BUEREGOHRE L EZDPRDO LN i,
reprimo 2% O f e guttfs 5 C & g & T
18 PEPER B T reprimo EH OB A EFERICH
<, 1BMEPER Tid reprimo B F A IIE = N
TwizW(AF UMb n TRV EE 2 bR
Jz. TDOCZ &5 reprimo B F S 0 E—
X — KD A F{bic kA reprimo & R H
PHNIPEE I BT 53D 5 WIS OERIZE
BT LT ERRBEEINS. L, BELEE
BEREOHIREORICIIER R ONT, 1BHER
GO A R B R T RE TR a7,

E. f&&m

reprimo O A F VAL IT B FE SR & i U FE
JE, BHEREIMEE CTERICHEE NS, #
T OMERANDOBE NSRS S Nz, BHERER
GO & R COERETH O TR, &b
I ARSI EEE 2 5.

F. &3

1. Ueki T, Toyama M, Sohn T, Yeo CY, Issa JP,
Hurban RH, Goggins M: Hypermethylation of
multiple genes in pancreatic adenocarcinoma.
Cancer research. 2000, 60: 1835-1839.

2. Sato N, Fukushima N, Maitra A, Matsubayashi
H, Yeo CJ, Cameron JL, Hruban RH, Goggins
M: Discovery of novel targets for aberrant
methylation in pancreatic carcinoma using high—
throughput microarrays. Cancer research. 2003,
63: 3735-3742.

3. Omura N, Li CP, Li A, Hong SM, Walter K,
Jimeno A, Hidalgo M, Goggins M: Genome-
wide profiling of methylated promoters in pan-
creatic adenocarcinoma, Cancer Biol Ther.
2008, 7(7): 1146-1156.

4. Sato N, Fukushima N, Matsubayashi H, Ia-
cobuzio-Donahue CA, Yeo CJ, Goggins M:
Aberrant methylation of Repeimo correlates
with genetic instability and predicts poor prog-
nosis in pancreatic ductal adenocarcinoma. Can-
cer. 2006, 107(2); 201-257.

G. FIHEx

1. FOCFR

2. FEFEER

1) FEFE, K B, HLUEE, MR
w, EREE, & ®F, BIUBAL. &
MERER & DR IC 351 5 DNA X F )L LR
WO, B44E B AERF SR, Al
#. 20134 7 H25-26H

ZAinL

H. ZB9MEEMEDHER - BRI (FEEZED)

1. FrEFEfS B4
2. EHHEER &4k
3. Tl ML

—312—



M. BrZERRRAEE
1) XRAET7OZ 7 b

—3jllgy—



BAG @RS (BHEERESE wRITEES)
BEoEM RS S

B IRRRHEE (FERRMERRHEME CF) B 8RB

proesdE AR B AHEREREREFERYE VX —

RS

B

AT (BEBRRFREREAFTHNFEL VI —), hELROE BEHERRFRFEERERERERY)

5787 =S N S DR N : VI 7

THIRAL ES
CF Bl D A /N —

BB GRS m 2wy e ] SR S a2
5, FHEME CGRACKSREHEARPED

(FEEE]

JRE R i HEE (ZENOMERRAESE cystic fibrosis: CF) D2 & e HICBE ¢ A& % £ R E & BFFEE O
THEETAZLEEZHE LT, 2012FEICEBHHE LSS BT, 7 o794 |k (http://www.htc.nago
ya-u.ac.jp/ ishiguro/Thn/cftr.html) ZfEB L 7-. B&HIEEICIX, CF OBRICH /- HEHBE (BAE, 25
LORBERZITFED234), D5 VIXHEFRICETAHE O TE 5HRE, Tilld 5 W ILEET
W RECE MR, REFOFEMAR, FKESF CFTR OFEMFRZELESIML THA. 2013
FELD, FIEKFLEAHFBAFOMEZELOARZET, TOHELZFIHL T, BEORROE
b7 1 FEBICHAET A L& L. WEFAETHE, 20128 HRBICTL - BEEED T, 234158
M1, 1260 OREBAEZELE LN, FERHOFIEIZ IR TH -7, BWEEDEH TH S
Fe Cl- BEOEE, BASWBEERE, WRIEBER, BEEEA VYR, KEREZ, Thzth, 21
BQE 0 2 FIIERIE), 1841, 2141, 84, 3FNCR Sh/z. CFTR EETFHTBITHON/427
v, 307 Lvic CF FRERFER EH SN/,

A. B%E BHY

TR 22 R HEE (ZE M R AfEIE cystic fibrosis:
CF)iZ, cystic fibrosis transmembrane conduc-
tance regulator (CFTR) DEETEEA RN &
THHEREELSEBEEEEERETHA. CFTR
Cl- F % Vi & HF O EREMICREEL, #
BEREOREICLD, B, HLE, SGERE,
WEE, TELELEFO ERBEERICRE« &
ENEL 570, H¥EFELYRT. CFIEK
KAICE WD, BREEDT VT TidD TH
THAh.

