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FiZHEBEOSMER 2B T 2 MR~ D
ERBERTH /-,
MZTHEL MR 28F DR E B> 1=K
HTTRWEREOEEEZRT. WSS TEEIERA3%
BENZ. T A= EEMERITHES % R
REFHL, INSHEREEREL AR D32.4%,
FED SRR 2B - 7= 7L 3 — VIR 0 12.9%H3
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Foo MDD BIENEA TIIRD TESE Th - 7,
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63 (GL.9x17.28), B 404
-EERERE S 6 451
AEMERAER 2 fA1
-REEE 154
EMRR 6

(41,47 8. XBR. IMERERYES)

RBEIEMN S OEE, 7L HRERERICZES
FHEEEAHTHS .

2. F Do

FEEG TIBIMEIER IR L e S S 7,
PRV E TICRARESE U Fib FEL 24
BRI BRI N EREBEENEDH THD
7. ERCP THHEEEHRI.EHMSRENR N,
ESITNBHIIC SRR MR L /=2 DR254F
REFERTHEBL OB EBEER BN SEFRS
ERLEFISREINS. BEREROEREEOH
EMgELNSEREEZ SN

D. 8

iz, LiEEE, HEW. 2. B REBE-1B
BIcEELL, 3. b - RET7I5--EHETS
Brah, IS OERIRVERINDSEE. HLH0WIE
KmAfm & EITBEMALBHINTE L. Lx
L& LB ENEET S & HBERR S
2T A0, BREFZEE HBEOREOEERE
Kd 2 BEFRRICE ST, E/-HEE - OB
BEDEBINTE:,

BEAORNARER, ZHOMBEAIREORE
EHBBTRWI &TH S, ThbbikkE g
WOBOKESHECEREIRNEEZEA SN S,

BIEERER S RERST S L ANEX OIS
HEL W, ThRIAKBEREROBSEbALREEN
TEBYEANTEEINTIRAhoh £RTH
BT DI ELDHEEATEIEDBERLOAMNEE
EL. P a—NtEHETEIENENEZDEE
A6Ns, LhLInEFTHEREEINTELLD
1757, necrosis-fibrosis sequence theory &1EE X
NTHNSEM, P I-NEERTIIEEN BN
IR BT BAER A L THRIT/AR W Z AT
Eanf, PII-IHELTIRBRELLETE
PERE % RS & L TosisdialiE s Bk, =
DT EFRREBEE R OGRS EEEZREY

BT EHN, HLOBRAMDOHLIRIERNEEZEATNS
BHEOBMEERAERE2BET /20T TR
BRHZHOEOIINETHLIEERETSHDOT
H5,
IOEHIZIREEMRL AT T AT
AT EDBHBEEORED —DEEGLAH EED
Nz, BBEHEREINTLIHLWLWBD(E2)IKZ
BEERS ERTVWRNLY, SERITRETH S,

E. &%

BERAORMERG S L THESBICHEETE
FRiiAtERO—HBTHS, BHBERNLHDE
SEIOB NS Tid3- 5% DEFRSEBERAICER S

#® 2. Scoreil kB BMEMKERDBESIE

—Lineburg score by Lankisch® —

AR R

+ BB RS R 45

- a2 45

- TSI S O HRAIRT B 4%

- EERHTIC K BB R 4 15

B ERE

PS HERRHE 3R

FCT - FE-1 BR¥E 2m

fER5E [

B2

-US -EUS -CT -ERCP REFR HAIR

4 MLt . BYEREN TR
Im: HMEEE SRR, BARRLR
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5)
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1BHERERICH T HEUSOEAEDORE

HrEwmI#E

Mg B REGEREREARERY 5 - KR AW EEXERREE=ZAR H0R)
Bifn X (TERZERERERRT 22 R BE EARFEFRBE AR R
BR A GRREVMAREIERNE B8 AE BEGELRE A Wk KB
B BEIE GRERFMVERRER AR F#ED) e RESE CRRA M EBARBRR ER)
KR 3L (BHRBAIRFERERERERARE #E) Al BE CRET R LA ER)
Al #H— (EXEREEZFIRELE - 82

[AREE]

B, 5 OW|E

R E IR RRE O,

HEOBRKZWEE TR I N BB AOMKS - B2
BOTFRES EOHBENE SN, BEEEERIZH T 520D
ik (endoscoplc ultrascnic sonography. BLFEUS) OEHEE=FMT 2 & &L,
TWFOBERZENL, HEOMELMERAERVWH L/, EUSIZLSA
F&E%?ﬁ%M®$MMQ%T@5 L L BHE W O DIZId LU T OMRIR T~ & EAER S 5
Lhror., BUSOMOBEFEOERILEZRKL ZEMBRETHD, £AFRORELIE,
XMT 2 HESBEMT S, BHIL T3 The minimal standard terminology (MST)in gastrointesti-
nal endosonography 1257 < Wallence TBA32E L = AE &2 HOICEER SR T 1E-
ZEABDELEEDN, SRV I L ER o,
AR O-RENSBREZ LS AN T EENREN:.

