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1 RAEEIENAREE HILBARER. 2 FRAIEARE BREERDE

(Key words) Qge4 PSR LI R, ASREMER. 19G4. 27O/ K, B{LHBE L

L. IL®IZ ®

WA, FIEWFE I 52O B RERS OS5 7R
XN BEADTFENSHAL,IC LD, HOREERL L
LTEHEA TV S Y, HERIEERER LD E D 5 1
FUCRE U= LOREIE T, EE RS Ic X
NTVEH, ZTOREAPHBIIOVTEEEELICIE
BRI TELT, BERFIITHTH S,

EEHOIX, HOREBEUEABREZEOLFHERBZORE
&0, FEEBIT [gG4 MBI L2 Bk (IgG4 B
WLMEERR) TH S RN 2 18 L7z », BO R
£ Z DESREL, 20 IgG4 BEBLMERED 2 h
TNOEZFRETH 5 WBeEN 55, AR TIE, HER
TEMERESE & s, 1G4 BEERE LRI OV TR
T3,

2. FEPIHLR -,

720, B, 2008 T 5 TR TIRIEAIC KD &,
HRFHE R L, AR TR & Bl & h

PROFILE BT 2

19824  BARTASREZAERZESE

1986 F HR#PILENARREATES
1996 f REIMAENARREARES

| 2008F R EARRHEBRARHEE
 ERENEAT : BAKZES N LSRR AT
RRTTFERAFE{ERATR,
BEFEEE #} A L 2SR B A R
INFI A SR S AR5 = Bt BART
AFEZIMEEE  MRAT.
MEILETERASFE AT

s 400

#3, 2009 -, BEAHBE L THRICRE L,
SRPErE, IRERIEIRICEYE & e AR IE A % 5880 7=,
MERETIE, BMEYIL Y Y 8.0mg/dL, EELYILY
>~ 5.6mg/dL, AST 308IU/L, ALT 280IU/L., ALP
1,090IU/L &, BE L FFIEERERD LR B0 7,
CA199 32U/mL. CEA 3.0ng/mL & fEE~ —7—IZIEHE
Tholz, MEFERIIE, Filkhifk 160 5. IgG 2,600
mg/dL, IgG4 860mg/dL THh -7z, CT Tlt. EBEL %
RS EERICRSER L EEROIEMR 239,
JEMERER I ER R M TEEDR AR (K1), A
R85 B9 385 17 M BE % 3 82 (endoscopic retrograde
cholangiopancreatography : ERCP) T, & it
BHRME (R 2) & THEEHRELZRD =720, NHS
HREBHEE NV =V F -T2 BAL, WEETo7
LY, BEEHEN DN, RIS EE IR RE
EE--BOREMEELELZITL, RO L=y oy
30mg/HIZK B 27 a4 FIREELZBIE L=, 18EBALE 2
EERICE, BEX, EEFELREL, MKRERED
EIFERFL L, BE, 7V F=U oY 5mg/HDMER

FEREAED (&%

HOREEEREED CT R

HE B0 S,

T

(=2
=R
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BO G kL, BROBEICFRT 5, HEY
B CRAEL. BRICIEE 2B 52 k0 g5
bRBIEREZ V=D, BIICEWTREELERT2
ZLAMED TEETH S, BIFICEEL T, TTREARRD

RS TIRE [ $HE % (EUSFNA) 7% & O ARSI
EREMSEN T T —F R EITINETH5, 2
HUE (1) 9T, BEPANG & HEREADBESAT R A2
ET%&Z%&E%%W&E%%&HL%E%%%%
A RO A DEIZ LD BHTT 3,

ERCP TiZ. iﬂﬁ%ﬁmﬁ%&bd\é« POEEDAR
BG5S JREME R ET 5, CT TR, BN
JEk% BT 202% A8, IREMERREAR T2 hEE &
DEBMNLVEETH 5, BB CT DREET, BEL
ERICIERIE L RO BRI RSB LN EZENE
<, gL DERICER TS5, FLEOFIT, by

v 4

EERBEERONIRBIITIEBSERR

e DB B

| BCRRB B ERRE AR (2006)
1. BEGBRECTHBIE ERESAMMRIFEA LR

2. MiERECTEy /07U ME. & IgG ME. :—:IgG4
ME. EEHEOVTh P EEB® S

3. FEREREMOFR EUTHRICY S Bk, B E
THEMLMERE LR ERD S

ERE0 1280 2 ERL L& #ATERI. BEREEE

At‘/ﬁ‘ﬁté

L. EE-BERFEOBERBERITHI N D

BTH3

(3zik5 & 4 5IR)