JE A R O BRI BICEE T S RE AT
Pk, 5 F@/IC CF 04 EEFRELEML,
B EFONISEFIORRERZHEL 72,
FICE D, 1FEFOZREHZRITIS~20A, K
BmiIEAD CF U TW A2 FL4 R % Tl
e HBEREGIN S, NEREEVELA
EOE & THRAE PB4 AR 2051 i
Toln iz y, baEO CF OERERH L NITk

S/, ThiCinz T, KE7REIE, KT
BEAICHEDN TOWAREEIERNTHE I N
Tz, EBETZ2H (CFTR & T#T) &
BaERMT (FFrh Cl- BEHIEIC L % CFTR #aE
D) DEE 3% - Tz, FIBE & 7% 5
TEMBEEICTEAERPENICITEA CE
WZ ETH- 7.

CF OELRE(TIVEFA L®: FILF—FT

W75, F—EA®: TS5 VR A,
YR VAV mAMREE S fREESR) D\ T

i3, ERTOEBRPMTON T, B4
BERBHNTOT— R EHICRTEHTL,
012 EAHRIC3IFNEBICHEZALDITE
722, BIEFZEOEHIZE Y, HRAB AW
27 V7 ANBICEE O CFTR Bin TE R/
HEINTWBSY., BREEZEIC OWVWTh, Bk
THVWOLNTWAEERIE O A & HH
2012 IR SN, e D ORBHERIT
O Cl- BEXHE T AEHEY L8 C, BEA

— 315 —



D 3 Mgk CHEERZ TN ATREIC 7n o 7. E /2,
MR TIE, CFOBFICE T 5 FHryIits
TAHTERERE LT, 20124E1C CF B&HIE
b B, 7= 7Y A b (http://www.htc.na
goya-u.ac.jp/ ishiguro/lhn/cftr.html) #BEE% L
729, B, CFEELXZTFOERE (23
%), BEOME N TE HH#E(124), #i&
Foh bk L UBBERE A R T A T EEY, R
EFXOFMR, EBEHEEZEDSIML T
A. LT, 2013 LV, CFEEFEICE
L CW AR > CF B3E ORKREE
T 1AFEEICBY, FEAREORE L EIfEFA
TREET AT &L L.

B. Mz A%

1. CFEHHECEERY, HFHERFHEE
FREEAEREY VX — KFBREE R
B RERE A REICE .

2. EBEEHIT, 2009FEOLEESEHREEICH
T2 WiEBE, BLXUEBRBTF
Cl- EEERE % 5 W& CFTR 3&EF MW
OEKFE A 2T 7o EERBEICKEL 7. $£7,
TIWEFA LS, F—E A% Y7 LF
VERPFE T ARSI, CNODEY
L7z EBEISS L CHEBERANEK T 5
KO mERKEL /2.

3. CFESHEICEHFINTVWALIEBEER
i, HEETEE, BENONHAERUFAE
Z, AEEAZER DEAML, BERS
N7 23FEBI DO FAEAENZE 2 7T L 7.

(R E A~ OBE)

1. EABROEEDI-DHDED Ped

1) CFRWAEBTHLD, EEXZLZL
CTEADBEBEINLIBNDED L. B
B, EHRE, HKE, sIURESH
2, BREVEFIHT L ICH0, BE
OEABHRZHE T L2 ORAROEE
Bt 5.

2) FEBMEICBWTHEONBHRON, B
ZEADBEINLBNOD HBERITA
Bl RARRIL, BEEADEE
INEVWREEE - 13HmcE LAY

%.

2. FIZFMBIZES+ AHD Ped

D) FHR, ERE, HRXRE, SIUHES
id, BEEEZN L TMDBBERIT
BEDIDICDEANS.

2) AEHHETHONICABRTFERMmL
ICRERT HREAE BEREIRL, &
EITG L CTHRBLOM RO T2/ 5.

3. FEBIRRZEIL, RALKRFRFEEESARIFER
& B2 (&S : 2012-482) R U4
HERFEFEMEGHEFELE RS (XM
Fs  3445) DER BT, BEDHVII
PRAEH DR = EH THTERL 7.

C. MR

1. CFEHHEL L /. HE, FHBE
234, TRABRLTRMET 530 B,
CFTR BEETF#th 2R3 5 2 B i,
PEROME &3 AHKELZSY, FEEFHD
HMR, FHESF CFTR OFEMRLR & ns
mLTWA (K 1).

