weeks 3 years
weeks
Randomisation
l Cessation group
PSL 0.6 mg/kg/day
PSL
5-7.5 mg/day
" IniialTx  + Shortterm + s
: + Maintenance Tx Follow-up :
0 Upto 12 26 weeks 3 years

weeks

56 A7 uA RO GHMICE T 2 FHBRERRO D 0SS T 7 MMEILERER 7
v ha—)b (k32 X 5IH).
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1.0 1 Maintenance therapy
rou
4 group
0.8 1
I b
2 S
£ 064 g
w LTI %
[0 I,
o Cessation -
Y= H
o 04 - group k
0
o1
5
0
© 02-
0 -
1 | I 1
0 12 24 36
Follow-up period, months
Months ¢ 12 24 36
Maintenance therapy group, n 30 28 24 22
Cessation group, n 19 15 9 7

57 A7 A FHEFFREOEGHIMICE T 5 HMRRLEBO 720 O MIER F > 7 AMLLBERERO
AL,

—h, BRTIRHMFHREDO L WA T E A FIHHE 7T P I —UHh R E N T3, Mayo Clinic Tldf
A7V F=vnur40mg/H%Z 4 HEEG%, 5meg/HTHEL, &1l #8HTRGZRTTLY. Z
o 7uaba— e, WERERE G0 L 72 BRI ISES] (n=30) ZiGHE LA, 16 6l
(53.3%) ARz R L7z (BB AE 205 » ). 72, ¥ v v N=7 D7)V — 7 HEFRED
WA (1280) 0704 Mz, TSaBMzRLz 1560095 96 (60%) A5ia#EH
1% 8~12 BRI L 72.

MEFRREE DO ERICH S 2 AER 7 ¥ & MBS H AL S SN T aY. HAREY:ZAC
VR R ERIR 2 W 21 2006% C H O EE 2t & B S - BB 2 b IS, Wi e LTRIO7 L
F=vnar% 06 mg/kg/ H2HSHGHIMEL, 5~75 mg/H OMEFER $ TlHE L 26 1 I THlkie, Z Dk,
MEFRIREE ke (MEFRIREERE) » B vidrak (hik#e) L, 3G TROBBISE 1o 72, 496135 ~
F oL, 30 BIASHERFREERELS 19 BIASHIRRRIZE D AT 57z B oE ) 41T 12235 < intention—
to-treat (ITT) N 247072 & 24, FEBBIGHRE O TR 57.9% 120 L CRIIMERHRIER TIZ 23.3% &
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AREIEERTH 572 (P=0003) (X456, 57).

INLOMEEZEZDIMED T ATIT 4 v 7 LEa—/XAYRHTIEX, ZERBIICLD,
BloZx 704 FHEFRFESHRELZ 11.6% 18T (95% FHEX M : 4.0~192%, P=0003) €52 &8
RENTe (B YL - 408 7 ).

Dk X ) ACRIEMIERICE T 5 FHROIHN I SHEFRREOMBES A TH L E VRS, A 70 F
DOPISEVEH & REPIHER PR EOTEIHEZ TR T2 EZE 2 60, A4 Ld 5 mg/HOMFS &
MRS NSL. Lo L, MFRRELR L THIRZ S-S WIERINH 5 2 & L), MFpREo@EMIZIE
il % DIEBNZ BT HIEEVEZ kD 5 2 EAPEETH L. FEEa Y HATE, HRITO U F AME
JER, WS OELE, (G EOMT [gG4 EA SIS LR 2 65 L1 ERpse, 2 5L Lo BRI Z £ 72
(ZEAZIHAE O 1gG4 BB LS DG HF03H 5 M B HEGITIE, — @M OMEFRRDE 2179 2 L A%E
BINTw5?

CQ IV-6) X781 FAEEWDOHIET S H?

O G2 B X VM CREEMIE SNIEF TIE, A 704 FiEHOMM &L LT3 EM»
EODHRETH D, (HEREE : A)

@3 FELIED TR D D7 { o7, Mkt BB B S b (IR B)

@3 FELLEDMEFEFRR LI O WTIE, Ml % OREFIC BT HIG8EZ Hid, X704 FikkoeIEx i
AL, T 25 AICEAT e, FOFERFRICHTHHEELWNISILETH S (HEIEE  B).

