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1 8 H THLL 5 6.3 2.1 7.3
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17 255% = 66.5 2.87 2.36 83.6 62.2
18 258% B 63.2 3.07 1.5 50.6 32.1
19 28 CHE 1 18.8 0.7 0.7 100 18.2
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22 3TH% s 48 1.34 1.21 90.3 47.1
23 395% S 95 EBAL

— 243 —



®8 EWORIEM, LML, KERE, HARE PRk

e v SOIEER emgr | ARR e F4HF )
1 8y ATRE B — — O O O —
2 1iOrH % = = = = = =
3 2ik4r A % = — — — — N TRL P& AT (07%)
4 3i%8r A % — & 1L 5y — - O -
5 5ik % — — — — — NGB, N ALY IER (05%)
6 51k 48 - - - - —
7 5% s = wM 0.5L/ % — 800kl O TR AL (05%)
8 61k % - = — - -
9 67k LS - . - - - -
10 T % — 1L/ %y O - O -
T 5 il ALK
i B = — R B - -
12 91k 28 - — — — O A TRL P& AT (05%)
13 9k L3 — — — — O AL D 2 (05%)
14 113% s — — — — O —
15 187% % — SMEHRICHEA — - — —
16 237k % = = — = = AR ST IF S AE (155%)
. BB (07
I = - - - - - WACRTEL ooy )
18 257% % - - — - — —
19 28R THLE % — — — — — RIS (257%)
20 30m% % = = = = = il Bl F4i7 (16, 20) 1%
21 37H% E7S = = = = = =
22 3Tk & . - . — o U A A A i (2675%)
23 397% L3S — EEN TR — — —

7. CF OWWREMBAEOEIEREIL, % TH1
W& (%FEV,) =FEV, £§l{&§ - FEV, ¥
BifE (M, E#, FR2OHERDS) x100
TRHi 3 %% . WEREERERR A DT H N/
10fEFID S 5 (F 7)), %BFEV, 2340% LA
T (FSE) 28 5 4, 40~709% (HREfiE) 23 5
Bl &, FIEFIN % < BIEGIIE) - /2.

8. WHUKZRIEICLL2EELEWEHIRON
o 7o (32 8). MRBESEIRIEN 7 HIiC AT
ro¥ (@AY

D. &%

CF DR WEERRIR T, FFREEO & F,
WA OEREE 7 HAR L WOk THE T 5 &,
A% 73 I BE BE S 4= (pancreatic insufficiency) %
B4 5BEOE ST, SHOFHETIE86% T
H Y, HF XD cystic fibrosis registry 02011
Annual Report @ 5 — % (http: // www.cystic-
fibrosis.ca / wp-content / uploads / 2013 / 10 /
Registry2011FINALOnlineEN.pdf) T4 86% &
MLEIGTHhS. HEFOEHIL, KE Cys-
tic Fibrosis Foundation @ 5 — % (http://www.
cff.org / livingwithcf / qualityimprovement /

patientregistryreport/) Ti3#10% TdH 5 DI
XL, S EORAE TIE236074 6 #1(26%) TH
DepIH2F TIIFBELYZIT T, %
FEV, T3 % MR IR ZE D BEAEEIC DWW T
%, S EIOFE TIEMERERAE 2 1T = /e
10612 THHREEL ETH > 72D L, 7
FHXDTFT—RTlL, 6~17Tm THERELL E/318
%, 185K Lh b CTHEEIELL EAST %R Td -
7z. HAD CF BFH T, "RIHE & IFkEE
DOEIEGIN % <, S8, FHITHFREHHRZIZ DOV
TITHEERREORY R B L T < LE LD
5.

E. &

KPS, CF B&EHIE 2 FIH L 72 E G
EEBBL, FEBRCTIEEL TV 527TEH
(2012 RIS L 72 2 Bl &ds) DD b
2IHEFIORAEMAE A B L 7=. HARD CF &
FIPRERE & IHFREEOFRIEGI A % 0> > 72,

F. &
1. B 2, AR ¥, AT, HREE, &
—BF, BEiE—, 5% &, FHEMNZE, Tl

— 244 —



B 26 4 [P FERaMEARAEAE 2 A K
SR O AT R SR i B 4B (B R
MR EIRVIESEZE) [HRMEREREICE T %
AR SE | SF 234 L AR S - R
2012: 341-354.

RO, AR IR, ERNEE, R
O, NI PEERMEE OB LU
RARBHOBLYL R4 57 B0 508 #i B &
(HEE M B IROTIE ) [ EEGME R BT
B4 5 AT | R4 EERRTE - B DFSEHR
&E 2013: 248-252.

. Nakakuki M, Fujiki K, Yamamoto A, Ko SB, Yi
L, Ishiguro M, Yamaguchi M, Kondo S,
Maruyama S, Yanagimoto K, Naruse S,
Ishiguro H. Detection of a large heterozygous
deletion and a splicing defect in the CFTR tran-
scripts from nasal swab of a Japanese case of
cystic fibrosis. ] 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.

AR IR, RS E, B,
HNE, FHRZE, ER O, TEIE, B
R, RINA—, SHEA, ZILEbHF,
R, EAEZ, BREA, % JE
KIE, FA &, LS, BEHZEL, HKE
o, DRak—, SR, "EFET, BAH

X, Moo B e AE e (28 v AR AR e
CF)ZatlpE  JE4 57 BRk2 o7t fhiih & (4

AR B IR FE S 3E) [ E M IS B
T HMADI ] SPR2AFERSE - ST

— 245 —

# 2013: 225-247.

R e, BRE=A, BH OB, 0RO,
hESFS, RN W, SRR, TERER,
KADE, AP, AF o, BARERA, It
Not— TS 22— X 5AL RO
AR E OB W R4S BB B B &
(EER MR B FwIRIT TR 2E) [ HEE MR T
BE 9 2 AT PRRATFERRE - 5 uFoeH
&HE 2013: 259-263.

Mogayzel PJ Jr, Naureckas ET, Robinson KA,
Mueller G, Hadjiliadis D, Hoag JB, Lubsch L,
Hazle L, Sabadosa K, Marshall B; Pulmonary
Clinical Practice Guidelines Committee. Cystic
fibrosis pulmonary guidelines. Chronic medica-
tions for maintenance of lung health. Am J
Respir Crit Care Med 2013; 187: 680-9.

G. MEHEK

1.
2.
1) Ishiguro H, Nakakuki M, Yamamoto A,

At L FE 2R
FRFELR

Bz L

Fujiki K, Naruse S, Yoshimura S,
Shimosegawa T, and the Research Com-
mittee of Intractable Pancreatic Diseases,
the Ministry of Health, Labor, and Welfare
of Japan. Incidence, prognosis, and CFTR
mutations of cystic fibrosis in Japan. The
27th Annual North American Cystic Fibro-

sis Conference. Salt Lake City. 2013.10.

H. XY EED HER - BRI (FEZET)

1.
2.
3.

Frar G PEVS
FEH R SR %YL
Z DA AL



