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grade pancreatography (ERP) iJZ’l’[f“&)Za ERP MG r 3N 2 2 Dk, )
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IO ENY, ok, F—0 v O F =TI X BHMHARE D S — T AIP AL T ERo
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AT 0% WK TIEZ I ERP 1344 & htfr & ﬂ'ﬁ" BTN T 2Ry 13 (endoscopic ultra-

sound—guided fine needle aspiration : EUS-FNA) (2 X 2 {llu:2. ﬂH? B R ‘75“'5‘ HENTW»
50T, :11»3*?‘4‘14 VAVA= Sl VR PR S A }“”&;ZD. AT 0 A FIZXBHHENBHII L TiE, A

FOMFEAIZHEICEZ T D, Lw) WEEE S N7z, ICDC Li['-i l%H"J@lWMRuJ zulfig& L7z
72 UMK 1‘Fﬂc%ﬂ MBI R NFE L B 5 72, ICDCIE IR A AL LT, %IHOEHiAR

oI Z B 2 EHBOT LD T, KIEOI 2 ERE L7z [ 1L P VENE 9 iR RS Iy 2k 2011
75 (B A 1’;f_/{\0).. WD 2 % £ W& D LIZICDC & %A E2 Mo TYET S, B 1Hid (D
ICDC DI MRS X B A OFEPH 3K (N F Ak, BsE) *S"h\' 0, (2) BIPEGITIX ERP (X4
AL, (3) USRI L TeGa o A, (4) 3BT bLiE LPSP @&, (5) WA 2B L, ALk b
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F2 ORIV SRR W 2018
(PO IR JE IR TS W et 2011 S s TR
(AW 7 2 - /DT RE AR Al & (it P 05 BOREF 78 13- 35)
[gGA B 00 32 W L ARG O Ui eSS F o il v & HRSRFSE ] 0

[ 2]

5% AN BN TV A ITORIEMERERIE, O ERIERFE OS5 b I DR T,
@W%&L%é PEFEORIELS . WO & & b2, UL LISk 2 ﬂw7fm
e OEINA @éfi’)i) iy 7970 L, 8 TgG i, i TeGA Ui, & % W id F ChiikB &

UiE L bt ] g%, MALVENER g8, 1R IR I 7 EORIINET GET 2. R id ¥
W7e1) 2735k 1gG4 |% PEIZE ML ORR,  AEREIR f%TL (storiform fibrosis). HIZEVEHIR 48 &2 458 & 3 % lympho-
plasmacytic sclerosing pancreatitis (LPSP) #2535, A7 04 FARYT L5, B FEEANTHH, HRLX
TGO D 35)5

" A LIAMZ D, AR R R G W3 2 b oo, ML S # iy Wi i Wiz Z
L <, HgRLA 4 L:&J""ITL'JR [ K #5722 (granul()cytic epithelial lesion : GEL) #4§#+ 3% idiopathic duct-centric
pancreatitis (IDCP) #3H L5 $g TS Twb, BEids d, USRS '4 FACH A S, I RIE
P 2. A5 FAvk IfJ-W. (i ¥ i'L’C*J?)ZQ. [EERLZ 1T TG4 Bl BESE (LPSP) % 1B, GEL %&4F
B+ 2% (IDCP) % 2 WP U fietElde s LAl [isa >+ > RS (Intm national Consensus of Di-
dwnosm Criteria (ICDC) for autoimmune pancreatitis) 22 S TW%. L LAad’s, 28I H AN TIELHD
TENTHL70, Akt 1 M2 E L, 2WIFBIHE LTERT LI2E D7
itk

\—v,-
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L. J“llTi}\ -
a. OVFEAMERER (diffuse)
b, BRIPERE A (segmental/focal)
1L B oA G
a. ERP
b. MRCP
HL LT b
5 1gG4 i (=135 mg/dl)
TV, I BRI B
a. UToO~@oiios s, 320 25,
b. M FOL~@oiio s, 220%Eb5.
c. BERDA.
Dl ) v 25k, R EH & L
2 1 B 720 10 8% 0 2 D TgGa Bt PTG 72
IAEREIRMAMEIL (storiform fibrosis)
DPYEYEIR 45 (obliterative phlebitis)
5 EUS-FNA TN & e 2,
WAL - REALPEINAS 28, RIALPEDEML 2% - Wit 25, TRIGIERRMEN:, P4
a. BRI A

AT HL A K OV i R L ABL‘ T, WEAMHAF O REALPEIHAT 28, REALPERN 28 - WG 28 (Mikulicz %), 208
H‘f{/k'ﬁ'”[hf)7 \z\fi” WAL B TE A,

