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BERFRR >1/3

+
INEELERE or AR

i&ﬁ]

EMRATR <1/3

+
MAFEALEFRR or H#FT R

1 REARBEERONR (n=301)
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Bl 5 WIZHE R o & 5 IEF]
X196 (6%) Tadh o7, T, MlikEfbsi
EMAB L UHMFE ED 2w (HiHwn
REELoNTWR) A, RS FED 130 EICE
LT 5 WERTH A 5 N BEFIH236] (8%),
MU Ak 131272 2 VR RO AT
HHNBIEFTH (2%) THo:.
2. B{AESPRORESTEEEDa Y V¥ 2

S WO G E L 2B NS 2 O35
ZEVEG) TN T167THITC, IS DERIZBIY
BIEWAEE T - BRI OWTOMTE L%
BEZ, BRIIOWTOa 24 A% LTI
EHLI.
1) BRI
OEHNE

HO R RO FI 167 511 BT 2 iGN
BRR2IIRT, HEFLF—IRFRh &0
{, BIFMICEL 7V Fo o5 08Th - £
FIH 9461 (56%) THho7., T, HHEFL
FT=VETL R B5H320 (19%) THIT
ENTEY, WEEHbEL EH3/4 (126,
75%) OEFIICTL F= 53 ThhTEh,
HCREMMETIIZEOTL F= v ol b5 559

BERR AR D 1/3 12 A 72 10,
WAL

BOREREZZONE, —F, JEBEFLS -
BHEAeflTitbivTs Y, YL F=CHRFD

HogbE, BHFLF -2 etkD23% (38
Bl) ifThbhTwi, JEEFLF—JEFLF
S UEGOATIRICED ST, R EE R
T LIEGNII UG TH o7, Fof, BEOE

F47 (n=14)TRA(n=5)
ZIBEE (n=8)

UDCA (n=3)
B DI
BE KL —3 ;
2
(n=6) //////////////m.._ gO7LF=>

(n=94, 56%)

BERFLF-—2
+BOSL F=
(n=32, 19%)

H2 HORSEMERS GERN, n=167) OHREAE

TERER DGRV, BBEEL8HF, YT
F & a— ik (UDCA) #3Ficiz5 s hTwun
7z,

QFEEWIC B B EREORIR (M3)

WHE 2R IS EF QBRI oW TR 3
&, FELLE B57%) OERPTL F= 5
DHETRIFMIZE RSN TR (K3), T 7,
V3DFEGUI TV F2 A5 BE F L+ —
HEHERTWE, SEEEROYY VE s
AR Lo -0 THEMITNITH 25T, 8
DEEFTIE TV Fo V5 CHBETETH S
EHEE I N, BEOBERREOFEL L,
TV N V50K THTE B L BEH ORRK
BIZOWT, $BELIIMEHPLETHS.
QFHAEII BT 2 EMR (K4)

TV FoVHEBES (n=94) TERL LD, -
THEFI 28 B Y, RED LD - 7ER (H4-A,
B TEAH EERL) 2RV TwERI307.8%



BEFLF-—-
(n=4, 52)

B KLF—3 ~ ]
+&O7L k= |
(n=25, 33%)

BEOMEELED
AE (n=3, 4%)

gn07L K=
(n=43, 57%)

3 FHRFZ B B EEREORR

A ERE
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80 | O A~El
EiERE T
—_ DERL -
260
P
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40 |
20 | 24
o Vi ]
PSLiZS IBiE Jil=BTE) 2 AEREE/
oF FLr—3 FlLd—¥ EEodtdt
{n=04) +PSL (¥ pEds iR
(n=31) (n=4) (n=12)

B. EEETORE
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N.S.
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m 250}
ﬁ —
o 2w
T
P
B 150 |
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100 149.8
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116.4 -
st |eg7 g
B
0 i i L —
PSLIGS ilzB=g kT T BEE/
¥ FL+—39 FLFyF—3U SEoEs
{n=66) +PSL (OF A
(n=32) (n=4) (n=8)

4 BCOREMIRIzE T 2 EIREL AT

Thot, BEFLF—VETLFZ 5D
fEARE (n=31) TRRI00%BDERETH o 72,
FEFEIE A v, JHE PV — P ORTEHR
ENFEG (n=4) PEHEEREE OB
KOHEBIB b 2EN (n=12) TH LK
EWERRERLTEY (4100%, 83.3%),
MERORBICEI WV EMERTENOH L Z LHF