D FHITELS, EHEHMOERE SR
WIHE SR LT EBEHRNR
SEER

FrR#%

~LUTRETS
ChEFTOREBOETH > KER. EE

A. BAZZEMN
ﬁi’fﬁ‘)ﬁ?ﬁi SUT M TR I N8R ROE
- ERBHIORBEABEE TS EFOFRITENT
&ﬂ%b#f@otﬁ‘gﬂﬁﬁmbafif%ﬁm
e, EFROET. BEEE BRECTFRIED
OHEMNR SN, FITEERAEZLESZTE
Mizgkil. BETSIENEBELL>THD,
B, h<¥kL TE-ETENHESERE (endo-
scopic ultrasonic sonography. LT EUS) D21
EhROEHZEI B AAHEEETSI &L,
SEERZEBNTBRFET 2,

ﬂ
\\\.

B. BAAFZE

SEERRNONE EMBEAOENNL 21727,
FDOITEHRD S DOBRERETVWEORBRESE
VL=, b BEREIRBWTIE 714N —
RED-DEZFLAERAWEREITHT, 122+
. Eli, BLY TBEEZRTET 5. BEDBEIC
Hlzo T, BHERUFEIIHL THa/aRiReEA
TV, BRE, B#EE. PR EICOWTHER
LT hwim b TREEHTITo =

C. ARER
EUSIIEE 2AREICBIRTED Z LD EHZ
B~ ORREM MRS O, L LZ ORI NE
F‘:ﬁ%ﬁ:ﬁfﬁﬂ?@; AIE LD,

HERE

ﬁ&ﬁbﬂTW%MBm% SEERR TTORD
BRFEEREARD, —EOHFRT NI ELD. B’
BOFIEOEBILEZHD ZEPAHETHS. AFH
{LBRANEHEPETIIEUSICL2BEBOFEREOLE
LE2E->THOEEZEDERETFIROT A KF1 2>
%2003 4 AIcEEHTAKT D, JHIZHEUSZ
EIEETH D,

2. A OEEHNHEZDNT

EEE, EEHRTL THREOE{LzHELaET
S

KOREEHEET 555 Digestive Endoscopy
0 the International Working Group AHEZEL T
# 7= The Minimal Standard Terminclogy (MST) in
Gastrointestinal Endosonography, version 1.0.2%
BEICT A E0EY E BN/, EIE mass, cyst,
parenchymal change, pancreatolithiasis, pancre-
atic duct change, lyvmphnode/adenopathy, ventral
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TEEIR L ARER
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IJ—FiR
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BEAR, NEnbDIREICTFE
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BiDiESS & DR EIEICERT 5.

3. AgiconT
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WELBHERROEREMAE L THWERATNS
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WTNICL THIEEREGEERL THEOK - %2H
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4. BWEEz DN T

G L NI OE—E KB, TG, &ilE
OFEMTI > PO—-WAKRETHES, LALIOD

& 2. Wallence SIC L BEUSOEDATRY _
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- Lobutar out gland margin , Lobularity
- Cyst
- Stone

Calcification
- Ductal dilatation-. Side branch dilatation
- Duct irregularity

- Hyperechoic duct margins

- Atrophy

+ Inhomogenous echo pattern
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BYMERERE U TETUAREBOMRBE L TIIEY
CHSMEARE—BTHY, BHIRMETZ 1%, UF
AMHET. D@8 s 5,
—HELORENEHLENAREGT I —&IZR
HOmMADODEDTHD, RIAFIOZIFEEESN
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BIEFREICERT 2BRROZHER

oEMARE KM BE RAKRZFESTE NE H

LizE A, 2EMNIMSETROEFEESE,
4 ZAT N34S DT IESE.