2. CFBHHEDOY £ 79 A4 F (http: //www.
htc.nagoya-u.ac.jp/ ishiguro/lhn/cftr.html)
hAR L7, BSR4 —, BAER
FLDT L THA LUV TINT WA,

3. 202 PIBRIC T T 7o BT & O T, 23
B (B, L1260 OREMAZ LS
bh/-(GELD. FHOoFREITIRK 2
EEDOHE THAHTFCl- BEOEME, B
S IBREE R 2, MERERER, MEMEA L
TR, FEREL, thzh, 2160250 2

O\ g \FERRRE
A GHEifS, [EREOEE.
LRPE Lo R )
CFESRHIE
BHR BaEAD | PAE
124

THB: 3R
e BETRE: 2
..... RN
EiEEH T EEO R
1 PEEERTARAEE (ZERMERAEE CF) BEHE

234

LN

BEAARFETENN
HREE-MXELT
A

ZRECFTROBRERRT

— 316 —



=1 EFIOME
¥ - AN 1) > B P ey je
s pem TECT BAS TRE BER sum CFTREHAT A5
1 8y HTEL E: @) @) @) — — p.Q1042Tf5X F508del
2 155078 ) O O — — — Y563H H1085R
3 25%47 B 2] O O — O — R1066C R1066C
4 3584 A = O S O — — L441P H1085R
5 55% B @] O O O — dele 16-17b splicing defect of exon 1
6 5ER% 'S O O O — — F508del 182delT
7 5E% % O O O O O M152R —
8 65% @ O @] O O — G85R (125C)
9 =7 % O O O — — dele 16-17b F508del
10 5% 5B O O O — — *
11 85 -3 @) @) O — — 1609delCA G542X
12 9% # O O O O — L441P —
13 74 " O @] O O @] MI152R —
14 1158 S O O O — — Y517H 1540del10
15 18%% 2] O — O — — — _
16 2318 5 O @) @] O — *
17 255% 5 O O O @] — dele 16-17b R75X
18 2555 ] O — O — — — —
19 28BETHEE B O O O — — Q48R —
20 30%% -] AN — O — @] T12201 —
21 37E% % @] O O — — R347H dele 16-17b
22 3TH% k-8 O AN O — — E267V T663P
23 395% 9 A ES O — — (TG12/12, M4T0V/V)  SFRCFTRESE K EDED
AT

Bl BEAE), 18641, 2141, 8¢, 3HFICR
b 7z. CFTR BEFEAfThNn/z427
Vv, 307 LIV CF RINEETE RN
B Sz,

D. &g

50 CF BHEHEOMER & L i, SiEH
DFRRDEEE 1 FEICHE L FIHRARED
R BEWERZHANS, BRTHEETHME S
%, EREEOHELMELER TS, LWETHN
[$HATO CF Ogli#Er RiE ¥, PFRBRE%
RFETD, REOEHEFEL TS, THED
CEEEHEDY « 791 FIEMCESIE
ERWNSIERINTWA. CFOZEICIE,
BEEHE L FRIE, BEM, EEEELE 35S+
REDAZ T OBMBPARTARTH 5. 545,
—IEFIRE AT OR—Y, FRERFERE 5
EICRF ABMON—V R EER ML TWL FE
TH5.

B, KEO CF BEOFEII30mAE %
THEEDD. K203, YMEHELERL /-EE
4 [8 (1994, 1999, 2004, 20094F) D4 E 7 T4&
SPENAEMNC, TO®KIC CF BHHEEBR
DR L 7o EF % & & 72519561 O A 7 fh 7
TH A, FHEFEHMEI2024EChH 5. Bir

0.80 - EEFHME: 202F

0.80 -

0.40 -

0.20 -

0.00

0 5 1‘0 15 2IO ZIS 3‘0 3|5 4IO
FE ()
2 bHED CF(95FEF) DEFER

THET 5 &, THEDEGID LD HFTHRTT
HTEBEN(K3). hF XD cystic fibrosis

registry @ 5 — % (http: // www.cysticfibrosis.
ca/wp-content/uploads/2013/10/Registry2011
FINALOnlineEN.pdf) T4, HEEOH B
RLFHOPE . £z, 19884E5 A LIRTICAEE
N7FEFNC T, 19884E 6 A LIBRICA T
THEF O BAFIE P E (K 4). EE, &
BHEEFHL 7-4EORE CEAERLEON
723BIDOFRE O IMEIL O TH 5 (F 1), #
R~ RN SN ATEFINE 2 722 &
ROBEEDIEFIDES N EDEEBEL THTH