REALPRINE S, UALYEDORJE - WO JE. PRIBLRAERE, R OS2 A BT KL 20 .
WL #wmd F‘ié‘#'\éimrjjqi

Bz IS BT iR A 2 BRAb RIS, 271 A |~“C:ctéifr#ﬁfiﬁﬁigﬁ')l*l’lﬂﬂ KHELZEbTED
HL|’|" 'Wi%HIJﬁ"”LL‘lmn ﬁl_n()xl)”ﬁﬁv_l RIS (EUS-TNA) iz 3280 T (il IVe). hiBisam 72

SN O B AL S
é’ WHLTWwA,
B. % W
1. fitiz
DUYE A
Ia+ <III/IVb/V(a/b) >
Ib+1Ila+ <III/IVb/V(a/b) >® 2 2L I
E Al e
Ib+1Ila+ <II/IVb/V(a/b) >+ VI

%L, AT0A FRGICEEE MRS T XETHD. Lh>TVIEIVe
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E e
Ib+1IIb+ <III/V(a/b) > +IVb+ VI
3090 PR 7 0 fife %
IVa
1. e
B - Ib + 1a + <III/IVb/V(a/b) >
A E
Ib+IIb+ <II/V(a/b) > +1Vc
Tk
Ib+ <III/IVb/V(a/b) > + VI
I %tz
FE AR [a+1(asb) +VI
PG RE - Ib+I1(a/b) + VI

GEz bW TIEMO TENL 2O HENE L 5 5.
+ & D L itbi

[fi )
I U”’UF}\'

A Al ¥ S Sl e Y (/)U‘i/vH (diffuse) I )\li4\v‘n VRSP T LT 35'?9~ LA LML (segmental,
focal) MK TIXN & OENANE L 7 5 FEEAROLEFRITI LTk Hddgd Jete [ HERLL . BERIE T
2/3 HEIRLL I % KIABEEUE3 ecm, WEM 2 cm) #2469 tikh'% (B LHEELHY. 2 TR
L., AT T4 Fie LD FED K E ST D B3 W‘)\"}Lx_ ZLbTED. i/ul’l B PE > 51 5
BB b DX wds, WBYERERIZB T 5 ERP {49 Cambridge 7751 (2/ 3<dlf[us( 1/ 3<S( gmental<2/3. focal<
13 T DY S,

mAu”mr.:w oM a— i a— ARy MBS B I EHL .

) BEVECT « MRI : W HEZ B0 32 Al i X 2 4 F 3 v 7 WdEAMESE S D, REJZRUHTT o B/ ki

e (speckled/ d()ll(d enhancement), BRI (mpsulL like rim), fRUHHTOR O IEHETE R 8 5 —
DB AANTH L. T2 i i Tl B (capsule-like rim) (A5 & LT 3 s, 72,
0% (duct-penetrating sign) 23ASNL Z EDH D,
il‘hf"ﬁﬁﬂlﬁl)’ LA B 72t L DRV 2 k513 2001 WL O
COAIY ik Y. Mmmulﬂkf>>¢wwtmﬁu.WMWHLmﬂymLL
,11_(5/)7 N5,

4) FDG-PET : ‘(ﬁﬂfﬂl‘l”li’hﬁx LI LW iR 2 B0 225, A7 04 M X D ERUE OB L2 o 5.

A K] 7 a‘)r
TS &

3)

I FIRAT ORGSO F ATk, BUS PR ASEERRAN R & 36 2 ORISR WAL S g 0 5 i 2 ST -
THOLEZELDH D).
IWPW

VIR R )

(XA G A4

% RIBIE VOIS 5 & O, IEAFEEASIEE & D Al o AR M Tuo B 14
I IR

£
HREDO 3501 (5 ecm) 7&/ oy BRISPEDHA TS, ML D 1
; LMMUL% BOBGZ ENL O, BN (B X2 3 em £ OIS & DO
b ':V)ﬂ\ﬂHHM 505 kD IR (side branch arlsmg from []d[l()\)\ ed portion of the main pancreatic
1 OERNATITTH S,

duct) ’(’Jl MREE O B FIE NS (skip lesions) 1,

\IRQP )I /u
W HRIEDIL TP D72 D BN T E WA IMIEE L, STNOWAED AT v 720 b 2 bbb,
INAETBOY b T A ; : A% MRCP (3 Hef%h

B bf)loﬂ&b* ﬁﬁ'lll..bﬁ‘b@uhll )f'lmhlilfhl')‘[f
ST ATl % 12

Fl%0 60112 & 0 IR quality (28 % 0, 1% %

|00 R (I RTER S (I TN

D iy Zrae7)r, 1gG ¥k Ig(:l@ Lyl HOHARERO L 2 L% 0 1 TeGA i (135 mg/dl DL 1) )

OOMNETH 5. KBk [h\bﬂéOHiMNAUN&L%éﬁ‘IMA S MNE 2R 1gG4 B i % & &

(7 F L~|’l T 5 I'mluak ZHhiROLND W, /Iﬁ?liéﬁ.i‘ttl«lld*’l,bﬂﬂ' gk 1gGl

S OB B VT, I e NS~ — A —Tdh LA, B IMEO-—5 L%m S

ﬁw'?HM) AIP 250 5] | L EESLETH D, oL IS WK AIEA P BB IgGA4 i
HERIEIAVTH S,

2) HOCHAE T CHRYR, U= b A FIR R EDBBPEC R D 2 E2H 0, ABBO L) J LN TE L.

