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LW HEHCHREERES (autoimmune pancreatitis : AIP) @82 & LT, lymphoplasmacytic scleros-
ing pancreatitis (LPSP) % 1 %! (typel AIP), idiopathic duct—centric chronic pancreatitis (IDCP) #
28] (type2 AIP) & $ A HEEE2 v+ % XA WiH# (International Consensus Diagnostic Criteria :
ICDC) 2B &, FNENERIRIICBIITREIC R 5 & & B2, MO TEBNRIERFNTES L
WZZolz. L2LA2S, ICDCIXEMRMEH T AICi3MoCTHEHERDLNLE OO0, HEMKIZTF TR
C—MEDMFEHT 2L 2R ETHDOPEOBWBEEIIIRLRPHMTH S 2 L, LA ETIIHD
TENLR 2T AP DEBFAHTHSL Z L X0, HAKERES & AT B4 BRI R SR A 88T
i, ICDC Otz EE LoD, b2SEOFIRICEIL T1H AIP 234 & 52U e Wi #E 2 1K L 7-.

I. ZMEEREDORE

B 5 B 2% (autoimmune pancreatitis @ AIP) &, 1995 4E1Z Yoshida 5VI2 X D 2B & h 7=, oG4
R & LCOMED, S HITIIREBHSE L REMEOEEEZR T, HEEBIICOET S
DOBHLBLWEETH A, BRMIZIZAT A FICIST 20K - B D 5 VI & 63 2%
WRAEIZEY, LIFUIEHENRELZRD LI L), BECIHERZ L 0ENPROEETHS. b
PENZBIT 2 AIP OFBWICIE, HABERSS L D IREB SN [HCREEBEEZ I 2002 o doe
T & B A7 )4 HEG T  BA AWEZEBE - H AR 22 X 2 [ H Otk B 2 B R 35 Wy i e
20067 VT HEIPFEIHAIN TV LY. bAEO AIP DT L A EiF, REHEETY) ¥ 38k% 1gG4
B T R M R =, PAZEVEERAR 25, AL 2 58 & 3 % lymphoplasmacytic sclerosing pancreatitis
(LPSP) TH V), ¥4 IgGA BLERBOBIRA L LTHEH SN TW2™., —J7, BRTLIELIZAIP & L
THE SN TV AIFHER F%%ZE (granulocytic epithelial lesion : GEL) % #5#% & 4 % idiopathic duct—
centric chronic pancreatitis IDCP) IZHSE TIZMD TENTH )Y, FOERELIHBLRIIATTH 5.
2010 4, LPSP # 1 #! (typel AIP), IDCP % 2 #! (type2 AIP) & L7z 23R L I LWilke s
ER 2 vt v 22 Wi sk (International Consensus Diagnostic Criteria : ICDC) 288 X 722, ICDC
2D 1A 25 ATP 282 NZNERIRINCEBITREIC 22 5 & & D12, WO CEBRN 2 KRR TE %
I %oz LALAHS, ICDCIZEMERMSMEHT2ICIIMOTHEHEEbND 0D, MRS
THREMMESFHT 2 2 L 2Rt L T2 b EOBMILMEICE, RREMTHL L, HHETILM
DTENLR2H AP OEBFIAHTHZ I L L0, HARBERSS HOREEREBRIEEZ B ST,
ICDC Ot % B LoD b SE O FIRICE) L 72 Wi M EOSUEMEE 21T 9 Z LAvuE Stz (P 22
7 H 13 H, RS .