—317—



1.00 1
Bt 4TEH
0.80 - : $ﬁ$ﬁ%ﬁﬁﬁ 22.15;':
LO:-O-O"OQ
% 060 .
P<0.05
# it 4870 38 )
040 | EHAETEEIR. 1844 o e WilcoxontR
.. (Gehan Breslow)
o204
0.00 . . . . . . : ,
0 5 10 16 20 25 30 35 40
F#n (%)
3 HBE®D CF LT : Bk
1.00
LLLLL 0“"‘1.
0.80 A <> ..... 198845 A LIgT&EFEN
Tl ABIEM
L TFHERFHR: 2374
£ 060
= e
Lo
E 040
198846 A WEEEN P
AaTEH L, R @
0-20 1 iga7rsahl: 12.44F p<ool  &o
0.00

o 5 10 15 20 25 30 35 40
316
4 pBEO CF OLAFMER « FRUC & 5 Hig

NnA5, bHEOO CF BEEOTFTHEIPBKITHEAN
%\/\. Jf.ipﬁﬁﬁmuﬁﬂfu A%@%E%ﬁb
T, FHAREORR A BFET 5.

E. #&am

CFiZ, DPETRABHEERTH H/-DBHE
LB BERPR SN Tz, CF OBERICE
T AHERE EBRE EREEORTIEET 5729
o, CFEHHE» b ES, Y279 AF
(http: //www.htc.nagoya-u.ac.jp/ ishiguro/lhn
[cftr.htm]) Z#BEER L 7-. &4, ZOFIELFIH
LT, FHAREORR LEIFAAZRAEL, &
TEE DY ELRELIFR T HTETH 5.

F. &3k

1. gl &, AR ¥, UARET, FREE, o
—BB, BEifE—, E5% &, FHEFZE, TE
B 24 DFEEREGEELEEYHE —K

— 318 —

RAEOMN BELER I R & (S
MR B REFEEZE) [HEMERBICRE T 5
AL | FR2IF R - s EM ARG S
2012: 341-354.

CBOE #, AR B IWUAMT, HNIESE, E

O, MEIIR BERGHEEOHFH L LU
RAREOHN BEAFEBEIEEH &
(BB R B ERB IR ) [EAMERRE B
BH9 2 FRALHIIE | SPR24FEERRTE - IR
& 2013: 248-252.

. Nakakuki M, Fujiki K, Yamamoto A, Ko SB, Yi

L, Ishiguro M, Yamaguchi M, Kondo S, Maru-
yama S, Yanagimoto K, Naruse S, Ishiguro H.
Detection of a large heterozygous deletion and a
splicing defect in the CFTR transcripts from
nasal swab of a Japanese case of cystic fibrosis.
J Hum Genet 2012, 57: 427-33.

. Ishiguro H, Nakakuki M, Yamamoto A, Fujiki

K, Naruse S, Yoshimura K, Shimosegawa T,
and the Research Committee of Intractable Pan-
creatic Diseases, the Ministry of Health, Labor,
and Welfare of Japan. Incidence, prognosis, and
CFTR mutations of cystic fibrosis in Japan.
Pediatr Pulmonol 2013, Suppl 36: 375-376 (ab-

stract).

. Naruse S, Ishiguro H, Suzuki Y, Fujiki K, Ko

SB, Mizuno N, Takemura T, Yamamoto A,
Yoshikawa T, Jin C, Suzuki R, Kitagawa M,
Tsuda T, Kondo T, Hayakawa T. A finger
sweat chloride test for the detection of a high-
risk group of chronic pancreatitis. Pancreas
2004, 28: e80-85.

BB, UEBT, PEIDE, B E

ENFE, HHEMNE, ExXE &, TR &
FBR, RINA—, SIHEA, #LUSHLTF,
AW, BAEZ, BREA, 8t % DE
RIE, WA €&, EEET, BEHEEL, FRE
i, PEBH—, HERE, REET, BAE
R, WICEN B ERARAEE (2 1a AR A IE
CP)E&HE FEa5BpreEmee (8
BRSSPI IEE ) [ R IR B
WAL SPRAFEREE - £ EE
& 2013: 225-247.



TORR O, BB 2 BRMERERE IO (Bt
SCBVRIRR), BRI B »EIERAE AR
B4 TV A 41; 2011: 88-95.

G. WrzER%*

1. FOCHRE FH L

2. FEFER

1) Ishiguro H, Nakakuki M , Yamamoto A,

Fujiki K, Naruse S, Yoshimura S, Shimo-
segawa T, and the Research Committee of
Intractable Pancreatic Diseases, the Minis-
try of Health, Labor, and Welfare of Japan.
Incidence, prognosis, and CFTR mutations
of cystic fibrosis in Japan. The 27th Annual
North American Cystic Fibrosis Confer-
ence. Salt Lake City. 2013.10.

