JRAETTBBHE BB G (BEA VR BTT IR 75 )

SRR S
HTREMERICE T 1 5G4 BEF S EES & O FRESNER
Wi R SR EAREEAR B

S RT3
BRCOMESH, J& S, bl ¥, TONELA GRECER S BDANRBLARD

(FREE]

AOREMEIREE T, £ OEATHAF IgGAEAEMEE 2T 2. bhbiul, HROHECEENER
R2TEGUZB T, I IgGA R AER] & ARMEGI & T, BRRBIEEE R D 5 B2 S L7,
I IgG4 mfiEiE 1741 (150~ 1,890 mg/dD), {EAEIE 741 (11~ 128 mg/dl) Td - 7=, WEER T, Bclt,
W OF s, BEAORE, BHOHEOBIER, WRBOSHERE, MBSk & Bk o &
DR S D72 7% RO o 72705, TgG4 SMEG I BIEREIEER ) » /S A % 23212 20 /- (p <
0.05). F7z, IgG4mMEBI CHERIROBEIIE T A Lo 72, B MRkbaany o enk, HZers 2 s L
72 1gGARE I B ORISR CEE B0 L dr o 7295, IgGABMEHITIE, RIS 2220
IgGAFME IR BB DR 2 207 (p < 0.01). HOREMIES T, TgGAD BIE U721k % 25l se

RO B, IgGAERAERITIZ 2 DZALAWER I LB BRI L& 8 O IZ iR d - 7.

A THZEERY

HORESRER T, 1fIgG4 s E=I F
AL, BERHE & OEACHT CTh B 2 L hHRE
SNV L L, REICBIT AT IgGA & i
DRI E D R D, FKIETII68% & D
TAH B, pILbIUL, HBROBEC BB
HEBNZ BT IgG4 B i) & RAE R & T, B
IRITRBLEA R 2T d B T 2D EMET L 7.

B. #Mi%A&

HECTHEBRLZ-BHCRIERKEABRED S b,
AT UA R EOWBRBEHN A O IgGAfE % W %
L7z24B % /R & Lz, T 6I1E, BEEMMG
(n=24), WEEKR( =23), BHETTHGO =9
FrBE+ ARG YI BT 6 6, BRIEREERR 2], o1 —
TEAEBB), AT 04 FiBEIE (= 16)
R EOFT R L DA H O RIE A & S
Sz,

Hamano 5 @ # &2 12 7E vy, [l 1 1gG4 i 8
135 mg/dI2L & S, FHLLT %8G &
L, MEOBROIEZ Lt L. 7,
OMT 7 AT T L TV VT 75T 4 —|2
BT, FHTWEH T O£ (PCR: Ratio of
cumulative peak count to injected radionuclide)
& HF 1 AB(WR: Ratio of washout = peak count

before ascorbic acid administration — lowest
count after administration / peak count before
administration) Z & L 72%. 512, 2 oo
BEOYES L OCAERIC X ) RIS -
(BEofl, RHAZ8Bl, fHZEsHl, SRiRz154), Jg
Y CSE6B) DT T 4 YEIFIZBWT,
[gGATUEIC & 5 SRR 2MBE 217, B
9 % IgGA BT MO ERE L 7-.

(fisr BR i~ O Pl )

PbrB L TR S N85 7 40 2w
2 REMBALENIRE TH Y, IS o 7
TANY —IIRESNTBY, MR
BIIhWweEz 5.

C. E#HEE
1. BRIRAMGT

I F1gG4 & fE 1£ 1761 (150~ 1,890 mg/dd),
EAEIX 76 (11~128 mg/dD) Td - 7>, FjEE R
T, BRI, ZWROER, FEEAXORE, B
CIEOBIERIZEZ RO R o 7285, 1gG4 s
MEGI T IgG A & MEE B3 BB % o 72
(p <0.0D) (FED).
2. BIHRZE

EORE L LC, MEIRBOSBEE, Bk
7g L MEERRIE R OB MED S IZBH & A e 25 % 20
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=1 M IgG4 s fifl & AR EHI O ERRAT R,

%2 (keG4 ARES & AREBI O PR

IgG4 = {H 1gG4 1K lgG4 & IgG4{EfE

692 + 492 584 42 HEFRIE (1 —) 11:6 3:4
IeG41E dl
gGA i (mg/d) (150~1890)  (11~128) TR (+:—) 13:1 6:1
FEFI R 17 7 JEER Y o SEER () 5:0* 0:3
Bl 13:4 5:2 SHERY) o o XEE R o 0.
fEW# GF) 67.016.6 64.11+22.3 F - ik E R () 6:10 1
e IRE M 9:8 4:3 *p < 005,
M IgG Al (7 5D 134 ** 0:7
ACHIE () 8:9 2:5

mean + SD, **: p < 0.01

£3 [ IpG4 EEEE & RAE G O MR IR A RE
loGAmER  IgGAIRMER 2> b u—VEE

4 (b IgGA S EH) & AP O FEIRAR S B 1 5 1eGl
I AR O EE DR

(n = 10) h=4 (n = 10) IgGA G E IgG4 B 1H IgG4 A8
PCR (%) 104+80%*" 233+85" 353184 s 64 133 4632
WR (%)  45.6£27.2** 5641284 87.3+9.1 JBE 63+ 26 25+ 12
HTRR fEZE 5717 23+6
PCR (%) 17.8+71** 184+t43* 4391638 ] 154 7** 241
WR (%) 545+237+* 592+12.1%  79.8Xk105 JEERY) o XE 57118 26+ 8
PCR: Ratio of cumulative peak count **p < 0.01

WR : Ratio of washout

=% 1y < (.01 compared with control

* . p < 0.05 compared with control

+:p < 0.05 compared with low serum 1gG4

W7o 728, lgGA &R C il BRI ~
JSHEilEA R BRI 2 (p < 0.05) (F2).
3. MEREARASERE

IgGA BB G C bR T L, MEREIROREE
gy b= VL DETLTCW LaLl, IgG4
e T IARAE R & Y, SR TR ERES S
PR T LTz (p <0.05) (K3).