EBROYWENEFRDO-DIZ, HARBRFS OB W AERTH & L EA I B4 HE R BB 2 iR AT
ZeHE (WFIFeERE © MR OBWEELET —F v 77 V=712 L 2 HFRERS (1) 2548k
s, ARBEESTIRE LR CER24E10H 15 0, MRS v F~v—2%7—), 20 (P23
FES5H 14 H, WRETIHRTN), B30 CFR234E1TH21H, REEI 77 LY R), $4H
CPRL 2347 H 29 H, REARITI R T V=2 —F v v A)V) O % f T, HORETEMERERIRZ Wikt
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Z B & WA — (BWEERRANRAE =R G LaFRNED)
RIZRE R © TN CRACR R Bl 2 R e R L 8 m T 2203 I )
%Z B (60HIH) :
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sz FIER (il R AR - SOSCRE U erm B AL 2R PR
W= (BPEERREENR AR =R QLI NE )
KIEBARE (20 B SR RS B MR R AR T 572
MR (DSA - RUEY » & — SR 7 Bl A% B P RL)
Nk (BRSP4t > 5 —)
AR (R ER AL SN R
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KEFME (FHVE > 7 — e Be i L SRR
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- HVER
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- RELR
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AR (I ER RN R 55 Gl )
FRIEBARE (Bah 8 T LR R B IS R R )
NLOESE (BIMKRERE#RETEt Y ¥ —)
SRS (DA - BRYYEY v & — BULTHR S B AR B PR
L (Aﬁ:ﬂgﬁiiﬁm%%v\]ﬂ, Bl ESLRBEHIIEE > 5 — - HALKE

HERZ E

Y H OALREREBEE R TE R L 5 )
ZHHFE— GR35 Be s BLAL)
PEFFRESE (R K TR RS AT RE £~ 7 — 1 Les IR
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PR T ORETR B MR o B (L2 N A
*REEE R R] ORI e e B AL
B AT (AR BT R A e T AL S AR 3R )
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(LERE) ZER L7z, 4542 M HARRESSTOAES CPK 2347 A 30 H) & HARKESES R —
AR—=JTONT Yy 72Xy CEE234E8HTH~9ASH) #& T, %5 NEES (P 23 4E 10
H21 H, =) v Ay ) B TWESHEEORKE (F2) »MEshi.
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R2 HOREMRAEHRZI AT 2011
(H AR 2 - A 57 A e VR B B9 2 il A 72 DE)

[ ]

DAETE HE SN TV HCRIENERRIE, ZOEICHCIERFE OS2 8 bN 5 R TH 505, 1gG4 BIHHE
BOBIRETH 2 WHEEN RV, PEEORMEICEL L, HoRRlEE & 012, LIFUIEHERIREZED 5720,
FRMER 2 L L OEMNPLETH L. Fyru7Y) YE, & IgG MIE, & IgG4 ME, & 23 A CPukb Iz
BEICRR®, LI UIEREALEIREY 95, M bMEmEi it ge, BIEIRIRHEE 72 &S ORIRE 2 5085 5. WEHIERFEMICIE, FW
7)) Y SERR 1gG4 Bt M 0, AEREIRFAEIL (storiform  fibrosis), HIZEVEEHIR 9% $58 & ¢ % lymphoplasma-
cytic sclerosing pancreatitis (LPSP) #2735, A7 04 FPRYT LA, RMFHREIALHTH), HRLLTIHAS
fromEdH 5.

—7, WoRTIE [gG4 B OBERDANC S, BEEAREIRL BRI R R T 2 & 00, MR REAHRERIZZL <,
TR PFLHLRR S i rh Bk B2 28 (granulocytic epithelial lesion ; GEL) % 45 & 4 % idiopathic duct—centric chronic pan-
creatitis (IDCP) A HCHRIEMIER L LTSN Twa. BRI %, HBWAERICD AL, REICREER R
S, AT704 FHPRYL, FREINTH L. FEBEMICIEIgGL BEDBES% (LPSP) % 18, GEL 24 & ¢ 5%
(IDCP) # 2FIHCHRIENKIE LT L, EEa % 2H# (International Consensus of Diagnostic Criteria
(ICDC) for autoimmune pancreatitis) 2SN TWAE. L2 LADS, DAETIE 2BIIMOTENTH L7720, K
DWRETIIDOPEICLE W IR 205 e L, 2RISR E LTS 2108072,