H. MEYEAEMEOHER - BRI (FEZEE)
L. B FEE EErg”
2. RMFEESH &kl
3. Z DAt EErye

—319—



FH 1

FHREEN BEEMREEREMAE @) mRe 20 4% A H
FIRERA:
i PR L DER 2. Zofi( )
GE LEF) P {EH:
(M THEBERR, FITTDALLEE,)
B A (B | HER FHENIE 1. 2L 2. HY
( YEC DA 1. B 2. & | (i a bBE ¢l dip edii 4k g &0 )
NFEAYRFE
(23 VN ¢ L) 1. 72L 2. Y [a/NRIBVERERBIGEIFITEE,
b LB EER EREIEK . T ( )13. B
SRR 1. FlCABR( »AME) 2. ZicwEb( B/A) 3. ABrliEk
(BT 1 4ERE) 4. HRBE (ERpEsE ) 5. T ( HF H) 6. R
WEOZFRIL R fhn N F/p ABEEEH . GEMR
0~5ik | (. »H/ME)
6~107% | ( & HI4E)
1~155% | ( i H /)
16~20 5% | ( 2 HIAE)
21 F~ ( »r H15E)
W2 = PR B 1. &% 3. B HETEFSFE4FE A £ H- &H
2 AR ) [ERmmREA | A A
DML ERRERT | 1. AR 3.7~
2. At % ) B W A £ H- R H
HAEROEELSARE(C . Jem (. kg BT FIROKRE#MBRRY | BEORKIE
DM AEENRHVELZH, 2 —%IR
PUEOHRERE . Jem (. Jke LTRSS

DTS A A
(i EHMAIZO)

a. BITREBRORE b, AZWAE o FREIEIR
d. O (BRFEMEAL DA FKIEE)

FEMR A 4 RAER | BUEOR I GEERRE )

W BEEALYR [ adb bRl o R B 2 H | a B b.2GE o AL AL e R
1t | A5 Rs{E a.¥ bl c. B B oA | a 1B b.UGE o A% d AL e R
| REARER a.dV b2 c.~BA W 7 H | a B b.0E o AE dEE{L e NEH
iE | e 1E a.bb b2l ¢ KB B oA | a AW bk o A% AL e RH
| (5 a.bb b7l ¢ R B oA | alB b.okE o AL dE(L e R
W | IR R a.db bl A B B oA | athiE b.ikE o AL L e R
W [0S | adb bzl o A B rH | alGi b.E AL d Bl e R
| R BpEg a.bh bzl o B B s H | a B b.okE o R d (Y e R
ME | GG XPERE | adb biel ¢ R B A | a BN bk o R 4L e KB
IR adb b2l ¢ R B » A | alb¥ b.oE o RZE IR e R

(AR ME K adY biel ¢ B oA | a B b.E o A% dELL e R
€ | BiTBR% a®V b2l . HF B o | a B b.iE o A% d. B e R
D | BRI a.dl b7eL ¢ B B A | alhRE b.E o AL d. B e RH
[ H R4 a.dh bzl c. R B~ A | alhi bokE o A AL e AH]

( ) a.d¥ bl ¢ H B s A | aiB% b.iE o RE dE( e RH

— 320 —




mgAEly | EA(  gdL) 77 ( gdl) #HarATo—( g/dL)
FhE FEERERI( gdl)  ~EZweer (0 gdl) 25-OHE#ID( ng/mL)
(ATHE RS 2 2 H) BT DT —HEZRALIZS D,
B CFomm |1 Beby 2 BEAL 3. REET 4. AW
R Fiika, EaiVE S AAEAYE b, ZOM( )
*H FEHR CI( )mEg/L,Na'( YymEq/L JEfTHRFER: ® 2 A
RSk |1 BEBY 2. BEARL 3. BEYT 4 A9 | EARER: B oA
| HEERE | FEETEEIZO it o
I ger = [a EbiRIGE ]
N b. PFD &5k (BT —PABA &BR)
B c. fEAEERER
d. M EEERIE (N7 AEERE)
WEEEEEE | 1. e T HY (MElT R . H) 2. fEfTeLl 3. A
A (5 ) a. Staphylococcus aureus (MSSA)  b. MRSA
c. Pseudomonas aeruginosa d. Haemophilus influenzae e.Z D ( )
Jfiggeerk | FvCc( L) %FvC( %) FEV1.0( L) %FEV1.0( %)
* RAENTERWNEE: SpO (%) (HEAT IR 4F i - W s A)
BHOT — B TRALIIE,
FaB X fpsmas | BT AL (HEAT P47 - w7 H)
BHOT — 2 CRALEE,
Mo CT s | BT (hA 7 Rp 47 - o A)
BB OT —F TG ALTZEN,
B2l |1 EfThy 2. TRl 3. R KIEITOGE B T2kE
(HATHFEfe: & 7 A) 1. LT3 2. HBALRD
FER:

BE |1 EBRE | a iEEE A4 Bk =%
(FEHI4 | # FHEHI4 BHE: &
Ep—h B | WABRNIF=ATV) | (3K 4 : Behk: )
EREXE | b ERE A4 Bk =
SV, ) (DNase) (A4 B 51k g2 )

c. RUVEPLIESE HEHNA 8

d. JH{LEERHA] R4 A =

(B ~—EAD | (FEHI4 B 55 £ )

AL L DRIER | SRHI4 - RIEM
2. TEERREIE
3. REEE a. FULERIR b, RRESeE (FRE: kcal)
4, FREEE
5. Fft 7 ik L4ERD) ( )

HIEORR |1 188 2. &E 3. A% 4 B s BC | BEZR2A ] F A H

(ZWrikslte | JECOBA ETHEH B £ A B EHE:( )

#5) Wi 1B 2. &L 3. RH

HRRPT AL

JEFIERE (b | F2EE: a HY b, 2L ¢ R

LI | Fak #( ) ( F

T ER CRIRE a ) b AL o

EVTT,) HERS ( JEC )&~ )H

AT @8 R R BOUIRITEE 3 BRAIMEER BB I O AR S EE

—321—




B4 FERA B S AR B ST RPT 7833
feaoEmEREE

f 22 ROARHERE (FERRIEARHMEAE CF) DI AR I DB (K RIHZR)

MroesdE B & AL LR Bk

BT FEE
SRHRR, JIREE (A X LTTRRE)

AR UFRET BERRERAGREGEREE X —)
HRIE (AR FHREARA TR R IR

IR, S

5 (RAERSREEH LA PIRD

(REE]

FEZE i AT (ZEROMERRAERE CF) OB L WIRIEEE & L CE IO U /3 — B,
7B IO TS5V VBAROBERFE SRR S NIz, SPR244E 4 B BIEOKERGHEEICE T 54
FTOFRTSE 2, BEGHEE GEREBEE CEHESHELFR L. COHEDOS & TEE
B~ CF OZ M & IEROBERR I B O, FH234E 4 A2 HFH254E11A £ TD32 » AR,
FEOFERRI EBEIERZHEL, HELSLELFILBECTEE-TWLT LB L. 34D
BITEFE R D - 708, MEIER I EWMABE CIRFHISN/ABIFRATH D, Fid & bITHE L.
SR 24 il AR AR S NI RBR OB EB OB~ DEAEEIL 1 5 Th-7-. CF DFHH
ZWOT-DITITITRBR P IRREE CRED OGN ANBERD 5. 54 CF OFHZW & HrEEOBFERIT LD
BEOEGFHOUZBNTFHEINS. 40, BEBEHEIEEL/ICOHELRIEL 2 2 FOHREH
B> 72DT, BAFNCKT HREFAEOBHARBNELE 2 b,

FIVF—ET IV 7

A. BIZEERY

B fAEE (R AEE CE) X2 E T
3D THAERTHS. KUEIHIC LA 4
[m 4 EFA Tlx, CF OFREMEIT150~20077
ANZ LA, FREFEREEBILHEETDH
5 EHEFFINTWAY. KEEL cystic fibrosis
transmembrane conductance regulator (CFTR)
twmBIN/zra5 A A3 V/F v RIVOEBER
FTERZFERA L T HELROMALEECEERET
%52, CFTR 3 &H D5 WRIC kT 571
FA A VD5 E BT IR bz e L T
W%, CFTREETFAERIC LD CFTR O#HE
DELSEEINS L, HWERD THi
B8, HILE, BERLIE SR OEE M
PAZET 5. ZTORER, REEA VY, B
WAL & B HLRIBESE & SREREE L 2D,
SETREXET HEBEREZR, MRIEZRR
BISBERPBE L. HRGYEIC &5 FRALD
7%, bBEOBEEOFEEFIRIT195
THAHY.

—77, Bk T CF i3 bEEOR WEEGHR
BTHAH0, FEEEEIHEEINTE
2. ZOfER, kEO CF BEO4LFHE O
PR EI337.4RICE L TV BY. HRETILE
ERBD IO TERPBTTES, Thbo
BEEXFIECE o7, LaL, P22
FEEOEE EONEROB\WRERIE - BIGst
EWHA S OB RELZ T, W TD%
B DOFER L D E TOME B OEEBIE R & D
PN HE D BN FEHE AW L k- 7. &
DGR, 20114F 8 AIZEN WA £ITRER 7
LR R 2 2EE T AE IO U /S —EHHFI3,
20124 6 A IC KRE L WIR ORE 2R T S
LERNVF—ETIVT 75, 20134 1 IR
HIC L ARERRELHEHT A To<x (v
DEMIBATFEDRT L Te- 7. G5, Th
5OFEIZ LV bBEO CF BEOLFIHE S
2B S BB I TV BY.