4, FRERMLRRSERY, S RO

ML 2 LR & B REIC B B ) VR L
P B & S L O R E ISR BER TR E
5 7 dn o 1278, IgGA R 250 THEZERELZ &
L) v SERE TRE ML ORI & ML L5
WS % 2872, BB 5 v SERETRE
SR A O & 1gGA B E O 5B RRD 72
B, EAEBI TR A DR o7,

o g R AL SR R R, MEEEEICRE L
TgGA W M T B AN O B T R T2 2 2R 2
hho P2 A, JRERE L JEEL) LoSENICRE L
TeGA B I A O ¥ IgGA T BRI TE 8T
Dot (p<0D). T, IgG4BMEFITHE, ®
FERELZ B 6 010 %\ [gGA B T B o T &

sz (p <001 GRA.

D. 2¥

GO RIE A R, BRI, &
< a7y v, &lgGiE, BOERT,
B BT B E R v SR MR R E & A
A HEL T E R L T AR A TH B,
B O e, R RMEIRE I X B IRE
$eze, FEALMEMEG 12 & A METIRIE R, B,
GHER Y v SEIE AR 7 & OISR D R MR O &
PR ERICAD L. —F, bhubild, HL
0 5 PRI 4 BB 3 0 4 B FE R B O R AL A RO B
YO E AL R L ), CDAREET Y ~
JSER, CDSHRET Y v /8Ek & IgGa Bt Bl
ORI % A G RIS I E, R, TEER,
WEENR, LIRSl & 7R B [gGA AT E L
B EROMARIRE L, HOREMRERLE
FOEFRETH L EBWE LT,

HOEE A RE T, SEEICIFIgGL
A ERET 275, M IgG4 s & ARES & O
BUHHLPEPRIAHTHL. £2T, HE
B PEIE 212 BT B IR IgG4 m fE B & AR &
OEEREE RO ERE L2,

BEREOFT BLCld, MERICH O MR R
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7273, IgGATEEBITIXREER ) » / SHiE KB A%
CRRO LIz, T2, HOEME LSS Ik
BER RS RE DI T % 320 5 7%, 1gG4 Bl 51 ¢

AEG & D ME IR PSRBT AL D 3 L oo 7o,
S0, IgG4EER O A E b FElEes I 2o
IgGAlG R EMe DR E % 380 2 25, 1gGAS
EGICIEIRERE, JEER ) o~/ SE, R 2
?L%IngLI%IéE B DRG] X b 2o

2. 2%, EHENEROBE,S H O NE
Fege b IgGa BB F) & ARMEH] & % HBHRET4 2
&, MHEE b IgGANTHE L 72210 % 3o 1o 3%
DB, IgGABEAEB Tld Z DO EAL A BEN - i
WRF L2 OZLIEBMTho72 #2560
5.

bt
HOREMERER T, 1gG4 703 L 722510 %
REIEER (TR0 B3, IgGARAEG] Tld # D2 LA

T L2 SLBCRY RS L & By OB ALIZR I T - 7.
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Ve OFRNE. % 30 [ BEHLIRI 2R,
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9) MEMEE. HIOREERO Upto-date. % 135
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200547 A 16 H

0)MEEE, B 25, TIEA FAABEK %
H#E—. Autoimmune dorsal pancreatitis ® 12 "8 .
#5360 H A BB k4, T 20054F7 A 28—
29 H

IDWEmE, B 25, WINEA, BAER 6
HEh—. BEOREEERIZB 2 M IgGeRE
B & A & o BRI B R R OMES. 36
] [ AR A%, HIL 200547 A 28-29 H

) wEEmE, B 2, WIEA, BAER 8
HEE . B R E R R ORI RZ DO RE —
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1OMEEE, B £, TIIEA. 1gG4 B Ea L
MR B O FERE. H470 ORI HERRS,
A7 20054F 10 A 5-8 H

15) M. A CREMEL — upto-date —. %55
5] fiF B B Forum in Tokyo, 3R 5T 20054F 11 F 11
H

| FEMEEOLE - ERRRE(FEZSE)

I e FAi L
2. EMPEEH H4%L
3. Fof EEIS
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[ Sy B BRI e B A B (HRIG PER B TT AR 722D

o R g s

B2 SR MR ORIEF IR

WigeRiss KIEBARE AR LR AR AR EEARIE  ahl
HIFpoEE
FR e, R, S, Mk BH, KRR (R BERRARE R )

(AREE]

I O 5 M 25 (autoimmune pancreatitis; AIP) O EEEAAE K ¥ 2 122 U, B LIEIRE
Kir COBEDIOE G ORI S F SE RERPEHT LI EMRESIN TV, & 2 TR,
AIPEEIZ BV, B OMO & OIEER I EE S D » % FFIEIHA L 22T 572012 501gG4
ofkh BT RIE s 2 17 72 B, FFRAMIBSE, WEREIRIZ IgGA i O T B ML O BE % HE0
B, & OIBE IR, PSR, BZE, MR RS 5 1G4 IR Y A HulEas LA
OIEEDPTER SN, F 7RI BIEE L AIP & Rk eG4 O ML ORE % 280, HEN
HAE KL WE L D ICERICES SN, BloZ Xy, AIPCIEEEE, IFRSMEE, [0fE, M
PRI TH D 2 LA L7, o SRR bR EAIC I B ORI g o B E 2
LCBYEBHAL L TREGDOLDEEZ L.