[ Wiakie]
A FBlrEH
L K
a. OVF AMEIER (diffuse)
b. IRFYERE R (segmental/focal)
FEWEE ORISR G © ERP
WL &R R
= 1gG4 IfihE (>135mg/dl)
V. JEEFR LT oO~@ofi o9 5,
232U EERDA.
b.220% 0 5.
OREDY v 55k, WEMOREE, Mk
@ufidl 1 BB 4720 10 1 % 8 2 % 1gG4 Bt E e iz
QLR PHHETL (storiform fibrosis)
DPAZEMER % (obliterative phlebitis)
V. BEAVRZ  RELPENRAS 2%, REALPEIRIRSE - MEN 2L, PRI
a. BRI
BRI AL X OVEHEFT RSB W T, BAMBE ORI LIRS %, M bPERM 2 - MEE R4 (Mikulicz %) & 5\ it
BIERAEIE & BT & 5.
b. FRHEA L
REALPENRAS 28, REALPEIRMR2E - MR 25, PR NEIRHREE O FEBNY 20 i BT L 2 5RO 5.
<FTvar>AFuAd FHmEORE

=

WP BT, BERIRER 2 BAMEIC, 2704 FICX IR ZZIHEHEICEL I b T 5. EHRA
DHERIAEE L VI E B E NS T205] (EUS-FNA) Millei £ C17o T 2 EAHE LAy, Bl 28k

JEL; DBNBW %, AT a4 PG X 2%5 BN INI#IT 2 XETH 5.

W
L ] I H#EffED
DU F AR BB @ Ib+ 11+ <II/IVb/V (a/b) >
Ia+ <III/IVb/V (a/b) > m. e
Q@RFE CFAM Ta+lI+4+ 73>
Ib+1I+ <II/IVb/V(a/b) >® 2 DL 1 RIGH - b+ I+ F+ 7 3~
T/
Ib+0+<I/IVb/V(a/b) >+ 47> a ~
G BLAL Rk MR 2
IVa

H O RER 2 R 3 2 BUR PEEIE R % 523 % ) C ERP £ 055% e 22 o 723545, EUS-FNA THEEDSERAF S, T/
IVb/V (a/b) ® 12U E#EI-EIE, 52 ET5H. $612, F 7Y a VTRSBIME N hWEHERES LT 5.

B2 bAETRBOTEINL 2HOTREEL $ 5.

+ oo, /s F R (ﬁ<>
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(2 &)
1L K
V=t =T 2RI LEOF A (diffuse) MERIIAEIIFEREOTH VIR TH L. L LIRFEYE (segmental/
focal) BEKCIIWENE L OEPAIIEE 72 5. BEIEROEIRICHE L CTIE Haaga 258 [HEEEER T 1 HEMRLL b, B < 2/3
MEARLL b2 BERE K] (38 X 2930 Sem, ARBH 2cm) A9 k0% v, ERIC L 288 H D), mELERIELL, R
THA FICEDEOKRE EAWNT A2 HAICIIHERERZ L2 TES. WEAN BREMEOERICHERDDITE
WS, @SR BT B ERP 150 Cambridge 70H (2/3<diffuse, 1/3<segmental<2/3, focal<1/3) (ZH#ET BHEH L.
1) JEESEE R RO I —RICH T I— ARy bDBHIET 5 2 L H L.
2) JEECT: ¥4+ 3 v CT TIRBEMARHR/ XY — > BB (capsule-like rim) 24BN TH 5.
3) I MRI: T1 G TORLES, ¥4 F 3 v 27 MRI TOREERH Y — > L BEEHREE (capsule-like rim) 2%
N Th 5.
4) FDG-PET : {GFE/HZIC LIF LIERFERZED LD, AT 04 FHERICE ) ERGEOBREILERED 5.

I FHEORBYHIG - TSSO F AN, BRSBTS 2 HD 5.