CF ozhncid, wkax it L <, D
a5 4 P44 V/RBEOREFEME(CFIR 7 %

— 322 —



FIVEEBEDBE) # R T NERD 59, EER
I a e A VEAEDIC L DT ER
WMLT, AOr7O5 4 FAZTVEEZHIET S
T EIlle o> T 5. T OREERICHE - 12T O
BEEE L 7054 FAL VIBEBERHIET HERE
H20124F 5 AICg AR RR SN/, 22T
ISP R234EEE B O PR 254E FE 1T B A MR
ICBE 9 B FRAEP IR (BHFEEE) 257 - 7o HTHIC &
FEN/z CF BEEL LU RZKEEICE ¢ 55H
TEHOME L, HRATOMEREZRNS.

B. I A%

FE O RN FR234F 4 A 2 55FH25
FILHFETD32, ABMTH 5. HRIT/ V7
VT FUVEFI(U R VvV, TRy B Y
*/XV), FIVF—ET V77 (FIVETA
L®, ARSI B IO N T I v
WAFABE (= A, JNVTF 4 AT 57—
<) DBLIERFE AT 734, FTREBAA A
v A EEE (Webster TR E, Macroduct
TS A5 A, Sweat - Check™ {{=EET
F IS4 —) OEFEES ISR E AT - 7
1#H(T7 229 7 A9 A4 TV ABKREH) TH
4. KRB LUET A —IVIC TESIRT 2 R
L7z,

(fEEE ~DOELRE)

AREIA L L TTRFEEGELZ B S TRHAS
NTW5H. BEICETARENEIT, FHHEHR
Z EOFH, B IUEEREOFBRS D &
THAHDTREDEAMIIFONTWA. Hik
KEFEFZSHR <Ry VAV FPEEESIC LD AR
% S TR S NP 245 B R E AR AR
BT 54RICB W T, AR & - 7oBlgE
SHOFIE /.

C. HzEHR
(1) FEOFKFTRIWGED
B, BhHMoU R R—¥ea&hmd+ 53071V
TFVEIEI(U R U F ), ERTHARZ
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K Tld CF DFEN G WA EDZMNCHWH T
WAL U, BHRADGHROFEFLTS A
Z—VFRBEIZOVWTEHEOLNBHRL 27k
Y, BACHADREEEY ZDOEEHNTE
WHRERARHTH 5. £ CTHEH4AFEEICE
AL LTTOREZORED D LITRRERLEIED
BEAEFRL TLS XX —BE % enzyme-
linked immunosorbent assay (ELISA) #5912 |Z
XOHEIEL, NRICKIT HEEELHET L
7218, SPR254F B (T R AR HEAE (ZERa AR HE
it CF) B&EHEYWOEBREDH 2B T, CF
BEOEF LS A —VYREETHEL, ZOF
ABIZ DT Z1T- 7.

B. izt A&

*g  BEREASR. AXLHTRERERERB &
OB ERO 1K1 5 6% E TOREERT,
NEIC TREZORE B /-BEEIELII04
(5B6445, @WA6R)HRERE L. BEIRE
R CHERENG S CTREL, AL LTHMNE
T — g VORY v T BRFEIRICEIRL T,
m%if—%tf%ﬁbk.cR%% CF %

BHEDBEFFRE20RICHE~NDORE & F
@%ﬁ%%ﬁbt FBENDKEZEICITHE
DI AZE, HERR, FEHEHEERS LOR
EOBXEAEREEE L7z, BEOBERMEEST
B OMRERICIIAEEETOATTEL, A
FRHEREERBEOFE, 4, FE, KELL
7o, BEDPBRGEETEHEA X LU THTRRBRICHELT
EHEDICFERMAINT —IVEEFEE L2,
B EBICEFMIERE E ZOFTBHE & L
7z. CF B#164 (B8 &, Lk 8%) DBk
L, BEE T-200CTHREL /2.