A TARED

H OB I T R, BERME &
[gG4 MfE, A5 T4 FiZxtd b BE 7 RO
BHOTORLEEERTH LY. EEREH
RS B DT IR, WEALVERE e &0
DA D4 ORI S T T REEEE
THIEDPRESNTEICNLY £ 2 TAM
ge |t B OB HEES IS BT B IERE DAL oo &
DIBEDSIEE SN D D2 HEEICHL 2T
5O IgGA Pk & VTR 2 17k o
7o EHICHDSEEERE LIELIE, AR
5 B I R0 S A I R BV R A TR L, R B
I R CH L G sy 22
TEHOJIEWBIER, IO EMEORED
2B 7z plasma cell granuloma @ 3§ B AL 8% (% 12 O
W hHET L7z

B. ARG

1. 19934F X 1) 20044 ¥ Tz H T RIEME %
CEBWT S N2 20 FEBI A H IR B L UERIZ XD
BB, Mg, e, 8§, TR, K
g IR ORI E W, PligGAuiREE D
WM ORMEOERE, BLEEOREIIDOW
TABCH:THGES L7z, SlIEA T 104 E i o 1gG4

It M s e W L, FHEEEIR L TA
a7Ab L7z, (Aa70:0/5bEk, 1:<20/74
MoK, 2:20~50/5R3LEK, 31> 50 /5RYLK).
gy ha—nE LTeB0EEAIKILESR, 10
Bl JEFEVEREA LIRSS 2%, 5Bl Y = — 7 L Y IE
Bt 3Bl E RO BE DM T v,

9. HTSBEMEAD BE D 518 5 N7z Mk
VT HUB SR O D W TR L 72, AIP
BEOMETICESES L CHEBEREOH 5 H
CHUEDERET B G0 2 A BT, AIPE
F T & Mg B CUI R S 7o allRds O, I
g, BHAE, WEEERR, &E, B, M KB, 6D
OFHEY & =G S0 b, HlgGiit
RTRBERE TV, TORERT B L.
IoGARE M F i o s x Ml L, X2 71k
L7z(A 27 0:0~5%,1:6~20% ,2:21~
50%, 3:51%LL1).

3. S E M4 (plasma cell granuloma, fii
26, BERR 1B, Mg 161 & B TR iEMEEE %651
O F AR AR % LB L O FE D 2 RET L 72,
HilgGA PuiRbEE O T B D= E DR & ABC
BT, BAZEMEEIR K O A 12D Telastica van
Gieson (EVG) et |2 CHat L7-. HilgGa HilklG
VDT M DR OFERE I & E M 03
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F1 HOMEEELIZBY S oG4 BT EMEO R EoRE
AaF —
0 1 2 3 P
WAE LR BORENER M =15) 1 1 1 2 p<0.05
BHEAIKLESR (n=6) 5 1 0 0
FFNEEE  BOSENEEZR G = 11) 0 2 8 1 p < 0.05
ISR LIRSS 7% (0 = 10) 5 5 0 0
MBS BORERERL (M =8) 1 3 1 3 p < 0.05
FRESMEEA LIRS S (n = 4) 3 1 0 0
EE 75 i HORIESER S (n=3) 0 0 1 2 p < 0.05
Y —7 L VEBERE Q=25) 5 0 0 0
*The Mann-Whitney test
£2 HOREEREEOBE METOHIRSREORT
iR
HORIEERER (n = 6) Iy b= (n=6) .
0 1 2 3 0 1 9 3 .
=2 0 5 1 0 6 0 0 0 p < 0.05
JFPIfRE Rz 1 4 1 0 6 0 0 0 p < 0.05
JT4VIB%E bz 0 1 4 1 6 0 0 0 p < 0.05
fEZE bz 0 1 4 1 6 0 0 0 p < 0.05
WER RS R 0 1 0 5 6 0 0 0 p < 0.05
*The Mann-Whitney test
AHHTHRL. R3 REMWBIEE L 8O OEMELOREG O Hig
(i BRI~ D BLRE) TG4 By B /
UBB L OCERENTZNT 7 4 V% v PAZEVE IR 2 BT
. .o +SD
RREMIBAORETH ), MENGEDTT ) (mean £ D)
. - . RS 6/6%) (100% 455+ 12.0%
{8y —HREE LTS, GHTOMEL LT ol
weERD. RPN 3/4B) (15%) 283+ 165%
(n=4)
C. IRHER
1. AIPEFICB W, Y, HFRIRE, Bz (33).
W R 1 Tg G4 B 1t O T2 B A, 0D 1311 5 46 B AR o
Lzzns, I, 8, +=E, KB ToRE D. Z&
HBECTH-7. Farhu—nE LTH AP TIE T ICESE, FFASIES, MRz

7B A IRALE 4 D WENE, TR ESVERE L P RE A 4
DIRE, v o= L VERBEORERRIZBWT
1, TG4 EMBE DR EIZBRETH - 7
(FED.