IV, A B bl

AFEIL LPSP & M 2 B A2 g 2 i L, DL IE 2o ULl cdh 4.
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D E5EE ) o8Bk LT O R & %51?&1[%%.;'3&) CORFEERERM A LAE LIEEE D A%, AP ERiE i kL S e
Lo ) SEREMO ARSI D L b & L. JHET NN, ANGERL W DRARIIARLA. AT b T
|ARY/ N o BN A D NP et L RS I E € 75 Rt esbf V.

2) HLwIgG4 Irml’i TR R ANEBY T O, BIBRIRLZ X 2 M Tlkdh o, sidl (400 £%) 1 Si8524 72
0 50 fELL o Btk I'” ffaz il b, L Lads, *7“/7%0)’1\1“‘ AR T LM R nTREIZ ST A 720,
[E| S 71 4 2 i g 1 TJM‘I yell)] 101ﬁ%;l£7J.>J.!;fﬁﬁ75‘Jﬁwbﬂ TW5, 7K../I+Jn'!ﬂ>«ﬁ*-%y4n it 7275, AIP LIL o> 48

PEmARMETH 2 (/)—k%ffﬁf:iﬁﬁt%: J:c:,taw). WPLZWITH D20 o BT AIP OffE Bl L 13 TE 2w,

WHEAL (storiform fibrosis) PHIEA () > RER, i%ﬂ”ﬂ& i & W IZANTL D9 A 85 7 B A2 T,

m_( & FBLS AL B PR 7 Bl I'LlL'Wf*’/J\L XFXFABIEOMMACLZ LS . FLES X O PRGN AR
HLTw,

1) PHIEVERRIR 28 (obliterative phlebitis) & (&, /NS, BERIDHIRIGRLARIZ BUF 20 »2RBRk TEPTHINE o iz &
L&D B WEDFRIRNICHERE L, SNEHEHLVIEMET LI TH S,

5) EUS- P’\ AW ZETRWET L7200 EELRY =L THLA, Wiz 2ok w2l & TLLae ] u_’J BE ke
WA SR, [-2) Tl mifGir iz S X D& o 2 Riwunicir ) 2 8 L IFET, iSfaL:M AT,
I ’VHJ)J EOWT R Z KRR IMLg S TN

S s L s b DB i ~+’ﬁ0>wﬂL LA EUS-FNA Ml &, WPENgE & o @i
Wbaﬁﬂﬂ‘}- ~CdH AIP @ 1 I TR, LLSII\\:' : St AS [/mxuugsm; AIP
DA C & T, ARR AR % B TG4 By PRI PLAINI & 250 % :kv T
LPSP #i.os ﬂhfm,w)? ZENHHI, Lk L"IJ’]LuL R 95 & S I f'e”z)lif'étzzin:.n; 73 2373
.l s ERVET, T L 7= S 2 A 0 2 S5 007 b0 A b 7o Mg 2. ATP % L C I3 3F i i 7

mmwm%*waua

[z 2 MLt ge (IDCP) 129w T
NERIBES O NS B it &V}«wéuIl'fkmllfrhr"’ &3 2 BUNAW] O
DA FJJ,@ Bh. W LR ORI o8 JETTANG v 1 & afe 1L 2 11
(2 LPSP X ] U i 0Bt & a3 AT 7, L:I'}\uimuf%v MTH* ES21 e

|]’J’|/\J_'7) Z/l] (G Zb)ZO L%J‘%) U.”'/\}] )()HM'U] fd\ L"% BN ’f;k &0)”[.!1/ ilﬂ)h

o ARG 7 ATP 0)3'@%%%%:&% Lo méf'uuﬁ Bitric z;c LR 2WnwFhold

"I’HJH:OJHJ [ }'/J)ﬂ& 2 00 ) LS 25 C LIPS IR R2 10 (0007 W S & L L T % 0
EDFEMHMIRA N2 22 5,

AR AL
; u w mb

V. S (Other organ involvement : OOI)

1 AU ZRRO HALH PESMI A 13 T R H SRR SIS B E T D TgGA i 4 & SRS 5

) LA A I, TTOCRRER, I - ISR IR Tl HU.T',.K HI Hlﬁi IR ISENgEE 3 Huéc‘ HURYALS
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Japanese Clinical Diagnostic Criteria for
Autoimmune Pancreatitis, 2018 (Proposal)
—Revision of Japanese Clinical Diagnostic Criteria
for Autoimmune Pancreatitis, 2011