Standard Curve of ELISA
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Elastase concentration (ug/g)

1 L5 AX—¥ enzyme-linked immunosorbent assay
(ELISA) EDBEHEMAR.

FrRT 5 A% —¥ OWEEIZIE BIOSERV Di-
agnostics #= @ Pancreatic Elastase ELISA =
v F(SK15)%2 % H\Ww/z., K 1ICEEERLE
Y. BREER(R 1(126 ug/g) 35 J UBRHEM 4 2
(177 ug/g) D CV 3N FN14% k6 L U7.9%
(n=4)THho- 7o, BEEHTITV, BRITZ
DFHEHE TR LIz,

(fFmE ~ DOELRE)

KBFFEIE A & LT RBRGEEBESORR S
21+7- (201245 8 B 6 H, 244JH5E2438). &
MBI I NI ABRERRECHEABTELES
i@m@fﬁ%b TEE. RICEE»G
RELHICOFICCHHAZTY, XBICTHES
Téhtﬁéﬁk®&,ﬁwﬁﬁ%mﬁbt.
CF BEDOARMFEADH I, FBENEEZED
FKPBRRFICHB T A ST LD TRES /. AR
FILEE OPHFERICDBEOFELFIS 57207
DT, HEANOEEL\\. T IEEROGRT
Y, BAORBRLE TR, BEOEAKE
BB I OMBERRIIIB/ETOATTLEL, W
BIERERRREOSR, %, K, fELL,
EOFEFEBEL L. BEERITRECE
ML, THREISBEICHEL-DOT, #BEtE
DEAMIFLN TS

C. WstiaR
1) EEGREOEFITS AR —E D5
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£1 ZILHORBFEREA~6R) OFFILS AH —

YEE (ug/2)
T S j\r
N 110 64 46
LN 784 903 853
rpRfiE 556 556 567
B 174 238 174
PHE 532 527 540
SD 163 155 174
44— 28D 207 217 191
4+2SD 858 837 889

FICAILTFTORBEREOEHAL S X
R —Y OS5 ETRT. 1104 DL RO pREiE
556 ug/g (B RAE784~T/IMELT4) TH - 7=.
FBIR (n=64) D JAES56 ug/g 1%, LR (n=
46) DES67 ug/g & Z R 7 - 7. HREMEKD
SEHEIE532 ug/g TH Y, FHE —2SD OfE
12207 ug/g ThH - 7-.

(2) CFRHOE=R

164 @ CF 3 O FHF 13 14.45 (PR
£ : 9.15%, 0.7~37.1i%), BLkiz1:1TH
>7z. TOW, ERIKET R b EIRE S5
Newito 7B PDIR114 (BS54, ok
64), BAGWPIET EHEE L /2BE PSIE
54 (B34, W24 Tho7o. PLEE
DFHF9.85% (PRl : 7.25%, 0.7~25.3
)3, PSEHOFHFR24.7 (F I E -
25.55%, 8.9~37.1i%) L VKL o7z,

3) CFBRHBOBEPIIAZ—Y

X112 CFBEOHEFLS AX—Y D5 %
Y. 1640 CF BEOPIEIT21 ug/g Bk
E852~fx/Ml16) TH -7z, HHLT AN —
Y OREEM (200 ug/g)IC LV, PIEE & PS
BEIHBICKI SN/, PLESEOHEF TS
AZ = (FJAE25 ug/g : FFH16~T75) 84T
HEMLL T CThH - 72D L, PSEZITILT
FHHE(E L) (804 ug/g : 239~852) Th - 7-.

4) CFBHBEOFh LEFRLTS AN —1

M23EEOFR EFEPLS AKX —F DR
tRERd. PIBBOEFR LS AX—FIL, 1
AR 1 24375 ug/g T - 72hs, DOEFH
i34 C25ug/g L FCTH - 7. PLEEZEOFT

CFEEDEHRISRA—
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2 CFRBOERTS Ax—CRE. HRGICHENS W
RO B HFE (Pancreatic Insufficient) & 7z B &
(Pancreatic Sufficient) D . ¥ BizA L LD 1
WD 6 ERE CORBRER. FEHEME (200 ug/g) LLFD
fH% BN E LT 5.

CFEEDEREIEN 7 b HEE

° i
)

200 255

400

Fecal Elastase (ug/g)

® PS n=5
O Pl n=11
* AR

0

Age (year)

K3 CFREOEMHMEFEIIS A —VEE. BASWR
205 5EE(OPD L WEE (@PS). *MiiE%
T BE. BROBRFEEBEOBEEROHR{E.
R TS A5 —¥ <200 ug/g &N WTE L 2T
%.

FEROBEFEIMBEELZT Tz, —75, 8
B B34k E T PS BE T EFHRIAOME A7
L7z, BiBEL ST 7omERO PS BB HELE
E% DT IC 2z T/ (239 ug/g) 75, M1k
BER OFFTBE P LB » Tz,
(5) CF & OS5 wiaE & BMI

CF A 3% o Body Mass Index (BMI) i3 E 5
15.6+2.4(SD) L EMETH - /=. Pl EFH (FhR
{& : 15.3,12.8 ~18.8) & PS B FH (- (H :
16.6, 12.2~21.2)ICi3 EEZET 7% <, BMI>

— 332 —