2. AIP BE MG IR, FFAITY LIRS, H 28,
MR B b 7 124 5 TgGA 28§ A Yl sebifk o
DR SN2 (E2).

3. KIEMAIER (28.3+£16.5%) 1L AIP (455 +
12.0%) & A BRI 1gG4 B O T Bl 0121 % %

3

BBz, T 7 AR IR IS e 1A R <
EABIR 3B, BOREERER TIZaIIRD

IgGAGEDTEEMBL DR M % L A0z, Ly
U@ aIRILER o R, IS iiE %
DRE, ¥ — 7L VEEBEOERRICBNT
&, IgGAE OB OB EIZBECH H =
NODOBEBEAIPIIELZ ZEEMETH AT HE
AR ENZ EDHIAL 72, F2biubiuid AIP
DBESVEPHE & U CII AL IR 25, W i i o5
%, BREFEGHEEOEENBE VI L EHMELT
X729, JRHEEMIZL SN AREE SN LK
THHI L EIT AR o7,

HORBEEEEOBIEDHEF I VT MR
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T vy, fERYHLE & L T carbonic anhydrase
II, Lactoferin 72 & O R, BEE LRI T 5
PSS PR O PR E SN T 5. SEOKE
T, BELLEOATIERL, HWW%WA,
AHZE, WEGIR LR 5 9G4 Il BT AT
ROFIEDERR S 7.

% 9 M B E B 1 K & < Inflammatory
myofibroblastic tumor & Plasma cell granuloma (&
S SN A DS, AIP & FRR ST B e 0 2
2BH 7z Plasma cell granuloma |22\ THEES L 7.
IgGA G DT E’*ﬁ‘[ﬂﬁ'j DR EEZRRDIT &,
BEEEHIREZ BRICRDOLZE LY, HEY

:ﬁﬁ%dﬁ@@%ﬁ%zbfk@%%%ﬁ
ELTREBDLDEEZ LN,

PLEX D AIPER O A TR L, FASMORE
MR D EMICTARBETHY, ERIDL
Wik CHi e S 7172 multifocal fibrosclerosis & v 9
EEMAYE —HThrbnEEZLN. 61
WENG IR ZE % O MO FRALIC FEIE 5 RAE M
BIEE D F—ORBMSOHRBEIZEST b0
EZ b,

E. #&5i

AIP CHE R, FFAAMIRE, JHZE, MEREIRANE
g TH Y, FNOIAT B PEESRYUE DM
BHICHEAE L, E 8 E B IEE & R

WIZAIP BB 2 L TB D EEMSE L
O b D EEZ S,
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mHER, 0 FH, BEZIRHLL, ML B,
WREER, M EE BOREMERICED E
fEVEARAE % — EE TR L PENH A 9 (PSC) & Ho#k
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O HBE NG % vz B OREER RO BE R
FRIRES. 28 91 B H AW La s SR, B
20054 4 A 14-16 H

A, RIEGARE, W& SRR
AT VT A Y TORMEOKRE —E{IBIEE F D

Xfd RGO T —. 5569 [H H AL HE YA
4y, HHT 2005 4FE 5 H 26-28 H

SHIFEN, HIREZ, KELFE. ERCP #EL D
FRIRIURET — 2 & BEER % s —. %536
Al H A ERB S k2, B 2005 45 7 A 28-29 H
HORE R, % 4D, KIEGARE. FEEMRE L
MR % & B ORIEERERICAET A IEERED
BRRR B2 OGS, 45 41 Al H AR @RS, R
2005 4 9 H 29-30 H

HFAR K, HIRERE, KEGLAE. §UIgG kB
S UEBEME T - B OREEEROREM
TGS, 26 47 [0 H AT LEsm e ke, M
2005 4E 10 H 5-7 H

WA A7, ILHEBRE, 2L EHEL, K FAH,
R, AT B, E%H [, hIRER K
EARE, B Bk SEEHIFI T H 5 FTY720
&, THROEEZzHZ LS &0k ) BEE
TIPS B, 5 AT M H A LERRE SRS, fhA
2005 4£ 10 A 5-7 H

R A, KRIEGLARE, HiREZ%. ESWL % Hls
&L BOEREORMNT%. % 47 A H AR HEAL
IR AR, I 2005 4E 10 B 5-7 H

e A, KoARE, HiREZR. RSN AT
YTA Y T OREEOWE. 5 47 Bl H AR
R RRER, M 200545 10 A 5-7 H
THEE, TREZR, KEbLE. EeEE L
CREE RS, 45 103 [l H AR ILER AR
SR, 4TE 20054 12 A 3 H
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RS B AP
BB S4% L
ZF O ML



EAGER RS (R R RIS E)

S g
HOREEEROBEREH ORI ERBTRAE

WoRes  HhER  RERRSEEAR —ARE BhEdE
ISR H

BH A, B, WERR, ACRERK, AR
(HARIR S R A IR

SIS (ERAHRLFHESES 2 FROMRBIHL R

L, SRR, HE R

[(HREE]