= B W NG T

=f] PICK UP

a7 fE (2.0g/dL B L), i IgG fE (1,800mg/dL
Pl kb)) o LR Rfihifh R )y <~ FEF A E D BOHE
DIGHRTRZBY 5, ftho B REMEREICERY X
P hay B 7 HifkeHi SS-A/Ro Hifk /#i SS-B/La ik
DGR IIE VY, KETIE, IgGOHYTUIATH 5
IgG4 DI HF{ED L& (135mg/dL Ll k) #3& = (80 ~
90 %) IcRBBEN B, MH 1gG4 D LFIZ, FEEC o
BHEBATIHIZEALERLNENWIELD, FEEIC,h X
DRI T, fRE L DEFICERTS 5,

IR SEAICIE. LW )V SER E B I 2
& NERRE & oD E LML S B T H 5 (|
3a) . BEAISIDORRIRICIZFAZEMESIRE 2380 5. BT
B ISREMEMIREIZ, IS T VosEk & IgG4 BT E Wi
T»5 (R 3b), A

KIS AT OARBEBT 5, BROTVR=V oY
0.6mg/kg/H2 5B L ., 1~ 2B Z LI MRRER
BEEMREEEZSEIZLT, 5Smg T 2B LT, X
7 a4 PR IR ICARE LR BRT 5623550
T, FvF=vmy 25 ~5mg/A%HfER LT85
WA 1~ 3ERBERICHEN A RA B, 2T U A
BRORIGHENFITIE, EEOTEEMY 4 QEICE %,
BE. B 2T 50BN H 5 0,

4. IgG4 PIEaRbrkge

HOREERSRICIE, SHEEIMRE " (BERE,
R RRAE R IRARAER . BRIZIEIER 4 L) 2 B0 525,
N6 DOFREMBR IR L IZIERAKTH S, E6ICH
TR 8E O Z T 558 (B KI5, I,

a

BB OBRROERIER

a 1 ELVWUS/NBREMEMEORE L B/ ERBE £ hD & Uik
b : 28D 9G4 BT BN EBE £ B 3 (9G4 RELE)
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B, BiExE) IS B O IgG4 B E M0 #iE
BAOHEN=®, 7o, BOREMRARE TIZ, k2
FTuL, TheDBINRES AT a4 FIRRICKDFEL
{HFE L2,

ZZT, EELIIEHFERZIC T Vo sEke 1gG4 B4
DEMEOE s BEE 235 1gG4 BEF{LIERE L
WIH LWERBOMES 2 HRIB L= 9, 1gG4 BEE b
BRI B T BRME(L & BAZEMEERIRJS % 2E U 5 FERE
RE%E, REZE, MERRAR., BEEIE L CICh W TERKBIRZ 2
T35, BORBEUERREIRREDERETHY, O
SHRERARBDERBZDORETHS (R4, £2).

HOREERAICIIEEEEREESIZENEL,
EBALCIZTER (EPY) BEEBRE S L 0, FTFIERIEE AT
WIEEICRE 2RO 2L, ERMEBEERE % (pri-
mary sclerosing cholangitis : PSC) B0 JHE S BT 7 %
B9 52, RIS, FRFRn. REMBEREBEDEDF
HE, A7 04V OREMEEEEEETSHL, PSC ki
B3R THD, HEREZHTAHTE, LIFLIX
B 2 AHF T 5,

B ORI, UL UISIERAREE K (£ <2l
DEETRREKX) . MAIOREREFESIZ LM 55, M

IgGARSER{LitRE
BC IR

B |

AR E % -
RRACIEIERR

TRASIEARMEE

eG4 BhER(EERBDY T—<

I3 eG4 B E M0 % 5 BiE L (L &
£33 WL MEERIR A T, 7€k Mikulicz R & FREh T
EIRELFE—TH %5,

PREZBARMERE BFR I BB 525, Z OMBIRIE, B
) SERE 1gG4 BT EMBa DRI % #F 5 i (L T,
FZEM AR 2 B0 %

Z DA, FFEC O S M IEE . ME Mz, ME
MRS, BISLARSE, TEARE, BIREL ED—HEAKR
BICEENITREMEN 5, F7-, IgG4 BEREME
DELRFEEED ) VA FEREREICRD S ¥,

5. BPYIZ
Y )
ToG4 BT LI &L . 2 BRI T VS &
eG4 MO EMBD S £ B+ B 5 2 S MR &
T, L b BIZERERRIR S & 2 U B RN, FEAE. FEZE,
MERRS . BIEE R S IC B W TEREREAET 5,

1264 B S LitRE

- £BHEEASICCD4 WL CDERFIET U isERE IgG4
[EEREMROELREEETI25MRETHD
c FEULOIRMECPAEMEBRREELSIMBICHVT,
LITO &5 DREDEFBIEEETS
COBE B BSREIEER
BB & EbMEEE A
GENE R34k EE 0
EERRR @ FRLIEmERAR %
RIS © EISIRARMEE
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- EEOBEICIFETS
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HCOREMER K —