1) SRR & IZEHEG R PG L B ), HAREIRVEICE LU, BEEPME X VM o2t TWna1gE
RS 5. MAIB TIPSR EHERO 3450 1 UL Gem) #5055, BETEOKRETDH, ML L
DEREIZEZZE LWILRE RO W ED % v, HOEPHIE (B X2 3em ki) OBA IR & O 85 A3 K i
Thh. LFEEOPMMEBH S D DIR:E (side branch arising from narrowed portion of the main pancreatic
duct) RIEHEFNME OB O EIEE MR (skip lesions) &, W & OEMICHMNTDH 5.

2)  BEERIEIEARIIC ERP 7 A BN ETH SH. MRCP IZBERY T3 TS PG o ERE 2 33 TE %
WS, EREEAIRERCHTH XN A AL, B0 EICR .

3) LR OBEERIT RIIZ RS S RBEICEADIZS> TROLILE LD S.

11O 1 R R= =3t )2/ 7N

1) IMiFyzua7y v, IgGEidlgGdo BH, HOHAZRD L Z 8L\, 8 1gGMiE (1800mg/dl LA F), &
1gG4 IfE (135mg/dl PLL) 25—2DH#ETH 5. RBWILEICH SN L DI 1gGL DA TH %A%, 1gG4 FHfEiEfl
i es 0 1gG4 B B A G B (7 P E—MEE R, Kk, WMELE) 0o N5720, RERICLT L
SYFRMTIE V. 1G4 3T & OFMNICBWT, &E, FFREL D ICRLENIME~Y—H —Th 575, BIERH
BO—WTHREEZRTHIR, AP ICHEITA2REEF D H Y, FEILETHLD. 50ETH, FHRPLHBAFIZ
B 5 1G4 HEOERIIANTH 5.

2) HOYURTIZRRCIUEDUR, Vo= FRT R EDBEC R A LD Y, REBOGFHEEZERE) LN TE D,

V. BRI 5

ARPEHUL LPSP EIFIEN 2 R 2 i ig 2R L, UM 2oREN LT TH 2.

D ®EOD YR BEMBORBE, #MLE R0 5. HREEEZ LIELIEHE) 25, FPERZEIEK S Z &%,
) YNENIBIE O LN D Z L b H L. JIEPTIG/NIERN, NER, BEEPRIRDIHIE S LEJAPRTH Ly, B
B RN RIEMTBRENITH SRR .

2) F L\ IgGA BRI M AN TH D, WERIIC X M CRIE OIERIT, ik (400 £5) 1 L7210 50
L EOB I 2RO 5. LELAERED, TV O/RNS WESHEMMEETL BRI 2 WHEICT 2720, EEY
WZHRYE 1 AREF 4720 10 BPL EOJLIENH W HNT WD, RgWiAiE b ZNITHE - 7225, AIP DAL O R4 <0 IE
BWCTHIORERTILIEH Y, WHZHEEOQOH ROAT AIP OffEEZIH L I TE W,

3)  AEEERMMEIL (storiform fibrosis) &, ZEMd (V) 738k, TR 2 & $SEEMIL ORI 42 5 72 5% T,
ﬁ?ﬂﬁkﬁﬁéﬂéﬁﬁﬂ@&%%ﬁﬂﬂ%ﬁ L, SESELBEOMMAEZNES . Bk X OEMIRIGHARICHB L
g,

4)  PHEEVERBIRYE (obliterative phlebitis) &1, /NZEM, BEEFPIRIHALERIC BT 2 ) >33k, BEMIBORE & ML X
O % BIREDNHIIRMNICERL, CNZ2HEDLVIEHETLIHRTH 5.

DWW SN DR, W, BEROWTRTH#DbR V. EUS-FNA Mg ix, B & ok TfF
MHBRAETH H05, AIP OZWIZIIAEMN TRV, 72 EUS-FNA A#KD, WEEDT5THR L, AIP OMEEZWICEDS
BWZ %, EUS-core  biopsy (&, AIP O MiICAH M L i ST d. B CIENEBR B LIBIC L B 1gG4 Btk
ﬁﬁ’ﬁfﬁﬂwﬂg%’\?t D, FNICIZ LPSP HM MBI RA2 D5 Z W B 720, LM CcHORELELZZHT 55
[ ESEy=y 5.