(MREE]
FHOKBERERBEITE CAFRR). RUEENMREE 54O PSTI/SPINK 1 5 % @i
1 &HIN34S E RE7C DA 27877 3 RAT CHESA,
1 BMRRETCDANTOERE, THhol, NIMASEROBE (7T L
IVBE T, IERFIEH TL0.6% (348/3,294), IEMERTIEE T0.7% (32/4,876) & MEABHEIT £ <,
BERDOREICHM<BEEL T, /2. R6TCERIZL > TPSTIOERBIEAKE< LD, b
DT EDRENNETT DT ENT I FEENS, L - T, PSTI/SPINKI Dz FERS
B2 OREIZES T 2FREMIIE L. LEM-> T, BETFERFZIIERTARROZMERIIBLT
., CRETIIRABECBITAEENFSAIZENTWEHFAZ v 2 R T2 ) =4 20z,
PSTI/SPINK1 ZMA = 2 3 FOBBTFREEZTIONZYUTH 5.

A EEM

19864, Chiariniz & >T, “"BRIZEOHZME
(autodigestiom 12 L > TH U 2" L OFEANIRES
Nz, FNLSE. M) TS O0ERBIzDED TN
THUSEBW 2 TO07 7 - ORKNTOEMEIZ
£ T, oK AESHEENLIIEL LN
DN MROFELSHERBELL TEZONT
e, 1996 iIZHFF I bUT =4
(PRSSI) DB TEREERFBEORFK. BT
2000ICESBE RN 7 >0 > EESY — (pan-
creatic secretory trypsin inhibitor: PSTI/SPINK 1)
DG TAER SR FHEDOBRARE N TLE, K
RFEIZHTB I TL L EFD1 2 EY—DFE
BONFHEREINTWS2Y, PRSS1 & PSTI/SPINK1
DEETFERZPLOIL. BAREICE#ET SEET
TROEE BITERIIDWLTERL, ZEEER
AV THIEEFBMNIZLUTOEZIT =,

B. AARNAE
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BAFHE I CHET SEEFEROBITSRY 283 L
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TAHIENRINZ(EL)

®|. BESTWER ) T LA e EY — (PSTI/SPINKID

DOBETFER

IOV EENER BRELEE FEEARAEE
-53C>T 1/1466 ( 0.1%) 0/1056 { 0%)
-A1GYA 171334 ( 0.1%) 0/1056 ( 0%)
-2CHA 1/1334 ( 0.1%) 0/1128 { 0%)
MIT 1/1638 { 0.1%) 0/1370{ 0%)
L14P 1/1770 ( 0.1%) 0/1370 ( 0%)
N34S 348/3294 (10.6%) 32/4876 (0.7%)
ESOE 1/1408 (0.1%) 0/1372 ( 0%)
Y54H 2/1408 ( 0.1%) 0/1372 ( 0%)
P55S 9/1638 ( 05%) 8/1612 (0.5%)
R65Q) 1/1408 ( 0.1%) 0/1320 ( 0%)
R67C 2/1408 ( 0.1%) 071316 ( 0%}
272COT 65/1540 ( 42%)  52/1314 (4.0%)
274C5T 3/1540 ( 0.2%) 2/1314 {0.2%)
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(T:Cationic Trypsinogen {PR$S1)
@Pancreatic Secretory Trypsin Inhibitor (PSTI)
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@ o 1-Antitrypsin
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Lipoprotein Lipase, Apolipoprotein, Glycogen Storage Disease Type fa
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Johanson-Blizzard fE1&8#, Shwachman-Diamond AiE{R &%
BT NI-NABICBEETLBRETER

ADH, ALDH

R67CERIZ. ZEPSTIRLEAKRES 1 v —%
LD, oy N7 (FIVTI Ly~
FRNIFAREVEODRGVAN 71 B2
LD, HB0NESHENEEEND g
B, IHE, FRICELCEVATA CREANMO T
FRIUATA VBREEVANT 1« BigaEBEL.
DANT 4 FREEOHEBAZELSTHEELDH B,
WM ORI L - TH, R6TCERIZLK - TPSTI
TN OEREENRE< MDY, FUTIE
OESNBETFT 5 Z &t FHENS,

HEREAEETOEEFREY LTI, PRSSI
PSTI/SPINK1., cystic fibrosis transmembrane
conductance regulator (CFTR), « 1-antitrypsin 72
EOHN IR THEEEINLERTOERENET
HFonsd., oM. FIBME. & CamiE. A
BEEEETABEETERGRE., A THREIN,
EHREOREOBEREATEIIEETLIERDD
oens(#2) INsOHRT, BRTERINER
OREZES T2 ZESHESAEDBDEL T,
PRSSI, PSTI/SPINKI1. %U CFTR® 3 B5TH
HiFonsd, Lnl, CFTROHEACIBITSZER
FEZED TR, TOTREBKIIBITILHDE
IHE< B> TWwWAIZ &5, CFTREETOREN
REATIARWL., LEdio T, BEAZEETSHE
EFREEMTT 5213, PRSSI & PSTI/SPINK1
HEFEERIT ONEYEEDNS, PRSSI TR
I722, 34, £, PSTI/SPINKI Tlix 7