<fRE>

DAEO 17 ik, 563 Bl HOREEREREZ G E L7z 2009 SEOH% AR EAIZETIE, X704 iR
WESAELIN O RFETFREED92%, AT 0 A4 FHEFRFBEE P I fE TR L D ARICHRBEI RN &
5 (34% vs 23%), 3 FELANOMEFRREIHEIE S NP, 2011 £ Kubota & OHETH, A 704 N
FHEE12 7 AUNTIZ 12 7 AV E X D AREICHBRED R Z & Sh/z (80% vs 25.9%)°. 72,
RN AR SN2 138 B 2 it R L LB EORA M ST, 6 7 I OMRRERICA T O A
NEFEEZ I LG E 0BT 478%, €095 5 3FELNO REEFHRED 74%, IR o vhdufl
60 r HE OfRERY, B OMFEREZEOTRENRE N LATRENZY. 512, bBEOSLE
BRILFEBEAMERBICBWT, HORIEGEEBIET A NI 4 2 2009 THEIR I NREH AT O A F
EHICHE L CRMBOZ 704 FHEFEERB I b2 510 flcBWT, FRRIZ14EH 10%, 24
H11%, 34EH 258%, 44EH 309%, 54EH 351%, 74EH 43% TZD#HIZ 7S b—t74& ) (X58), A
7O A N5 25~10 mg/ H OMERHED: % 61T S 72356 O FREIE 30.3%, H1ERE I 45.2% & MERiE
ERERLRE CH BASTREDMK <, HMERRED: 5 mg/ H O RWHMEREIEDT TR A7 0K TICEHTH A S
EAVRENTZ, —F, ATuA FREUBGICE28%G-8HEIMI X 5 A 704 FYERRR, 5MHEE
&Ge, WA, BIRAEALMEREE, WEZLR CEE LA TR 20HIBEL, Z0H)H 106 AT A
FAa$ 5= 10000 mg DLk, 15 BI255 4ELL Lo 5 CTh -7z, T/, HEELRAERGLORAM LI
FAEBIDO AT O A PG RO LK TR RIS FHRLIE TREA - 72 (11,3078 mg vs 6139.7 mg p
=0001). INOHDOFERPS, FRFOFNE L ZEEOBIE2S, XT84 M5 6425 mg,
eG4 3 M LINSHER Sz, —J7, MR TREMMOMFFREZ T L w7 g b a2 — LM
ENTWEYY  ZoiEmzE T X, DPEIZBWTATOA N 26 B E 3SEROT V54
(LB AT D72, 49 Bl HC SRS s 2 0t g & L, B AR 5~75 mg/HDO A7 0 {4 Fi
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Relapse Rate 4 o

0.5

25.8%

I ' Months
120 180 240

Numberat risk 426 266 205 153 66 M
58 A7 UA FHFHRERORMWERE G X v 51H)

FRfh & SAEMFRRE L2 BE L 26 BB Ik LBFclR L& 25 (K57), 34ELINOFIRERIEHT&
T 233%, BB TH79% L ABIHFHRERMEICB O THR) Z7 3L, BEELZAT70L FOAFE
HELROOLN o722 bt shsz (K58). INHORKELS, HRTHOoIdMEFE
5mg/HAitAC3Ex HEE LzRHGAfERINTwE. L, A7uf FEMRSGICL26E
R LORED D DEIE, 4 OREFOIEEIEE WD, A7 Fie#EL Ik 52 13K
ENTHIERDNS. 3FEHDAT A FOPIERHEICOVTOI Yy RF/OLN TV W
A%, Hirano 513 3 R OMEFE: IR L7z 21 BIoTia & 3ERT, 43 + A O EEIZIZ 48%
PR E 200, 3AEDIA D HEFME RO ATE E LW LTWwWAb. Nakamura S A7 0 A4 FiEHEEIE &
D 54 LL LG HE & ke L7z 38 BlZ BT, BIgNI R v il 109 AE O THAR 13 61, FEFIR 25 Bl &,
FIHMEF ORI B CTHO IR 22 035 ), 4 2Tl EOBARZ, HMEFEE 3 FERF ol 1gG
fili 1400 mg/d! LA E2S 34E UL L OMEFEE DTN Y A 2 HFEHELTWAY. HEEFTHOEZ A, kKH#l
it A &R T v & MMUIEGRER 2 E O RN S, AT u A RN 3 EMARER T O H
Rrhd, LaL, SEUEOEMMEBRERTH > THERBIIL R R, $2, 2704 FEFF
PEDFEGITIX AT O A FEEPIESHEETH 5 L v ) MERH L. AT A PR IEREEFIZ BT
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3, BARE AT O FHEFREZMETADOTIE R, A7 FOFEHLOIREICHFIEZELD
D, M4 DIEBNZ B THBEEGEO LEM FHEICRFET 2 RETH 5.