(] 2 WA REKE% IDCP) 122w T

INETEE ONIED 5\ I3 LN OIF R BRI & 458 L 3 A EIRAH OB % T, LPSP & R, FIRIICHNE & o8
PSR 20 B, PR LR O JRPRICY) 282k - TR & Rk 2 1 5 & LPSP IZHBL§ 5728, 7> Tid LPSP
L UHiBE OB L R STz, BURTIREHER R L CIZB ¢ &3, BHo7zo 113w MR 2541
Thb. Lhd, UBRERHRELZ EREREARTIIMS TEX 50, AR COMZ IR 2 &% \». R,
AIP OFW{GFT R 2RO 5 00, MEFN2REIREZRIEGEICE, 1R, 28wFho | EfEdiERom e D
%;%né.2ﬂaE%&ﬁ%&?@%%ﬁﬁ?@%ﬁ%ﬁ%ﬁ&ﬁmwaé6@ﬁ&0,%ﬁk@%%ﬁ@bfﬁ%
Thh.
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JFEAMRZE (Other organ involvement : OOI)
FI ORI 50D 5 A BEARZ & 13 1 BUCA S % 1G4 BIERZ % HIK$ 5.
WEDIAL O e B AR 2, PACRIAER, RN - MEWOME, FRRER, A, PR, BFNR, (ML, NR3E, BB, RUa2RR, A
e, 1) UoREiR EDHAEAH L. L LERDS, U SRR TIEHEILICZ L, ST RTONEERE
DO IN TV D DT TlE R, WfELRIIAFE L 2waDS, DTN oFMa5me ShiuIaceEtiEi e o
B EEIHERNTE 5.
OLBBIOIRA - s THOREERERIZAEIT 5 2 L%,
@FFPARREIT I T v /BRI &AL, PAZEMERIIRE, 1eGA Bt B ORI~ ORI % 8 5.
A7 A4 FIEFICE D EET L. TIRRE L UEREDRIRIC L 2 B LB EL L Tw b,
@HNEZFOFHINE B L OETREAHIETH 5.

FRLOGME LEWNH 2 L Cnb bk LT, MALMEIRE %K, MLYERIR 2 - MRS (Mikulicz %), HMERHHERE,

WP R 2E, A MR e Ed 5. BURTIE, 2 Y2 v 20 5T 2 ALIEIIES %, BELIE TR - MERR 28,
BIBRHEIC L D 2.
3)  BEALPEANAT 4

4)

5)

6)

VL

Iz

1z

OH ORIV EHES 5 WALTEINAE 23T RICIR WA & 3R, T EINE OB A2 3N £ 7213 T EBINAE &
D, A - PR RRAE Bz 13 RIS PERELPERRAS % (primary sclerosing cholangitis : PSC) R & O 2 5
T5. WEGOARR ST, @BEEARE (EUS), FEAER IDUS), MEZ, MikZh LiIck v RamicmE
EIZENT2LEDNDD.

@ PSC EARFEICA LN WALEIE RIZAT O A FICHT 500 - PHIERZY, HlORETH L. PSC Tldarik
%72 (band-like stricture, 1~ 2mm DMWWiFIRIEZE), FIRIRFT R (beaded appearance Ji\ k%2 & L5k % 38 H.
AR RS, 3@k R (pruned tree appearance ; 395%E L7z & 9 IZFNIHE O A58 LT W AR,
AT R (diverticulum-like outpouching) 245N TH 5.

(3 TgG4 BIMREAL NS 202 T SRS S22 0 A DIEBI % E3d B 70, R ED—HRE LTI A A2 IEHEMROM TH ik
WP NDBETATHD., HOKIERERZ BT 5 720106 H 2 ISR TN RN M ERIRE o fkzz, g
JHE DL BENLE T 5.