BLIR & R

ME OEE £ M O’ N HME 4 A
#E RE L E A
r C o - RKRODUEEEZ, HARID2002EICHFTHDT

HOREMHEREPATTEEENRE XS 2o
T2b, 10EEPEDL S DF LA RAE 5 5
(27 o TETZD, TOREMFIIRIZEHBEINT
Wiz, BOAEMEEATIZ LIZLIXMmAP IgGL
EA LR A%, M IgG4 EIXMMERTH L&
2R, AL MEY—h—LiZWnZ v,
LoT, HEBCREEERAL, BHORBEERE
DEFHAFT ROMAELED LR ARSI £ ik
X DT 5. HARBIERFESD 52002FI2H &
N7z HORBEER OB EED (320064 (2 TLET
IN7z?, BAPGHFICEE LB CREEK
KOWEAE D world-wide 1272 V), BIEIZIFRETD
HOGRESEERIIET 22 ORI MELINT
Wh, L2L, BRRTHEIN T2 HORENR
BRO—IX, AIRTRAMINTWEDLD L JHRE
WRrD, $7:, BOREEBEABREOBIRE
R EHHEBBOREIS, HOREEEAZ B,
BIERE L TTRRL, EFBEBLI|RZILEZ
FHRRBENTWAEY, AR TIE, HOREHE
ROBWB L HEBEOBRR L HER, BCRTHE
ENTWAERIE ZRL ZHREDHCRIEMRESE,
B O RIEEREED IgGL PEEL -2 5 HERE
LTORZF, BORBEERERL EEEOEHD
AR L CHBT 5,

I. ECREMEBROZEO
BREAER

Yoshida &%1X19954E 12, V@1 0 B M2
CHEAZREL, B0 7)) VILE E B EHEA
BETATOA FOEERLFAEZHREL, BEC
HOREOEEFHEEIhAZ L LY, HEHRE
HHERXL W) RBMSZIRE L. HOREERK
B RUER S B B

BRINY, 20065 ICWET SN2, ZDHEET
X, BECREMERI, BECHCAERREOH
ExgEbhslEREERSH, BEX (K1) &
FHERME (M2) OEEFRRZEARE L, X
LICMEFNICE y 707 Y ILE, & IgG MIE,
BG4 MEDPEOMAEOFEREZED LD, HHE
ARRFEVITHEIC Y Y NERE TR E ML DZ I 2250
ERRHELEROBEEIIB NS (F1), =
D EEIIL  DEMZHRVWETRELZ E S
3, MEZEFROAREBEL, X5IHEBEZBR
NTBILEE ITEZTVAS,

B E D Asan Medical Center @ Kim % Hu.[» &
L7z V=75 5200653, HOREGRELENS
WrZEEDSIRIBE N7, 7 X 1 D Mayo Clinic D
Chari Z & L7727 Vv—"71%, 1312006412
HOREEBRAOZBHEEZEREL-Y, 202
Wi T, WEMEBRTASEER SN, LPSP
DOFF R BEIRICZ . (BIKEE R IZ10EDE)
D IgG4 MR Z D V) ¥ Bk E REMROE
ZREZROME, HORERERELZHINS,

HORREERAIERN 2 B ROBEARD
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H TR MR AR 7 DN D R T
(ERCP)

R 2

F72, MR LMFP g4 EDO LR ZRD -5
&, S5 IgG4 BEDZH D 1gG4 FytEHiRa
DRE 2RO LEIREND Y, BRE R IR
ERATUAL FIREICE LLEELLBAICBED
RIEMRER S END, BEE T XY HOSH
H#E, RIFEFE L LPSP 0fikz2 24 5 H
CHREBERERZNRE LTWAED, MEOSHE
BTIEATUA FORSMEE BEIRE O F % L

DANTWS, HORERERIRATFTO A FItF
FEarz ), 274 Fions s KsEkizE
CRBEERERE BIEEE OENICERATH S, L
L, BEBICATaA FRE2ITo-84, F
WHEERZ B O AHICR Y, HEEICNT RS
HZATUA NS ELRETH S,

DU L Tk, FEOZEERDE NS
BARICHFET S EBDbN B, SHECRENER
REHHL, XY BEOLBEFSEERT 5121,
ERZ W EELIELLEND S,

I. ECREMEELDRED
HREMER

BORX 704 FIGELE CREEREAOEER
BWETH 5. RRFMAENIC, WARR R Y BIEZ
BELZTNERLRVREOTL F=vo 0.6
mg/kg/ H OG- E% 2 ~ 4 AEEES L, 20
BRE GRS MBREN R %2 2% 128 2 B OH
BTomgd oML, 3~6 ACOLVWTHREST
THO Y. &%, BREE 2 BRI E clEEN
PROLNDDT, HENDFILBBENEITIZ,
BB ZEEZ LT, BRELTILE;H S, H
CRIZEHBEARIZ10%~30% I HERZEZTDT,