H T80 5 % (autoimmune pancreatitis ; AIP) O BEIRS oGt & RIIF#AE 21T ->7-. AIPH
B 130 (AEMG Rl 62.27%, B9 : D% v MAIP & LT, aly/alylith~ 7 A% AIP BAAFIES)Y) £
FLELTHRE LA, BOREREZ L NAIPOBRRK ERES 5 &, iEHCREDBIERIL61.5%,
B oG IAE L 84.6%, IgGAMBIERIZT27% CH - 7. TATREICTELME « 7 LIV F R KD
#& - 7-. Prednisolone (PSLYEEORIRE LTk MRIZBU AFAOMBHLEAAL. HEIHFON
7= ATPSEMB 7 & ERE S % BRAL LU PSL#% G- O A % MEt L 72, i b2 01c Ki-67 CHAMIE %,
pancreatic/duodenal homeobox-1 (Pdx-1) Tl progenitor fifg % #5I L 7. PSL&5-HiE, 8E, 7
B MBI L Ki67 Bk /1% 385, §# progenitor MBI B E MR CH 5 LHEE S iz, —7,
PSL 574 54.5% IZEEMDA S NERET & 72980 H 0, HEAER CHREALD 5\ ITEEER « I
FABESVPITE L BPIZOWTEREEZ R L7z, F72, PSLIC X AEIEIR, BN - S0 itsae o &k
BTG THEN A SN, FRENHETH L FERESCER L OMESEE I N2, 612, PSL
MERRERE T F - 13 IR R AIPOFRAVRIE SN L B0 1, FROBRTEARE L PSLOBEH - HEE
WO, FEAORBEED ISR LERELANLREMEOMFANEECHL EE 2L LN,
AIPOEHT#H & L TRIEAFEBICREINEEROSHS1BICA SN, PSLOEMELR EPLTFHRE

TP L SN TV AIPIC S MELRBBIRSLEEZZ b7,

A TFRERD

H 598 T 2% (ATP) 35 T 25 #E 2002 78 H AN g
JEFSIZ L DIRE SN, ZORIEREETM & B
ERIFTEEEED3TO LU LD |5 5T R
e JEBE SN, 2005 F I AR D & 165
WZOoOWTD Ay ARERSINZD. AIPEE
ZHIHY, FEM LD AIPOZR & BED
TEhH L) ol —F, BUMED ST
AN PSLOKGAMThN AT REMES, HEER
EDBERENZMOGEMENE L. AIPO
SRR & LT, I E ORI %
[gGABI I B DO FIER E 2 TR LG % A
BHPS, —EO RERIZE D213 7% BIES) R AR
WOERPLETHS.

AP (3 — &G PSLAZERN L, FERTH %
HHOWHEITA LN LD, BERKEOHERIILE
B CHLEDZ DD, BRRERNICEZEREET SE

BlbdH by, HRABESERFHZ ToICHAL
BEtd A BN D 5.

FEROBE - BAELWHIBIAI S, SR
ROBEZEYEFT IV TREHBEINL TV
A, b MNERTIRZET VAP v, LEib
b IEPSLIC & 5 b AIP O RS 1 E 61 % A
HRAT R CoR L7295, BAEIZ B A8l o5
T3 Tnwirholz,

ARG Cid, PSLIxS o e b AIPEE# > S
i progeniotor i ig D 4R i & BA A 72, F 7z, PSL
P G- %8 & ATPSEGI M C i L, FRE%
MG L, BRROHER A BEZR & —&8
B 7V b B CRITFRIZOWTIE L 7.

B. BixH*
1. & bAIP
PSL¥5-EIICEUS F 7213 CTH A4 F F AR
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.

e
B# progenitor #iif2 = fi 5L 2

Pdx-1 B
W - BRER
Pdx-1 7 /i

s

Pdx-1 7RG f e
, X -
¥ SKERTIRmE 7
JEBAME ?
: SKE a#l
v
MREhE - » G

X1

WL DB L 2B mER O L L, PSLA 30
mg/ H £ 0BG L 10 mg/ HIZ#g# 5 i2 gtk
A & ) EICL 722 AR O & L TRk
ARGt L7, AIPORIETSEIZ L & 128
EENC B AR A & B LR & a4 5
7o, MBI OSH, G, METIZH Y44 2
Ml e die b K67k IZ £ Y, B progenitor
#ll g % Pt pancreatic/duodenal homeobox-1(Pdx-1)
P g R BROR 5K 2 B 98 RE A% TR AR #8 A (2
Sk, SEFUIGE L) TR IS L) et Ui
L7z, 72, REITRE L CHERGHZERE
B4E [ D MR Ar & AR % 1T\, AIP T
(IgGAT LA 200 EBEE FPM £ 72 13 B E K
w2 U7CHER)), B, WaofE, EHER
7% EDEBEREIZ DO WTHE L 7.

2. WeT

AIPE 7 IIVIZIZEER @ & 9 (2 aly/aly lEfE <
A(aly < A) %, ®IRIZIEaly/ e~ 7 2 (&
HBIZHARZ L7 HREH) 2 w7z alyv o A
FEDO BT HI2 oW T 1208~ 7 2 0 B
AV, RAEMEEHME, BEIEREMORE I
SHRET L 7.

(ff Bl ~\ D FLRE)

BRERIFZE TlE AV > v F B S I128E UXf 5 ATP
FEBI D REEE & HER 2 Wi L AIPOME & & 2R %
T L, FHICTHENME S L EBEIC
X U CRES A% BiAT L 72,

B FE BRI B NEBREIY & OFe 1
WL —F VIR A LB EREE T TRy bV E
T — V& JERENTE A LTRRREE T CRIIE AL 1
L, GDEEL D BUmEEHIE L7, B, REW
FERL, WHRFEWERETZESICE 28 E
BokEED b & THRfTE 7z,

v MAIPIZ BT B BEEA - EEEE I oW TG

C. MR
1. AIP ABRf5I (& - AIP)

AIP 1360 O 45 b ] 15 13 62.27%, 5B i 9
ATHo7. BHOHAEBGMEEIL615% (841),
& IgG I JE (= 1,800 mg/dl) 1384.6 % (1141 ),
IgG4 51 (= 135 mg/dD) 1372.7% (1144 841)
Tholz, BITERAELT, REIWE, 71
WEF MR RZSFNIFID 2. EFEIZDOWTIE
PSL7784.6% (1B I2¥ 5 S, ERHER M F
1315.4% (2%1) T&H o 7z. PSL¥x 5 b R E
B, EEMIO B X 0T KBRS 12 Ki67 ik
TRz, /-, FRICEHERMIIC LT
Pdx-1 15 1T 7 % 780 72 (K1), PSL#5-h o fiif
PERERE /2 3 Rm O E L 26, BEIL6H]
TH o7z,