OB, HEREZL S OBAENE L, @BMEICHED) v 53k, IBEMORE L BHELSARSND, FHEE
PIUCIEZ B 1G4 B EAIE AR S s, I ERIZIEF ISR TN S Z E0% v, [RREREHEL R P %8
PEIR I D RD BN D,

B b OO L7zt IR FLEIEM O [gG4 Jet Wil LTHEMTH S, LarLl, HLLETHH

VIR EDOWE R L 25D TH Y, BWIMKREOHEEIZIZA S v,

BEALPE IR 58 - MR 2%

OH CRIEMEFERICAE DT 2 PRI - MERUR 25 CIE IR/ WA AR AE I T (R IR 3 2 2 M8 £ il o S IR Re TR Ml IR
BRDEWD, BOTHBREDOZENZ V. BTFREROZ WY 2 — 7L VEREERZY, HORERRERICA
5N DML TR % {, AT 04 FIHRIC RIFICHUE T 5. 0 - R OMIRO % AT FRETH
D, WERRIENIEE TR, ST, H TR, NERRO—BTH DL Z EHL . B - IEEREOIZE A LT
SS-A Pufk, PLSSBIARBEUTHY, v x—7 L VERERFE RS, EarshiiE (1gG4 B Mikulicz % O 2 Wi
e HARY = — 7 L VEBERAFZES, 2008 4E) I X VWi T& 2%, 1gG4 Btk e o35 1 72 i M 25380 &
g, HDEBRAEMICI VB TE,22L3H 5.

QIFBEIITIE, DENICBOCREMONEL, WEDY 5Bk, BREMIRERE, V) vl s &721, M
BUEARAAL DS SN 5. NEOMEISHIE SN, FEOY ¥ /88k - BEMORE LML L Y 2 2L E
AMECER SN Z b H 5. WEMILO% 13 1G4 BMETH 5. BRI HENTIRE 2B 5 2 LA
H 505, HOREMERICIE T 2 &2 O8I K.

P NG A

OB 2 i & 3 2 MR Ak 0 OV RS AE & 8912 X 0, IEHB CT/MRI T 1% C 58 A B IR & PR o0 ik 35 5 < i
WHEAOLND, WEMELRLUKTESZBHEEOZ L HH. T2, BIKBROIIRFEE % Ev, RAEMEER
KEVIRI & IFIEN B HRREEZ RS Z L 2DH 575, MO X 2 KEJIRE & OEHNNIZHETH 5.

QIFHZIIIE, WEOY Y85k, BEMNBORME &AL L D 2 2 ERRREIER SN, KENIIZLED
IgG4 Bt I EAIRa AT 5. FLRERBME L PZEMERIRJE b BB ISR L.

F TV a v AFuA FEBEORYE

R CREAITT RE 2R A AR TH D, BRAEIRR MG ARG O R & L, 28RNSR RA -5 086
BB APLETH L. TXLBRDFHAGREZRINT 285N 2T RETHY, AT704 FIZXD%L5 RZHIHR L
BEHERETHL., B VSETIIATOA FIREGIC X W &ET 2R D 5.

VIL  BENAL - ae

1

SR 7% H ORI JE CIE, IRV I BERERE S B L ORI 2 380 5 2 A%\, A7 1A FIRGIC X ) RNV
EEHEOUELZRD L L b AL B,
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II. AEZKEEDEARDI T b

DHETHH ST EAZBWEENEE 2002, 2006 7 ¥ 7RK#EIE, —BELHRNBEREZEL—BRERD
fEHTE %28, WIREREMES L OEN A2 EHT L EAFHRICIERINTETEY, ERoOTFTH
LICDCOa vyt 7 b2BEERELDD, bREOERIIH-7WEET LI L LR o7 ELICOHIET
1 2 BRUEBI OREBRDED TH %, ZOMRBERLEEVAHTHL L LD, 1R AIP Z2RHRE L
WrAkiE & L7z,

1. FZHRIE B Oigst

ZWrEHH T, QICDC OBEFEE MR X 2 W E OB 58 (OVF A, B, @ICDC OZ Wi H ©
Level 1, 2 7@t b, G RIE 1gG4 DA, @IFFEFT I LPSP O &, GFEAMKZ (001), © A
FOA FhEEvF T a v LTRALZ.