R AN, B, RRBELEEOREREL
DBBEHB S L bRIERICHL, TV Ry

BEOAOEFNBICEENFLF—-YETLF
SV BEEOHERFETIE, FEIIBVWEMEL R

L7z (p<0.05 ; x*R5E).
AMORBETIREROERTWR LR 072
o8, EMITOHBIZOWTRIELDEHK
2, FIEMETHEZIAOR o7 (H

4-B). LHL, 7V F=r#HE50ROEF T
DFEFH L, TR COMMSEWIREIZ
Hote,

H S REMIFEDEBIEDREIR

CREOTL Py REEEOIERTH S,
CEEGFITRIES F L=V 2 EET 5.

- ERBAHMTRIEN T Y FO- L ET).
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2) AF0A NG B A R

BOTV F 0 RETHBESNIZEN DS L
3, —H&H72H40mgdh HnI30 mgD x5 ET
GERPFGEN TV (H5-A). fifET ol
(1340 mg MR 5B T90.6 £122.10 (n=19),
30 mg RS T701£117.8H (n=41) T3
n, MEMCHEEER2>o7 ([M5-B). L
Fo o500 cCoMBZH6IRY. &
i (50.8%) DEFIDIGRIELA B LNIICE
iRl F/, 2HBAZTIZ738%, 3478
T TIZRO % DIEGITIERIT L Tz,

DEDFELY, #O7L F= ¥ %30~ 40
mg/H & VBB L, R+ 2~48ME5 L
%, BRHEOUELALNS, 2~37H*%H
RIHERFE T Tl T 2O ETRY & &
ZAbNABATOAL FEHFETHE, 2704 F
BHORFEHEL L UTHBRIZOWT OB
(k) 1213, miEy a7 »RIgG, 1gGa 7%
EnMAbERAER, BEEmERE, %8
R Rz EOBIRMELSE LT, &
B, 2704 FIEHFOEN» O BESFEES
NEWHEFIZR, BO7L For & BECR
Wik L, BEESTICB VA FIFMSLE
Ths.
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73A B1A

HIRBS R LN
8A 220
] [A] [1A]
(5.5%) (12.5%) (22.7%) (5.1%)
|
P<0.05
F7 ZF7oof FOfLHke s
0 6 12 18 24 30 36 42 s 7
(30 mg—15mg %ﬁm ' ' ' ' '
L 30mg-5mg 777w
~ 30 mg~5mg [ T hEs (4r R)
30 mg —~ 2.5 mg :D" B (94 8)
-~ 30mg—25mg( RE ) [ P74 ;55 B)
/ 30mg—5mg V77 7 2 i
35mg—~5mg I Vi i i
30mg—+5mg ! 77777 7 ]
30 mg—5mg [ V7777
30 mg — 5 mg W
30mg—5mg A
30 mg — 5 mg 7
30mg—5mg m
30mg—+5 i
40 23 5 :g % OxmEEAEE (A)
30 mg —5mg 7 DHEE (5)
domg—+5mg(BBR)
3omg—+5mg(RH ) W v EERET (A)
30 mg—2.5mg :@
40 mg—2.5mg :@
\ 30mg—25mg 77
Es FHAM, dededchbflizs g s #0O7L For DRSS Ak
EOREMIED 2 7 a4 PG TEREAR  3) A70A FIEFE | MRk
&% BRI OWTHEARIEROH o 72 EH)
CHEOFL F=r30~40 mgHY» SHEE2ME  KBWT, TV Forofd ke gRicown
15, THRFLZ (M7). BAKEOTL F=rigs

SRR 2 ~ 4TS L, BEREMEoS MRGSR, BEHICAmSERL. 2L, T
HEALLDS, 2~3WAEFEHRIIHSERIET VFoCERELTEOZT EHIEL/8ERPL
KT 5. BIASEM L7z, BB 06117 (84%) HHEFfiE
AT OA FEREOFEHEILE, Gy e IIBITL, —ZBRH0oRSRIChIE L2250
T v 1gG, IgGa % EOMMAEILFRAR O BsHl (22.7%) FEIRLA. —77, MHEERE
B, EEmEErmd, 2EeERARRe 0 EERHEITTWL39ENORTHR L ERIZ2
BREELYBEIZT S, Bl (5.1%) Thh, HFFREOFETHRICD
2T OA4 FEREOEAD CHEBEEFBESNL  WTOREENALRT (p<0.05).