CQ IV-7) BRORHARR 3FIRED ?

@i AL AE RS, i 1gG4 i, TgG4 B B O BEAVIRZ % & 6 72 ZREIHRIR AN & 5 e ikt
Bt oMk IR A RE L 374, (HESRNEE : B)

@A THRTFE LT, FHMHETOATaA Fia#HRIE, ZEFOILH 1gG4 S, A 724 NiR¥
HBoI 1gG4 Fikemft, OVF AMEEIEKR, HEWEGDE, HEEROBIINELR EZ TN, (H
3 B)

<FEF>

A7 a4 N, MERHRED, A7 u A SPORRORRE RINCER T 57200 FERIE, FRY A
7 DEIEBNIRT B M AR LA, i TgG4 18, WAL X 2 @2 RBBETH 5. IR
KFI213 TgG4 BHE DRI, WAMHZEDO VTN FEAEL ) 2 DT, IgG4 BEARE & L TURIMHL & 50
TURWICEHES 2 2 eI L. RPN TL LT BETOA T 04 Fig#dik, BEko
M 1gG4 M, 2704 Fif#ico IgG4 fEOmME, ARHERZ, O AR, BEOBEIHZ
PEIFHND (F13).

®13 HRTHNHEF

FHIRF R T SEPHE S 4 BER
IgG4 Fi%imfli - H LA Kamisawa T 8) 2009  Japan  retrospective 563
Suzuki D 42) 2018 Japan retrospective 73
S 1gG4 il Kubota K 6) 2011 Japan retrospective 70
Culver EL 40) 2016 UK prospective 52
Lopez—Serrano A 41) 2016 Spain retrospective 45
HERRRE O Lk Kamisawa T 8) 2009 Japan retrospective 563
Xin L 37) 2014 China retrospective 100
Shimizu S 38) 2015 Japan retrospective 84
Hirano K 35) 2016 Japan prospective 21
Masamune A 32) 2017 Japan RCT 30
Kubota K 9) 2017 Japan retrospective 510
Miyazawa M 39) 2017 Japan retrospective 82
AR AE B g Sah RP 43) 2010 USA retrospective 78
Hart PA 11) 2013 International 978
Xin L 37) 2014 China retrospective 100
Lee HW 29) 2018 Korea retrospective 138
O F AMEBERER Sah RP 43) 2010 USA retrospective 78
Kubota K 9) 2017 Japan retrospective 510
AT a4 NS Ohno Y 44) 2016 Japan retrospective 32
Shimizu K 45) 2016 Japan retrospective 47
JREA 7 22 Nakamura A 36) 2018  Japan  retrospective 38
Lee HW 29) 2018 Korea retrospective 138

Kubota K 7) 2018 Japan retrospective 97
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7 v PMLHEGER 12 BT AT 0 4 NI AR 26 B CTHERPRIE 28T L7 RE I 3 4R ke L 7o
WL THBEICHRRSREC, SO, Bl ™, RA10SH7E " TL @AM TO X 7 a4 Fif#
DM THFRI) A7 L) FERTH S, 201846 AL TO 3L L E R E L7 A & T OFRTIIH
IRDERRLWET A ¥ O~ H 505, RWA T A FEFRROANERAOML L 72 HR) 27 T
o7 JEMOAT O A Fighz 2 B THRELR T L2EE1CE, A7 FHkgRoRH O
PR Z T L 22 REB BB 5 b,