41—(1399 )
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1. BEEEEECTHREN L FIRERlEe s EX L2
Db,

2. MEMRETHy /07 VILE, &Gk, &
1gG4 IfE, HOHMEOWTh2»%238® 5,

3. RHAMZMETRE LTHIZY vo5k, BEREE
FL 3 HEWHLMBRE L MELEZED 5,

LRED1 2 &0 2 BEU ERM-TENE, HORENE
PER LW 5o

BL, B - BEEL COBMRBZBRNTAZ L2W
EThb,

BTV F=va 2, 5ng~ 5 mg/ H DR
BHEL2 1~ 348757,

BRI, A704 FREPRHIERIIBE 32,
HEBRZ TR T2HFRPRBICERETHE
BHLPTR., BORERERIIBERHEIIZL
AT704 FORBESIZIGBEHIEESNS
B, AT 04 FOEFHEEOEYLEBEIC oW T
X0 Tz,

. FeRICET 3 ECREEERR

ARIZBYT 5 HORERERIE, SBOBMEIC
HEL, ERIIEEIS S AUEELZEZ 2T 5603
B, A OB LEOBNREZ LiIZLITEH
THOPRIERBREDOESHZIZE A LALRT,
TR IR IZE T ) YR E T
BRI DR & #RHEIL % 32 lymphoplasmacytic
sclerosing pancreatitis (LPSP) & MR Tw 523
BETHEIN TS HOREERKLEH S 1ZIZFE
BREEEFoTWwWAS, LAL, 3—uv <oy
V=TI X BRBARENRRED O DMEYT
(X, HCRBEWERESS3BI 24611 IF R RO
BEADiRE (granulocytic epithelial lesion (GEL))
2RO, INLOPITIIREEHIEL, BE
B, RERBRBDOEHENE L ABNTLDS,
GEL D% WHHIARIRD B O i te b ss & k28
MHEeE L7z, E51Z, Mayo Clinic DRHETIE,
PIEM IR O R\ AF R BB R R 6 2 R
L, TERD LPSP O BENERZ 2% <
DEFFRERDORE % 785D 5 Fl % idiopathic duct-cen-
tric chronic pancreatitis (IDCP) &IE#RL, &0
BITIXLEED GEL B0 # & IZITEUDOBEKRE
RPETLHIEEHELTWAY, AFTIE, =0
) RBIOWMBEIZTIEA LRV, SBEERE
D B CRIEEREAG S RERIBERICE6T 5
RKBI7% EVEE LTRE LT BEDRD 5,
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L2325 < Sjogren FEMEBE L 13RS, T AR
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R BEEIC DD ONE, SHIT, REE
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CDABMET VY v 5ke CDSRRE T W v 23%kB &
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MR EEZEZONT DY,

ZFITEEDLIX, 2FFHBEHEICCDL WL CD8
Bk TV v 55k E IgG4 BEOTREMBOE &
BELET 5 IgG4 BEBELERE L VWIF LW
FEMAZIRE L7, IgG4 BEBLERA LS
BB T, WML BAEEERAL & U SESED
Bk, RES, FEEE, EHR, BEEL ZICBWTHE
FEEEZET S, HOREEMER I 1gG4 BIERE
ICHRBEOBKRETH Y, HOREERBEROEN
WAL XhaBLEIRE R, BILEERREE, #
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EERMEE. E1XC ORBOFEBEHEDORETH S
¢E25 (M3), IgGs BEBLERBIZ, Hin
OBMEICIFRL, BRI YNHERZEN, R
T4 FHRRIT 525, IgG4 DBRE 250, #F
LWREBFRAHTH 5, BEEOER L) V3
HERICLY, SEUMIEREEIEDNL
EBZVE, REIRATUAL FIRBENER R &
Iy, HEELRENZHETVWERLFRZEITS
DENRH 5,

V. ETREEES L RRE O
=y

H OB AP L 2B o MEIEE
HRsh5, BORERERE, RERNEROE
BIZE L AONEBOBERETH S, RIEER
BREOWEIERICFETAWBE S, I
GIENESREOH LA T4 FOERESH TIX
W 2 EOEMBEOREIEERTALEND 5,
L2 L, BB HORBEERRICERICEEEC
BETBPIZHL P TRV,

¥ H ) (i

HORERREOZE, BEEomEICE, BE
BEOHEHL L YEERIES —F —ORE P
YEhb, ENEOHCHRERBEROERZHL
PIZTHDICD, EESHEREZELLEND
%o HORIEMMESRIZ IgGL DBIE L -2 B MHER
B (IgG4 BEWILERE) OBRETDH 5 WHEHE
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