WA, TP 2 RBIBICEE - BHIAG & MR REP IR BT 5O F=
L, BETSTIIBWAETFMETS. YREOEFERSICRT. TERIAL X UM
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R HHROFRIILLZEREBEDLE

EERfE  1aH BN 3ra AHY A
TERI/ LR - Bt 42/59 (71.2%) 812 (66.6%) .s.
IR SEIEEEY (%) 61.8+11.8 {n=58) 56.8 £10.2 (n=12) .S,
BERAELR Rifid b 17/59 (28.8%) 2/2 (100%) n.s.
Tib b 35/60 (58.3%) 8/12 (66.7%) LS.
BB D 5/58 (8.6%) 3712 (25.0%) n.s.
Efiid b 35/60 (58.3%) 812 (56.7%) ns.
ML FIMER (pl) 5705+ 1,855 (n=59) 6,489+1351 (n=12) ns.
Jrgg (pul) 1,504 +1.250 (n=54) 1,791+ 498 (n=11) ns.
y -globulin (g/d) 2,11+ 1.06 (n=53) 262+130 (n=8) n.s.
IgG (mg/dl) 23221012 (n=58) 2,457+920 (n=12) 8.
IgG4 (mg/dl) 926 £ 1,640 (n=27) 905 + 700 (n=2) n.s.
ANA (> £) 34/60 (56.7%) 9/12 (75.0%) .S,
ANA (>4) 11/60 (18.3%) 212 (16.7%) n.s.
RA test 14/42 (33.3%) 2/8 (25.0%) n.s.
itz PFDHER (<70%) 33/38 (86.8%) 172 (50%) n.s.
RIS b 45/61 (73.8%) 7/12 (58.3%) n.s.
i {g U F AMEREY S 31/61 (50.8%) 7/12 (58.3%) n.s.
U APEREREK 36/61 (59.0%) 10/12 (83.3%) n.s.
FEARTELRAE (BEER)  23/46 (50.0%) 8/9 (88.9%) P<0.05
AEARTTIRZE (Hh) 846 (17.4%) 1/9 {11.1%) ..
AR LR 39/58 (67.2%) 911 {81.8%) ns,
BEHLEE  FRRB D 22/25 (88.0%) 2/2 (100%) n.s.

*O Zfiﬂ‘i‘m'u'A A5 u/

FEEX S, #O7L For oS HMITERNI
FNEFEETHot. SPGB
HIEATAIITH L D5, BHAPIEEFBIICBWY
TAFO4 FESHEIUS»LEIED S
Nhhodz, —h, BHROFRIZLIYAFOA
FITERT ORISR, My, WETRE it
WERRET 7oA 8 (), T (WD) ARlnisskse
EIRTHEAEBVWTHRESTRICE o /2
(P<0.05). FPFRIZFRE T 5BEMED
DEoE L BUEEENREN, SHOMREIL
BECThb. 2B, BFOTV Fo oMy E
ELT25~5 mg/HDIERIE L, &L DIE
MR ETHEBEMAER O Tu Ry,
HOESERE TR AT O FOREpfiiE
HARBOEMHZINE TR EEZONS,
fE>T, A7 04 FHFRSPIIC &) Bk
PESRTAHILRIFHEINLHERTHY, Tl
OIHNI I HEFEEOFESA N TH L. L
L, HORIEERESERMIZTF R 2ED
THhhHIEIIMA, A7o4 VRIS ORIE

Feie (200242) 9 12T AR

o

’

%

_ma /
g .
: .
.
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648 /
%

PSL
EEh RS h%tfé
f{hikiE bk

9 2Fu4 FEEFICET 3T, B ToOBEY

MEZR LGS, —E0#FHRERIZIZ L
M50 E»EThs, ERrHLT
TOHBIIEEPGIFEOERNIFEZ NI L LY
(K9), HpFEoMIIBEBENClie~124H
BlAgLeZEzoN5,
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BEKLF—T (BER) |

PSL 30~40 mg/day

— L EATS,

*EOF L F= > (PSL) 554050 LR TH L, WHEITIE
BEFLP—I2#EETS. ERASHAGLFEOD Y b
R L, BOREMNROZITFO L WEEE
T, ERBILATOA FEFELITo TIE R 562w,
O FEFOEEH S BHEEITRE s hhvis, B &
LBV % 4TS .