OWEmI5

a) WG L REGRO5HE

R, LRI 2 BERE OMEE S ERCP £ ) b, EUS-FNA T4 SN AMEAHMLTB Y, FEWI{gRHT
B3 CT/MRIC X 231§ & ERP 2 X A4 %2 08 L CHlEH & L7z,

b) MRCP (Z{BE O FHli BB BILH A H e 2 L3 5 28, i REE RSN WBLK T, I
HHDZ S L7

@A 5

IBMAIPZRRE L2 LD, By ru7 ) VE & 1gG4 ME, PRz & o s RNEE
FEAL, B IgGAMED A ZBWIEE & Lz, FERBE O, S AIP 717 #1, W 577 61, &
1204 1% 0 5 v b F 7EOFFFMZ AT, BUATO S v b+ 74l (135mg/dl) OZ 4R Sz (K
1A, B).

@ B AT R

18 AIP 2SHGTH 5720, HEARROZMIHE & L CTLPSP OHEFIRATH % a) HEDY ¥ /33K,
BRI ORI &, #AE L, b) MRIE 1 REL720 10 % B2 5 1gG4 M EMIREME, o TEERE
#EAL (storiform fibrosis), d) BHZEMEEIRZE (obliterative phlebitis) Z$#RJH L7z, 1gG4 B g HilaR
EIZDWT, IgG4 BER B OB WEE CIX X DV IS E I N TE Y, 1gG4 BT E M iE
>10 /iR IEKAEE, 2D 1gG4/1gG BFtEMialt 40% LLEASUEE ShTwab, L L, FEsHERM
BT v & L 1gGa/1gG BPERIRIE 40% DL EDOFT RE 52 DEHEER Z L% Vw2 b kD,
RIE DRV S L7z

@WFENIEZE (other organ involvement : OOI)

BT OB 2006 27 ¥ 7 HH#ETIX (00D IZEEFN TV VDS, FHELRTRLIALC b BT R <2 W
57 L2 & BRIRIIEE BT O 1T B 70 A L MR B 2%, ARALIENRAE 28, 1R IEIEHRAERE 2+ OOL & L CHRA L7-.

a) WALPENRE %

FEPEEE R 1~ EBAF A I SR A2 1S D Wi, PR BERE AT IS 1gG4 B bR S 25 & L C
FIFT VR VT ARELNT VDA, FEHBE CIIBEERIC X 25852 L IREEROKREIC L 2600
ELTED, FOERICHELTRERO—FEZATVERW. LEFoT, 22TV MRS RIZHE
COIEREROZIICH R ZIFAN - L~ HFIVREREZ BRI 2 kL L7

b) T IRIBFLBEERZ L, AR O 1gG4 B EITRBIZZ W OSE 1% 5 b 0D, BERIEDWE K
2L 2D00% 070, 001 DEHEDN OB,

c) BIEIHREIZFNZFNOLMILEDSER X 5 LRI 001 & LTEINT 2 W REMEATE V.

®AFuf K+ 7y av

T YT W EE L FARICBMEE & IEICHEM R TOAT R A T a yE LTRA L.
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1gG4 100+
mg/di 574.8+619.4 50.073.3 AUC=0.9331
6000+
757 — Sensitivity%
5000+
4000+ < 504 Cutofffll 122mg/di(Youden Index)
H Sensitivity 0.84
Specificity 0.94
25+
c 1 L | | 1
. 0 25 50 75 100
AP N-=717 Pca N=577 100% - Specificity%
K1A HCOREERE L PR IZ BT 5 1gG4 it 1B H RS & BRI BT 5 i IgG4 1 o
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Clinical Diagnostic Criteria for Autoimmune Pancreatitis 2011 (Proposal)
(The Japan Pancreas Society, the Ministry of Health and Welfare
Investigation Research Team for Intractable Pancreatic Disease)