M IgGAMEICB§ % & D & LT, BHETOZ MR O i IgG4 S E ", A7 a4 Fiagko M
IgGA DO FFBERAE, & 2 VIZFERP OH EASHR PR L LTHESINTW LYY, bAEO L
i L [F 1% 2 10 WFZED 510 BIOKET" R Mayo Clinic TO 78 Blo> 1 B H CRIEERE KOG TIx, O
F AR RS L 72K A2 TH B, —T5, TIVT, MR EDHAZ O 978 BT ORE"
T, OF AR R I & O BRI 22 A8, TgG4 B REALPEIBAS 2825 B A TN 1 &
%0, EAHAERRZE, WHZR L, REWRA R AT HREMICBWTHRY A7 BHBEICH W LK
B TG STV B2 F 7, BAMRE DAL S A TIIN T & LTl S Tw ™% 4l
ICAT A FiREITh 3 ISREBIS SN2BITIE, FrllbE s oZ4: & 2 8 DL E o BESRZE A FER )
27 E%)?, 3EL EOKMTIE, 4 MU EOBINEDGHPICEIRY X 7 HEho Y. £72, R
704 FROSMEOBLED S, M [gG4 EOMT =, BERKOUHERPE NS O HR) 27 L7750
REVED 8 %M.

ISR FIEFICENL T 2561203, FROWRENEZ ZIE L 2085 R AL A, i 1gG4
fili, WA 2 T 3~6 » HEORBBISELIT) 2 &0, FROBRIERICHATH L L bh s,

CQ IV-8) BRBIDAEEIEESTEH?

@A TS FIHGEOFEAD L VIIHEIR G /RAOWEEZIT) . (HERE  A)

@K TIZAT B A AR, P, KEEOEROTIRICIE, AT 84 FERENHIZEE OfHH 2
WD YR I TOVER L OWRED D BH, DAETIIRBEEISINGE L 5720, FEERRIIE
DOILMER T LR IT TR S\, F72, EE % EGYER infusion reaction 72 & OHE 2 H EHL
W B720, EHEHATIXEF SN v, (ERE - 2 1).

<EE>

PR DRI E LT, WA R £ CTHET5 2 & T 5% EOEF THEMDE SN D L OWED
5 bETIETHREOEEE L COMMIGELFAEEOAT U, FIBEAH L VIEAT T A FoOlbs
BIELfTbTwa, F/2, 7I7 - Bko 10 A, 23 gk o FEZ% i3k A i & R B %
978 > 1 B H LA R D THIRIE DO HREDIAHTV T D, 210 PIC AT 14 FiHEN b, T09 5
201 B (96%) \ZEMAHRD SN2 05, HEOFRIERIIZAT T FFEEAD B W ITHEIEE
—EINTH 5.

2704 FAME P, KA N L Tid, ERHEsERey v+ ~7 (LCD20 €/~
0 — FVPUER) OFEHARCK %2 LIS T h AL T 2030650 R 2 7 1 4§ & i3 % 6~8
WG G Lz Ys, AT a4 FHIEGROGENHZEDOEMRIIH 8HTH - 7. A7 84 FAM
PHBNR LT, WRFREDO A 704 FEEHAIE A 704 F - SGEipblSEpr s < 2 WA 9%
T COMFRAEAIMNCA B I b o 7205, SIEIIHISE A TIE 45% (ISR 2 7250, S Hise B
T PRI ORD AT BRER) & % 2 S /2.
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7T YV ADQHRMETOHRAMEMETIE, 1 HACHREERRAETAT O FIERZICHREZHRIEL
THEPNCTHF A TY U HDHVIEA N L FH— b TO2RERZIEIT L7258 OEMRHERICIE67% D
HRTH oDz L, )Y F < THE5H0TIE 94.1% (2 MR o dhdefili 20 + H 0 A w01 % 32
O, BEELAERFREI G728 MELTWEY. —J, [gGABEREEZ IR L L27 T v ADS ik
%A EBZETIE, VY F < 7 TRIRNEM 935% 2R L, A7 04 Fia#EEENLIE 51.5% Tl
BTHo7z, UL, BIEHIMN 24821 # HIIT419%ICY Y F ¥ TR GBZLDOHRIED L7z,
IgG4-RD responder index™ 239 Ji UL L OFEBI TIXFRY) A 7 BEVO T, MEFFSAEFM %2 MR 5 72
DIZ) Y F U< T OMFHRESRE SN

WekOFZETIZ, AT04 FAMN, T, KEMICOWTY) Y EF I TOAREATR S N2AS, HiE
PIHIEER ) Y F 2= TIITEE 2 K YWE R infusion reaction &2 EOEE LA ERT RN DH Y, BETRY
ANV AFEALZH5T 5720, BHRMEHIEEID Shkv, bAYETIZGREE, Vvydy~TE
LI H ORI A RBEISANERE TH 5 720, BIRIIZET: 020 5 ¥ IR 7E o e % 54
FITLREVD 5.