7, AF

PSL 2.5~5 mg/day

JPTITTTITE =

Y YT
1R/E EREA HEEE 2BEE
(2~35 B) (6~124 RA)

wbom s (ERR R, MR

*AF 04 FEROMRHES LUBRIIDWTOFEEREIL, it y 707 ¥ 2 1gG, 16,
EMR, FECHESTESEL S OEREREEF TS,

E10 HOREEREOHEHE

AOREMADA 7 a4 FIER | iRk

CEBREREIE LTEOSL Py OHBER 4

5 (25~5mgBMEE) #1T9.

- MR OMIIC oW TRA R ORFRET

50,

— Y (BRELT6~127 AR

OMFRESG BRI L F= 2k L, BT

/-'-\D

B WEREELITS.

. ﬁ%®nAﬁﬁﬁ JImEy 78 71) 101G, IgG4 5.

DM LEREN R, BB &R,

HE R PR e COBRREER B E L
A,

E. #4558

LFEOREEROBFED VBT RAIZET 6.
N BN
EOKFTEHRAEERANEICEST-LDOTHY,
IR I RREG R LR T A L

 HOSEMER L O BEEH 2 K101

BRL7

BTV RATHA, 4, 5124
DEFITORFNRP _EERELRLILLIEDS

WERRABE AL I N 5.

F. &)Xk
1. HAEERSS
2001; 16: 560-561.

MREL O S, JBLE 1997; 18: 411-419.
3. AR¥—, TH ¥, KH# ﬁ,&m&m

bW b B CREMMERD RS

BB ERE R R Wn$%ﬁéﬁhﬁ$

L, SETE, 4REBFE. AR

AP NE S B R BB IR 2R R, B

FRYMET. B9

M+ 2MAENAR FPRI1IZFEWRERSESSH
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2001; 84-91.

mH 5, FAm#FE—, RHF =, NI v
b5 ECRENEREOERPE—FHEORT
HNFHEFIZ BT IR EMBT RO —. K
BB E R B AT R T R M e R BB
HEAAIRTE FR1EEMIERET 2000;
56-65.

W I, HEH—, K E, ANTHE v
bR L HCRERHEOERTE—ATOM4 P
AR U /AER I B B ERIEOME—. [
H ST FE R BT R R S T R A YRR B
B+ 2 FAENH FRIZEETEET S
2001; 72-83.

HAMEY ., AREERZESBOREERLD
BrIEHE20024F, JElH 2002; 17: 585-587.

M 5, WEH—, K E, NIEHE, v
H@ A HCREMER RO TR B LU
7OV a— kg & oxtib—, TESHEY
i ot Hepr n g e R G PN IS B 3 2 R
R FRISFEMERSET 2002;
100-110.

Tifk Ih, HOREHmMEOESNAE, HCK
ERBICAGHETABERELOERENSE, HCKR
P BE O BEE R IE O BT &G HHEH O /ER
JE 4 35 40 45 s R xd SE R IR e ik WS AR R B

RS AR El 14 F AT - 4400
geiiile 2003; 169-172.
T OIh, K . BOAEMRieoEEN

7E, HORERDIZEH T HRMNEREOEER
LU 54 1 B O A S R A e i e



FERICMT 2T ERIGEER - 7
FHEFFE R 2003; 183-194.

10. BB, aREEERAIET CRA BN
HiE. RIFRZ, . BRoBFETEHRRES
IO oo eEEERA~ =27V, &
B R r e R 0BT 1994; 12-
24,

G. BEERIER

FAh L

H. TIREE
1. AL BB
2. FERE BT/ AP

I HRMEEOHER - E8RKA (FEZED)
1. HraTHUG L
2. RAFERGSE 24T L
3. Zofth FHLL
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RS R bR A e R b R it R
TP R s

IR BRRIEIEDEERE

pryemisd Bl # AhBERZEAFEREEHARY Bk

el e

LT (BERATRE TR /A ), AR A (B AR B ok % 24 % 0l 4 %)
HHIEZ (ERAFEOFIIERE LY 4-Wl) ,  GHEZ (HREKFXRFERHLEFFE)
A o0 (PEREEREAAATES: - (AR