£3. BETEEICERT SRROBEERR

I. NEEFARABICERT 2K OFTRERLSD SEH
O BEFEMHES GREFBI20FLT. SG/NEER)
@ RIEMELR (RRAICEROERZELY)

0. RETERBRR
(DPRSST  Exon 2 (A16V, D22G, K23R, N29)

Exon 3 (R122H)

Exon 1 (M1T)

Exon 3 (N34S)

Exan 4 (R67C)

BCFTR. «a 1-Antitrypsinds & BODIRIEF. KIUPRSSTE
PSTIOR® exon, intron [Z-D LY Tid ootional

@PsT!

Vl. 3. ARERBGLTHR (L,
2) FNEOQILIY OB EREFETLHONRIL
EEDhN5S.

BETERICERT 2BAOZMAER L LTI,
BRNEFERECEEE. ERANIZEROREEN
HEBRICEETERICERT A EEA. &
GEFOLTBRMBEZTY ELIWEEZSE, £ EO
BETERETLZMIDWTIL, PRSSIOTLYYV >
2. 3. BXUPSTI/SPINKI®ITZ>1, 3.
4 DEEMBEREAEL. HOT Y A2 RO
. RUFOMOBETOREBIZIODLWTIERA S>3
DEEZZBOBENERDLNE(EI),
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B1. AFAZ s bUTF L = o OMEETEREA
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AT‘G TGA
|
Genomic : 1.9 kb 1.5 kb 33 kb :
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M1T P555 |¥83-6%insTTTT
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B2. BEHWERD) T A 27 Y EESY—(PSTD OIBE T4 R
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5,

NiEsE. BIETERIIL DS O RBEEE.
E&s#EE 37— 2003; 90: in press.
FMB-, LHEEZ, /NIhEs BERE D
FT7—E, 7077 -1 s —. Mole-
cular Medicine 2002; 39: 68-75,

4)

F. &3k G. BEREKRER
1) Chiari H. Uber Seilbstverdauung des men- Zuial
schlichen Pankreas. Zeitschrift fur Heil-
kunde 1986; 17: 69-96. H. BiIRRExE
2) Hirota M, Kuwata K, Ohmuraya M, Ogawa 1. im3CR#E

M. From acute to chronic pancreatitis: the
role of the mutations in the pancreatic
secretory trypsin inhibitor gene. J Panc-
reas 2003; 4: 83-8.

1) Kuwata M, Hirota M, Shimizu H, Nakae
M, Nishihara S, Takimoto A, Mitsushima
K, Kikuchi N, Endo K, Inouce M, Ogawa
M. Functional analysis of recombinant

—121—



pancreatic secretory trypsin inhibitor
protein with amino-acid substitution. J
Gastroenterol 2002; 37: 928-34.

2) Hirota M, Kuwata K, Ohmuraya M, Oga-
wa M. From acute to chronic pancreati-
tis: the role of mutations in the pancreat-
ic secretory trypsin inhibitor gene. J
Pancreas 2003; 4: 83-8.

3) RZMETF LHEZ MIEE BRERE SO
F7—¥, 7oF7—t1 kESH—. Mole
cular Medicine 2002; 39: 68-75.

2. FoRk

1) &EET, RHEBE, MIEE EREFIZS
RSB T L A EEY DR
FRYE. HASE 103(H) 2002 131,

2) Hirota M, Kuwata K, Ohmuraya M,
Ogawa M. Significance of trypsin
inhibitor gene mutation in the predispo-
sition to pancreatitis. The 19 Kuma-
moto Medical Bioscience Symposium
2002: 35-6.

3) Kuwata K, Hirota M, Ogawa M. Func-
tional analysis of pancreatic trypsin
inhibitor protein with amino acid substi-
tution. The 19" Kumamoto Medical
Bioscience Symposium  2002: 60.

4) Omuraya M, Hirokawa K, Araki M, Araki
K, Hirota M, Ogawa M, Yamamura K.
Generation of pancreatic secretory
trypsin inhibitor gene knockout mice.
The 19 Kumamoto Medical Bioscience
Symposium  2002:; 78.

. HRMEEOLER - SHIR
. FrEFmE Ll
ERANERHE ZEAL
. O EEPA W

W DN = -

—-122-