CQ IV-9) FEARSNDHEREIE R 704 RERBICLHETIH ?

Q@ H CENRREFICAT O/ FiaRET) &, BN BRROUE 2066055, HE
RIEVENE S & FIREFSRE OBEIR G COUERIT R . 72720, 2 BRRIE O BEAED B 5 FEH] TIZ A 7
04 N Clbiae B LT 2 560% ». (E3RE - B)

<R >

H O EL D% L ORI THRIMVIBBEE B X TN EE (BRE) oatiziE) (CQI-5%
HE)P ACRIEMREREZICAT A FiEHREIT) &, BN PREEOSE 2RO 256055, A
704 Fi&#I2C, Nishino 513 38% 12, Tto 5*1d 50% IZ AV BEE DS EZ, FRWBICE L TiX
FNEFN25%B X 45% IR et 2 R /- L HiiE L CTwab. 72, Miyamoto & 1 H C ki
RANZEPE L 7B IRIGIE A T 10 A R CRPEASGEE L, SGEERITH ORISR & FIESSE O BRI
WKCBWTHEWERELTWA™, 25704 RIS K ) BNV RIS E S 5 D1d, SRAERIILIR
B X OHHMEF ML ORI X 2R W DU, BB D BRI I R E O™, S 5121
BERFTOY A S A A VEAWRICE D S VPN ABOFAIE LB REEYAE 2 5NTWS. X
F A FEENZOBEMBROME T, HELTORREMEO —EA 27 a4 FRBICX Y HAEL,
CD133 BB BRI S G- L T A RS SNTwa®. LaL, BORIEREEEDS XA
F A FIEETUET B, FRZ D BTG TIZWbY 2 EMEEENBITT 5 L W) HE 2R, X
FUA FIEBEBRICESERZ X786 b D% vy, —J7, 2RBERISOBEAED B BIEBI D S B 75% D
JEBICTIZA T 04 FIHREECHIRBIIEALL TB Y, HEREOLEE % RO 7ERNII D - 72 L G ST
WAY, LA T, &ToOHCRENRREEOBENINGUEIENUWET 2bIFTldhw. 72, H
CIRIEPERE R DO FIERF IR L 2 < TH, BMA T 0 A FEGATREK S % B IRIE ORI O it
LH PP 2570 A MGG OBE B TERBORIEZ SIHICB W RILETH 5.
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CQ IV-10) FRIIRiFH ?

@ E TR IIIA T T 4 FGHIC X ) EIICIE R 2 TR (R 23R ca s (HE3EE - A).
@M —EBDIEF THRF RO LN L. T2, —HOIEH TIIEBMERNORITHFRD SN,
RHW 2O TR (R 2963 L REFCTRAVIEFDIFET 5 (EIREZ - 2 L).

<FEER>

HOMERFEEOFRICH LTI, £GP Em UmE R, HEoEEnT% Glawse WNa
WEE) ROFHBRICEL TR LA, AHOEEFAETIE, HOREMEIEN DI B 844% (1223/1449
Bl) TATFUA FEES IO, AT 04 FOHEREIMERTE 72RERNE 986% (1168/1184 1), Hik
ORGP & 72 L7IERIDS 234% (344/1471 Bl) L5 3 hCnwa?. —F, ERtoF—5 %
BLAYTFY AL L, BORENEKEER CQREZEL) OATUA FEHFEOFREZ, T
408 » A OEFIEIPIRIZB W T 33% TH - 72, Kubota 513, A5 2 A FHFHED:%E 5 mg/day T1Hio 72
SEBIOFFIRFRITRAERCEIM L, 7T4EMT41% D07 I F—=I1CE L2 EHELTWAEY. 72, 4 Masa-
mune 525 L7ZZRCT 2 & 2 &, A7 04 NHERpREE: 2 3 4 ke L 72 O P13 23.3% (7/30 1)
THo7eDITH L, MFRHREEZITD R HEOBZIE579% (11/19#]) LEFETH-72". AT 0
A FIHEBBOFRTMN IS LT, ISz & 2 3EMICB W THIREIERISE W S &2
Wl XN TW R 2680 2o ERFIIET-& LT, O F AMEERRCEIEZE O A, i 1gG4
fitize EDSHES ST %059,

HOSIEMERERIC BT A EOREEN 2 FRICE L Tld, —HOEMIIBWT, FRERYETI LI
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