(REER]

AIN BT B RETENEARAMEAE O SR 42 & NIHRRE - RIBRAZ IS L, FOIEHEH % 1EK
THIOW, "FERBOESICAT AN LERTH I EENELTE LG L 2. AN
2004 FE1EMB L TMELFEME L, SEOBETIE, S1M, H2Bo#EThod s iEF S
A E O THEMT 5. R RIFE IR RETH 2700, BOFARRRIZE > THIE

FHRIC RS LALEr AL RERFS L. £2C, "L AMMNBRRICEAT2MNENER" obhti
BEELID, EFIME LT L VRFEL, BHATEZRELL.

A THREHN

TETeRu AR AEsE (cystic fibrosis; CF) 12, cystic
fibrosis transmembrane conductance regulator
(CFTR) AEFIEHZIEE & T2 B hstE
MIRERETH S, CFTRC-F v A& 5D
FRBEHIICIEL, TORBEAEOREICL
D, B, WARAY, SGNTRERE, RS, WELR L
EHOLERHARICS T ST LEERLL S,
L7230 T, FERTOCHEEDO LR #4541 &
L, ZRemEtrte, /2, BERIEXE,
ElSEEdE, DUAIRE, RO —HOL
HIXCFTRGE TR EFHHEICEHLTEY,
CFTREMEL L L TIHEH S Twa e,
CRIIECRANIZZ WA, RIETRBOTHTH
Do SEEEMHIEE &+ 1A 350,000 NIZT AL HEEL
TWwaY, bAETIE, FRINFEOBFEIE
CNNBE) 12X D CRR2ET LI E D & iz iy,
FOHk, EEMGREITORTBS Y, EiE
RIEFET -3, BT, HRADCFEZ®D
CFTRMEFEROANs VAR ERL L
ENDLroTELY, KIBIZEBIT S CFDRAER
BEZ & TNICHIRE - REMEBEW S I L THT
fESt 2 T B 721, 199449 £ 199947 @
MG & T, B3RO EERERE T BG
L7-.

B. IiRF*

“TEEBOEZIET AR SWHEL,
E3meEESNELIZEL, BELL 4E0
AT, fRC, REEROSREHO T
A7z, Ik GEEEE) OR, RIEROE
BERHA, SRITIRTE & 72 0458, EHEAR (i
KIEFE) EMEMAS (BF12) 2&DH 7,
DT R iR & R4,

1. AR % 2004 R 14ERI B L U8B £ 1048
ET 5,

2, —RFALELE LT, 20054E1 12, £EHDH
RE400 DL E DB AR D/NEF B X UV R B
AFELZ, 20044E14ERTB L USBE10FEB O CFE
ZORELENY GEEFALEL) 2BH0ED
whH, T, fIRELT, BEEwEHE “UFA
AR EICET AMEMER" OFRIZ, U
THBIENVDPE ) PEEVELE S,

3. RWMAE LT, @—kFAET [EMNAE
Nl LEEFINIRER, OEFARES GRrEs
BIXUHEEREE) PEINTWLEER, @BED
EERALTEGNOMEDD - 72 Hizk~, EHR
I (ARMEAE, A#12) L EE~OHH
iy - MIRH (TEFh12), BHRE~OSHWETE (§
FH12) 2 EAiT 5,

4, TR (AHBRFETHESERRE) 2Bv
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2. BNV WRRRERRE
3. CFTR:ERF2Hh

1. FHCIHEIE

B REFENEHE ORI - WER A — b ik

ZoAREMATE, EANEE DS, ENOR
WhFzy s LLET, EWNOELZL GERKT
fE) 2179 . HMERONOMMEY T AT
EELT, T EALE L.