(The Japan Pancreas Society, The Research Program on Intractable Diseases from
the Ministry of Labor and Welfare of Japan)

Autoimmune pancreatitis (AIP) is accepted worldwide as a distinct form of pancreatitis which
responds to steroids. In Japan, the diagnosis of AIP has been based on either the International Consen-
sus Diagnostic Criteria (ICDC) for AIP 2011 (Pancreas 2011; 40: 352-8 PubMed) or the Japanese Clinical
Diagnostic Criteria for AIP 2011 (JPS 2011) (Suizo 2012; 27: 17 PubMed), a modified version of the ICDC
for Japanese clinicians. The JPS 2011 requires endoscopic retrograde pancreatography (ERP). espe-
cially to differentiate segmental or focal enlargement AIP from pancreatic cancer, while the ICDC is
exempt from this procedure. Since the diagnostic use of ERP has been limited in Japan. The Japan
Pancreas Society and The Research Program on Intractable Diseases from the Ministry of Labor and
Welfare of Japan have proposed a revision of the JPS 2011, the Japanese Clinical Diagnostic Criteria for
ATP 2018 (JPS 2018), mainly to establish a procedure that includes magnetic resonance cholangiopan-
creatography and endoscopic ultrasound—guided aspiration biopsy to complement the diagnostic abil-
ity of ERP.

[Diagnostic criteria)
A. Diagnostic items
I. Enlargement of the pancreas
a. Diffuse enlargement
b. Segmental/focal enlargement
II. Imaging findings showing irregular narrowing of the main pancreatic duct
a. ERP (endoscopic retrograde pancreatography)
b. MRCP (magnetic resonance cholangiopancreatography)
I11. Serological findings
Elevated serum IgG4 (=135 mg/dl)
IV. Pathological findings among (1~ listed below
a. Three or more of (L~(4) are observed
b. Two of (I~ are observed

. (50 1s observed

e S

o Prominent infiltration of lvmphocytes and plasma cells along with fibrosis

More than 10 TgG4—positive plasma cells per high—power microscopic field

o Storiform fibrosis

Obliterative phlebitis

No neoplastic cells detectable by EUS-FNA (endoscopic ultrasound—guided fine needle aspira-
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tion biopsy)
V. Extra—pancreatic lesions including sclerosing cholangitis, sclerosing
dacryoadenitis/sialoadenitis, retroperitoneal fibrosis, and kidney lesion
a. Clinical lesions
Extra—pancreatic sclerosing cholangitis, sclerosing dacryoadenitis/sialoadenitis (Mikulicz dis-
case), retroperitoneal fibrosis, or kidney lesion detectable by clinical and imaging findings
b. Pathological lesions
Pathological examination showing characteristic features of sclerosing cholangitis, sclerosing
dacryoadenitis/sialoadenitis, retroperitoneal fibrosis, or kidney lesion
V1. Effectiveness of steroid therapy
A specialized facility may include in its diagnosis the effectiveness of steroid therapy once pancreatic
and bile duct cancers have been ruled out. When it is difficult to differentiate malignant conditions,
cytological examination using EUS-FNA (IVc) is desirable. Facile therapeutic diagnosis by steroid
responsiveness alone should be avoided unless the possibility of malignant tumor has been ruled out

by pathological diagnosis. Accordingly, VI includes IVec.

B. Diagnosis
I. Definite diagnosis
(U Diffuse type
[a+ <III/IVb/V (a/b)>
(2) Segmental/focal type
Ib +IIa + two or more of <III/IVb/V (a/b)>
or
Ib +ITa + <III/IVb/V (a/b)> + VI
or
Ib+1IIb + <III/V (a/b)> +IVb+ VI
3) Definitediagnosis by histopathological study
IVa
1I. Probable diagnosis
Segmental/focal type: Ib+1la + <III/IVb/V (a/b)>
or
Ib+1Ib+ <III/V (a/b)> +1Vc
or
Ib+ <III/IVb/V (a/b)>+ VI
[11. Possible diagnosis™
Diffuse type: Ia+1I (a/b) + VI
Segmental/focal type: Ib+1I (a/b) + VI

“Possible diagnosis: A case may possibly be type 2, although this is extremely rare in Japan. For sec-

tion B, “+" indicates “and” and /" indicates “or’.
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