Autoimmune pancreatitis (AIP) is worldwide accepted as distinct pancreatitis with steroid response. The Ja-
pan Pancreas Society (JPS) first proposed the diagnostic criteria of AIP in 2002 (Suizo 2002 ; 17 : 587) and the re-
vised one in 2006 (J Gastroenterology 2006 ; 40 : 626—31). The most important issue in diagnosing AIP is how to
distinguish it from pancreatic or biliary cancer. The Japanese clinical criteria have been proposed for the practi-
cal use and the minimum consensus features of AIP in order to avoid the misdiagnosis of malignancy as far as
possible. Internationally, two subtypes of AIP have been proposed in the International Consensus of Diagnostic
Criteria (ICDC) for AIP in 2011 (Pancreas 2011 ; 40: 352-358): type 1 related with IgG4 (lymphoplasmacytic
sclerosing pancreatitis : LPSP), and type 2 with granulocytic epithelial lesions (idiopathic duct—centric pancreati-
tis : IDCP). As the ICDC are still complicated for the practical use, The Research Committee of Intractable Dis-
eases of the Pancreas supported by the Japanese Ministry of Health, Labor and Welfare and the JPS have pro-
posed the revised diagnostic criteria in 2011. Since type 2 is extremely rare in Japan, the diagnostic criteria de-
scribed here are intended to cover type 1, commonly seen in Japan, with type 2 noted only as reference.

[Diagnostic criteria]
A. Diagnostic items
I. Enlargement of the pancreas:
a. Diffuse enlargement
b. Segmental/focal enlargement

II. ERP (Endoscopic Retrograde Pancreatography) shows irregular narrowing of the main pancreatic duct
III. Serological findings
Elevated levels of serum IgG4 (=135mg/dl)
IV. Pathological findings : among O~® listed below,
a. three or more are observed
b. two are observed
(DProminent infiltration of lymphocytes and plasmacytes and fibrosis
(@More than 10 IgG4—positive plasmacytes per high—power microscope field
(3Storiform fibrosis
@Obliterative phlebitis
V. Extra—pancreatic lesions : sclerosing cholangitis, sclerosing dacryoadenitis/sialoadenitis, retroperitoneal fi-
brosis
a. Clinical lesions
Extra—pancreatic sclerosing cholangitis, sclerosing dacryoadenitis/sialoadenitis (Mikulicz disease), or
retroperitoneal fibrosis can be diagnosed with clinical and image findings.
b. Pathological lesions
Pathological examination shows characteristic features of sclerosing cholangitis, sclerosing dacryoade-
nitis/sialoadenitis, or retroperitoneal fibrosis.
< Option> Effectiveness of steroid therapy
A specialized facility may include in its diagnosis the effectiveness of steroid therapy, once pancreatic or bile
duct cancers have been ruled out. When it is difficult to differentiate from malignant conditions, it is desirable to
perform cytological examination using an endoscopic ultrasound—guided fine needle aspiration (EUS-FNA). Fac-
ile therapeutic diagnosis by steroids should be avoided unless the possibility of malignant tumor has been ruled
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out by pathological diagnosis.

B. Diagnosis
1. Definite diagnosis
(DDiffuse type
La+1I1/TVb/V(a/b)
(2Segmental/focal type
Ib+1II+ two or more of <III/IVb/V (a/b) >
or
I'b+II+ <III/IVb/V (a/b) > + Option
(3Definite diagnosis by histopathological study
IVa
II. Probable diagnosis
Segmental/focal type : I b+II+ <III/IVb/V (a/b) >
III. Possible diagnosis*
Diffuse type : I a+II+ Option
Segmental/focal type : I b+ II+ Option

When a patient with a focal/segmental image of AIP on CT/MRI without ERCP findings fulfill more than one
of IIT, IVb and V (a/b) ERP criteria, he/she can be diagnosed as probable AIP only after the negative workup for
malignancy by EUS-FNA, and confirmed as definitive one by an optional steroid response.

Possible diagnosis* : A case may possibly be type 2, although it is extremely rare in Japan.

“+" refers to “and”, and “/” refers to “or”.