PSLFi % CoOBEAMMAE LR B2 26 QF1H) 12
R, Atk Ee (BT-PABA 3By i & 541 (9
B IZRED /2. PSLEMI S 11610 5 b IS
7 545% (6612, WEAIEZ9.1% (B IZFED
7z. PSLECHIE1GIESE 2 L7, EiE
BOAIE3/138(231%) TH Y, EEEOL
B % 1/1361(7.7%) 12788 7.

IgG4A 5 b5 61125/1361(385 %) 12 o &
7z. PSLBEAIEEOWERIZ30mg/ HAS46TH b,
40mg/ H 16T, ZOEBIZITP2 &6 L T
W7z (2, 3). AIPOF M % IgG4TH LR o E
PP 7o R E R &gk LA, PSL
BLAEAS30 mg/ H D 261(15.4%) I FHIR % 3o
7-(1%12, 3).

2. ATPEI-E TN (aly/aly HEVE~ ™ 2)

24 L F o R W AR R O BERRR % MRt L 22
A, RAEMNGIRE, BN - 245 i o> 2,
PRE TN LB LD o7,
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N 5 & PSL 30 mg/ H PSL 40 mg/ H PSL (=)
FREREEE N\ JEPI 10 1 1 2
1gG, IgG4 T L& 4 {3 1 # 0

TaGA(HEME) mg/dl| 166 ~615 (373) 967

g B & vk (MALToma 1) (ITP 1)
F LR PSL 0~75mg/ H 10 mg/ H

HEFE B =B PSL 0~15mg/ H 30 mg/ H
ATPF SRS 2 #l 0 0
L HBPSL 0~25mg /H

e, T E I PSL 0~10 mg /H
ATPTIIkTEES 2 1l 0 0

FEZ ORI (R, BRREA L)

B AR PSL 5~75mg /H

i B8 0% PSL 5~15mg /H

2 AIPEHERGIC BT 5 IgGA B LA BIDOIBRENE

£ 134l

gGaEEE
AP BYAES. &
15% y

> leoamrn |
 APEmER
. 156 |

3 AIPBEER13BIIB 5 IgG4 T LA B DR

D. E&

vk AIP O R % FI v T PSLI% 5 o i
HEAE % BIER L, ¥ progenitor Al 1 3545 M e
WHEBLL-EREE BT 2 BEMMIETH 5 &
EEIN v NEETEESED BV EERE
WIZERE L 72 8E M5, ;- Shaiiie
DEEMRE Y, BRI LEFMBES
bEEzZ N, —7F, PSLE%GHTHER
I D B AR R R M (L @RS A IR R E A PE &
E26LH Y, B LEE T IEEOKRORE
F A BRI cytokine 72 & O WER F = A L 72
EDE U7 B DR S /e,

ATP O FPRICES L Cid, PSLAERRZE oIk
BRICMEIgGADFH L7 % 272 L 726112 38.5%,
A CEREOTERMEIEOFHERE & 72

LAIPOFBRIES & 2 5N 726h5154%, T
REZRO D EEE M E - EE R B X
¥, MR AMAR T b MG 4R / 18 9% bilirubin % 7213
JHEARAMZRE LA 2 b T ERES LA S
7-BIh5154% T V), AIPTWIED « Beis W TR
TPSLOSERHGHEICERET R r o7,
S5 O AR 52 PEFH AL C 13 PSLAME R v 1 o 160 12
FRDL A B ALTzAS, WRERT DI IgG4 70 &
WCHEBEZE o727 BRI CIERE N
Baror7 vy —rEoRmENHIECH
BEAHEE S 72 AS, BROBE R T OREE LS
R o Twiv, AIPOFEROZHIIEEE, PSLO
B MR R I RO I, 5% ED
T B A L ETH L EE 2 B,
AIPO R FHE LT, BUHEEOAHIA
BNz3BI0 5 B 1ENEE ISR O & BEhS A
Sz, AIPSSIE ARSI L 72 AL o IR
A, U o sEREE A RS SR o BT A
WAL THBY, PSLOEMMIZER 255 L 7.
EHIEE IR OA I, bbb 2 Tz
“TRERRY TR R AIPO SR IC E A R E S
w Ik 7.

E. #55

PSL i F5HE o 72 1 U 741 ATP O T4 ¢
RS NBBND Y, FRGES - BB OB
it & PSLOO IR - RO, KA
BIOEBIBED & 5% % HH & 5 1107 B
DRE D EECH D L% 2 b7z PSLESIC
LB RVEIR, WEA « Zh- i Re 12 13 RE B ) T A
BB, HEOTIE R EH & OB AR &
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AIPOEH T E L CAIPRIEAFEZIZR

BB SR OG0 1B & 5 i, PSLOZER)E
HEPLTFHREBIFEHEINTWIZAIPIC b Rk
EFGRBIESVEL L E 2 S,

F.

1.

1

2)

ZE

HAER > SZ A EmEEZ RS, H AR
& H CRIETERE R W 2 2002, FERK 2002; 17 :
585-587.