5. AEHERBAEEL, BAGHEICHmET 5
(2006 FE3 HEHOT ). ERRIEIIERNFHO
BT %, EEMRNAROHR ZHYT 5.

6. HAtBRORFEHLINLBE, FAEIC
B EEE, GRS TE%ET 5.
(PR ~ D BLRE)

REFFERTEIE BT (KM OfEY
BERERKFL, SHIESR (REGE) ORF
BT A2 ERERFESMEHZASIITRAS
NG L, EANRERET L -O8E
FEREL, My LABAGTRTEELRIEL
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BWEFry 2 LizbT, EFOERL GEET
BE) %179, BEGROBHNEL T AL
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C. IR#HER

1. §CI2, —RMAE %590z #% L7,
2R 15 HIAE, 380HERH0 6 EEVH D, 11EH
HRESREINTWE, “UF AT 550
BHEPE” 25 iE, 2EFIORENH 70,

2. 19894 DA DIERIHG £ HEL 22 L & 5,
ITIEFIDHE D - 7.

3. 1994 B X 19994 DL BT, W

EREATEEL TWHERIIRERNTSH 5.
INEDERMEEGE LT, RELAFIZTAENA
Ex#1TS.

D. EE

Yamashiro & i, HASEIZ BT 5 CF O SEHEH
FEix, HAE3SFHFAELY I AREEHfELTY
Ly, —F, 19994 020 CFEEHRE? ©
T— ¥ w BRICCFOR/IERE LT LA 24,
1999 F 1 F B O SHMBEIZISA (95 %BEHIK
fl:12~18) THhor. ZOHED ANOBEEHKET
12X 20~ 19D A0 S FEHE ORI
AJ1,740,000 A (95 %ASFX M « 1/218 75~ 1/145
7)) THhot:n, RERIFEECHLERTHL -
B, BPloFEERNICL > THHEFMEICRE R
MEFEOTRESS L. SHOTETE, 1
[\, #F2MORETED SNEGNOBIEL
fFECERBL, SHERMRE (RFEHL, &
IR ERAST, MAERELIEL WD
WTHREARATAZ L L. 4713, B
HZEATERE, LYEMRBERET—5 %215
A rizhh, CFREDQOLDY & THROIL
BT OMEEE L LLES DL EEbRE,
CFOEEFTIE, FEEIPLAIZD L,V
TAREELRREBRPELRIL, £ I35y
RIS T 5. SOFEPETIE, 19944 (AEF
)@ &£19994F (/NMIFE)» w2, &EBAE L%
Tot:. FOER, 194F0HEERICHERT
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BY, H80%DEENFI0FLE LTS S Z &A5H]
Ll o, FTOEBEE LT, WREGREE
DEFRE - WSR2, CFTREETFOR
RIZX O RIEDEHRIE T 722k, HILSE
KEMEDLZWEES GEEEIH) BHshs
S kot b, BEPEILRL, THE
XOIIWETA-OIZIE, FNEFBERET S
BRI T BN IEYLETH L, §F
WZBRIE~FRESESH B WIIEEROER TIX, T
HEZGTECEFOEOEENFSIETE S,
ARIOFAFTIE, BEIRER, BIFNE, K8k
HEOFBE TROERELFATT S,

HASETCIE CFOFRED EIBRM IR 2 i
Bad i, BAOHEBELSEZEIIBEIED
bIMTEA., SMOREICLY, HHEMEIRE
H3 588 EIFERMFIOHMBEDE Y, HiELR
B TFHOECR Y, HAANBEOEEH
HCRY, MR RPN, OB,
RPRERDSFEFIRBT LI LA TE D LB
INhb.

E. #5588
SMoEINEEEFREQLEICEY, IO
15 E DA EIZ B L TR HEIE D FIE &
BT AL EZLNE, ZOREELT
2T, REODE 2 6 ICHRT 2 ER L,
G 2TV EERTATETH B, 5,
CFEEDTH L O IZQOLOEIED oI,
Bk THITS R TWA L9 R CFREOEGIH %
HMATALRYE, LDIEERESE L RIORER
WMELERICEED &, (R0, WEITRESET T
AT ADCFREA~ONE & ILAH %2 T
LUENHDL (K).
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1. Greger R, Schreiber R, Mall M, Wissner A, Hopf A,
Briel M, Bleich M, Warth R, Kunzelmann K. Cystic
fibrosis and CFTR. Pfliigers Arch 2001; 443 Supp!
1: 83-7.

2. Naruse §, Kitagawa M, Ishiguro H, Fujiki K,
Hayakawa T. Cystic fibrosis and related diseases of
the pancreas. Best Pract Res Clin Gastroenterol
2002; 16: 511-526.
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24: 544-547.
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