JEHE 57 )28 MR PR W BT SR B (Rl B
PR Bk s i e e R R A
H OSBRI RO ER. B 2005
20 : 560~563.

TugR By, FER—, EHEEE—, I =R, fh
EEMETE, HYhERbk, KRIEELEE, BBEF, R
=, EEERIE, OB, R B, gotE
VENE 9 D 15 i — A2 57 18 4 8 v 1 e R S AR T 9
H3E SRR BRI SR HE O B USRI TR S
DIEFITAT B I b oA —. FElg 2005; 20 :
343-348.

. Kamisawa T, Okamoto A, Funata N.

Clinicopathological features of autoimmune pan-
creatitis in relation to elevation of serum IgG4.
Pancreas 2005; 31 : 28-31.

. Saito T, Tanaka S, Yoshida H, Imamura T,

Ukegawa J, Seki T, Ikegami A, Yamamura F,
Mikami T, Aoyagi Y, Niikawa J, Mitamura K. A
case of autoimmune pancreatitis responding to
steroid therapy. Evidence of histologic recovery.
Pancreatology 2002; 2 : 550-556.

TR e R B
FMe L

R

ErB & e

el ek, HH O, LEEA, AE OE, 4
MRS, W E®, FNE—, HEEk, Hm
EIE, SRS o B B A 2 2L o )
T REFOR B TRINRTHE. HL
PRI O 2006 —F€ /75 7 BF - BB - R,
AT AV L ¥ =%k, B 2005; 161-164.
oA EEEk, HHE O, LEEA, RKE OE, 4
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Mg, wlwk, #FE—, Hb@gk HE
HE FEESMEROGINE & T EbE
WX, 2005; 28: 23-29.

RANGEER
AR OE, FH O, EEA, duR Bk

St S ArE, b bEAR, FIE—, HE i,
FHWEER. T v FNEMEERLIZBIT 5 protease-
activated receptor (PAR) -2 ® B4 5-. %591 [ H
AHALERE SRS, H L 2005 4 4 A 14-16 H
ek, HH O, SFWE, bhEg, B
Wi, AR |, LR, B —, R,
HwER EEAVERAGHEERS L OEE
JEARIZH ¢ A BEAEN LT -V oM. 8

69 [Al H AL as RS SRS, B 2005 7 5
H 26-28 H
AR E, FH 4, hEEA, ik

W B, SAME, W EEE, FlE—, I
g, HmER o rAEMELICBITS
macrophage/ BLEROBE) H & PAR2 OB 5. % 36
] H AR N2, A 2005 48 7 A 28-29 H
A, HFHO4, EEA, KB OE, 5
MRS, W bEE, BFE, HAPgg, Hm
ER., BEEREBEROSIHEDOEEE L FHE.
5 47 B H AWM LS RF R RS, #2005 4F 10
H5-8H

HH O, 8K W, =HFE, ILUER], R
#, RO, AR, JAEEER, Wb RE,
FliE—, HAbgess, HEER RREFEE
xR L7 BOREMERERO —F. % 287 1
H AL F AR SRR A 2, AT 2005 4F 12
H9-10 H

B A, AbAT S, FHHO4, RMOE, b
LR, ABAIME, HSgi, FmEER. e
FWI TSN FLEEIES & OE IS E L 28
RO 1. 25 287 Bl H R L mF S B
SCERBI 4%, LR 2005 4F 12 H 9-10 H

MM EEOLE - BRI (FEZET)

R ELIS: PAL/AD
F RSB WML
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2 A R TR A B A (BRGTER BT IR 72 5 50)

GECUE R s

HHEIZFT5 Cystic Fibrosis BED CFTREGFEERE

WiedsEE  SHAE ERABEAFHEGES2ROMHEITHRLS 2 - AR #ik
SEIAT7EE

TR T (BERAHBLFMAA RS 2RO IR BT > & — R

ISR (AR ERIRY DNA [RFATZNE A G IEERM)

(MREE]

B & F80% & b T E | AL HE BRI E (pancreatic insufficiency) % £ 9 FEfE IR HERE (cystic
fibrosis; CE) 1%, fERLAETRMREREEZ SN TCWoA, ORI ER L FRERT CFTRD
TR, KEICHOMIZEND>DH %, PCREINRDL & OEHEEARIIHENT € W/ B IEFERO
BHICEY, SNFTTTIChBEOK 2060 CFEMIBWTEORETERPHER SN, 2O
HChNb DN LE7EMI N T T RE. BARADCFEEIZBIT S CFTRERTER
i, ShFCHRMICHED R WIHROLRED L, AN 22 HR b0 REe 50, BR
KADCFTRERANY b5 A LED THIHERIZL T, $72209) 5—HOREMN T O
ETERIIBICRB SN TETWS., S5 BAACHEN % S HI2TXBMY % CHEE - T L,
B & 7 % CETRBZETF ORMIVEROREELHE WO ML) 2T, HAMEOBEFERAY

) — = v 7l ESL L T & 72w,

A. Tz ER

FE [ ME AR A E (cystic fibrosis, CF) (X Aifi, R,
MILE 2 C oSBT B E 4
AL EREERETH Y, CAMPIREMEC A
F v F ¥ #IVCFTR% I — N9 % BIZF DZ2IAK
AFEZEET AV CRIFHOR A ATE I &R
FIET LA, —HHAATEOCHREATEIZB
% CFORFEME MO TEWE INETEZD
nT\W7z?, bhAEO CFERNIZEY L CIEIFFI57
87 & OO JE A 48 I o e VA MR IR R FEBF 2R TR LS
L B EEFAEORKE, 290 OMZ Il HE SN
TWAD®, Yamashiro 5 D& 12 L 5 & DS
G T U TSSO 4 120810 CRER IR
WiBl2sse s S, SSESHE D MBI AHZY
TARRE L HEE SNz, SN T A FEEO
ANCTOHOCFREHBEMAEIT AL EH72D TA)
SWERTE L w/o® IhoxilET 5L
BLFHAEIWOTADLDIAEEORERLE
AbNb, bOPEOBEFEIZBIT S CFTREL T
ZEMHTICE LT, BEITIXDNAREORH L
- BT O A F508 7% ERCK THE O &\ ETE O
EERBEE, HeLIERohrs Y THOPCR
B4 I -single strand conformation polymorphism

(SSCPY A 72 ENHET SNI-DAHATH Y, AR
% CFTREfR T RE IR Sk wE L, Z0%

BRI R VHARETH 2725, £ DOROBT
PHHLNCRD LI, TOTEEREETD

AE D CFHEE BT H CFTREEZDRCKD £
LB LAELEIL, ZROBMELSLI LR
Mo, FOANRT NI AWEL RZoTHWAT
DTHo7z. LHLGDED, 208 EHED
H, o BUAERT D S < b HYET O CFTRZE E O IR
A S P ENTETWLY, FHELIZPCR
SSCPE, B — 7 Ly AFELREIZLH21T
) T OE BB RN AL L, HFTE
P2 & 2 bAETOEERE TERE S NIED
7 &% LM CRREZS B 7 v L SE2 B 0 CFTR
EFERWERZEDTEL, ZTOFKR, M
T TICAFI7THOCFEMIZB W THIZFER
R LS. z
L F ¢4t # @ CF Mutation Database (CFMD)
[C B HO L WCFTREE K2 o Tw
B 10,

B. %G
SAEBEIBOFBBMECFRA B 5 CFIR
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®1 DPETINE TIZHER S L CRER ORI & 70 CFTR #5152
Case Age Sex PI/PS CI- Mutation Exon Mutation Exon Outcome
1 15y F PI 201 H1085R 17b H1085R 17b alive
2 1lybm F PI 126 M152R 4 1540del10 10 alive
3 1ylm F PFI ND A F508 10 15718 12 deceased
4 5y M PI 74 125C 1 QI8R 4 alive
5 42y F PS ND E217G Q1352H 22 deceased
6* 2y M PI 166 125C 1 1441P 9 alive
7% 16y F FI 100 125C 1 1441P 9 deceased
8 9y F FI 166 1540del10 10 1540del10 10 alive
9* 30y M PS 403 125C+T1086I 1,17b 125C+T10861 1,17b alive/ABPA
10* 28y F PS ND 125C+T10861 1,17b 125C+T10861 1,17b alive
11 17y F PS ND R75X 3 R347H 7 alive
12 26y F FI 121 E267V 6b T663P 13 alive/TP
13 28y M PI 117 125C 1 460insAT 4 deceased
14 Iy M PI 154 125C+delel6-17b  1,16-17b 125C+delel6-17 1,16-17b deceased
15 24y F PI 91 1.548Q 11 2848delA 15 alive
16 2y F PI ND 1441P 9 ND ? deceased
17 18 M PS 93 delel6-17b 16-17b V1318I+delel6-17b 16-17b,21 alive/ABPA
PI/PS: pancreatic insufficiency/sufficiency, CP: consanguineous parents, * siblings,
TP: live lung transplantation, ABPA: allergic hronchopulmonary aspergillosis
< ~7kb >
CFTR -
gene
X1 CFTRL@JI%@I? Vv 16,174, 17b%a€ﬁ”77kb@ﬁ9<
AIEFNIT 7 ) VIR — OB RPFET L FTHEETH 5.
Glu lle Trp Lys Val Ala Asp Glu Val
AGAAATATG G AA TGCAGATG AG G T A

| 40846>A visial |

B2 CFTR#E{mT T2 210 VI1318] missense?

%R

HIZT TR L 72, RGBT R 185% T,
TS O LA 1 7 B IE R 53 T H o 7z,
4 & ) JEREERS D, REXWEOD

Wi 521720 Dk b BB oi% & S0 o Ak
IGREED S B, EEPIIEE G T P IR, &

NRB % Fefe A9 S HE U, F 72100 b IgE fiE A% & fif
T, U7 ARNVEN AIGE, [eCHENE <,
REJIZT LV F—HRE T 7 AV F ) ASE
(ABPA) D EPEBEDINT Wz, A Ly AD
BT <, F-HL 2R EREREOS X

o 7208, MRS RIBICE D B TFEE S
BEL Tz, MBI CHAT L 22 R T Cl 93
mEq/LTa& 0, #IAY7% CF & BRIREI S iz,

(R~ ORLRE)
CFTR B{r T MR
O Z2, FEx

XDERIR, BIEFNESR
s L 7.

C. HFEHER
SRR L 72HE B (R 1 OEB17) 0 E (5 T2

=

RIFENTCTIE, T35V 016,173, 17h ICE B Y

— 224 —



7 kb £ D 5 #i 72 R 2= (deletion) 23R T HE A TRE
oMY, T, 1007 IS Y Y
21123 At v AZERVISISIA D 7z, mid
@ delel6-17bix, 71 % ®Toronto ® Hospital for
Sick Children @ Chevalier-Porst & %320004F (2 H
ZOCFERENOHRE LAERELTHRELTY
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