JEA T BRI FE e i B 4 GG VR BORIE S 36)
Syt IE

NS - AT A Do B RO S B DA D BER PET AR FE O R AL AT 52
P UM RRMENE | Z B T2 58
WFFEo A A7 L B QISR AT ISR 7« AR | plil 2 (B L LT Rl - e
FEEHE) AR @ TBEREREREEER S 2 — BdR) WHER I E SR (e

HHENFA B2 A BRbT - 2R | RER (40 i B R B R P B R R - L
£2) | AP EEER] (4 RS AR FRBE N T L LR — R R | AR AR ([E B R R AL IR

- FEBE R SR TE T 2 — - BR) | PR — (Bl B TSI N R B2

MRES Hi/clk B THHFENMERGHEE (cystic fibrosis: CF) D2 EIRHIAHEEEL T2 AL C
WTeDIZIE, BRIR T — 2 O, BELZOFEL GO TN WMAH, — K2R E~DIEIED Y
HChD, CF B ERHIE 2T, BIFE, 50 4 DREZZITRF O EIRENSIML TD, 2015 FL0“%E
FAMERRHEIE BB EF RO LA R OE HRASH S 2/ L CHIEL T D, CF ClE&aE D18 ek
YIiE ST LDIHRED N> TRIEBIREN AL T2 L, SRBIRAEDS BAFIZ725 Ltk
RENSKET D, 5%, 2 ORBEOFIEREBMDDIZODEBHEEITV, KEIREEZLEL
TV MEER BB, CF OB ML/ N A A8 AT LATTFRER . BN AR 20 f)
BN B PP T A — BRI E I, RBAGES I TR,

A. BB

FENPEARHEE (Cystic Fibrosis: CF) [X, CFTR (cystic
fibrosis transmembrane conductance regulator) %5 [X]
LT DRSS IEERIERE TH D, FLIEH
(ZFREL | MHPAZE, R AR B, #0303 P a5k g
IR EERIT IR THD, CF 3T —rmy S AfEIZE
KHOLNDNR, ARZGLRT VT TlEf Th D,

2012 T hfaE-T2 CF ki B (www2.htc.nagoya-
u.ac.jp/~ishiguro/Ihn/cftr.html) 1%, 44 7 B KPR
KEBEFHREICEERETEE, CF BELZITH
DEIRE, RO E T HMHRIE, B2 W
(CFTR s 1) B L ORERERZ T GT7kBR, {8
T 28 —BHIEI L DS WS RE DFHR) %
TR T ek, RETFOHRMEK, AT
TREMBINC, kA& 721G WA 8 AN E CERVWE
TU=7 P AMIABL T\, F7-. CF BEF DK
DD ERBIRE | BESALEZDOFE, FH
JRy. HERERITEHE D OB Il A (kD721
2015 210, TFERaPERRMENE B &5 D2 ) (CF
F1#42) (hitp://jcfn jimdo.com/) L& R T, 1Az #1
DEPIEL TD, 2019 4F 6 HIZIX, AEICED., FF
TEIEEFNEEE N B RE 3B R Ny — 2
(NPO {£E A CF XN —2) 3%, 44 &=
AR — i RJa i RIS B 2o & — g o,
LIIE BN E IR T,

R DB D i\ ARG S R =

82

#% (2010 4F) 25217 C, 3 FEFAD CF OiaH#3E (7 )
U R—TPRIAZ] VI A o ®; RV F—8T L7
TWAFE: TNVEFALR; NT T AT W AFE h—
EA®) HKFEI T, BUERTFTEAEDOW 121G THE
Ma L C&7-BIVE A (R e 6 G AR 1, U
I AL ®iF 2018 4E, LT AL®IE 2019 4 THE
TL. F—EA®IT 2020 T T 95,

CF OBWHIIFITO ClREOHIEN ML THD,
BRAO 7S YV 1T T Ve A A AL TH DN,
H AR TIIRKFE THD, LT ERFPEICALE EE
HALT, 2EOFRENLOEBEICI IR E
ITL TN, FTo, BESN I RE AN 200 A HEE
(pancreatic sufficiency : PS &%\ 3 pancreatic
insufficiency : PI) DH|E 21X, HEHFE=IAZ—ED
HENHHTHY, KD T ARTA L THESES LT
WD, KIRESDODETIIRAKR THL-0O, ALl
T RIRPEZ TRIE O —E A& L TD,

CF B &kl FE (L AR ER) 36 L OVEIE B OFRAF
TR A LELTE 2019 FFEDOIEENZ OV THRE T
%)o

B. B35

1. CF Bk E AR A U JEBIFIA L CFTR Eis1
AT

50 2 DXERBF O FIREICTHAEZE 26D, il
1 =R OBFIR R, FRAE, 1BFIZ OV TRAEL



JZAE T BB AR B & GG VR BORPIE S 36)

SyRmt IR

oo AAEFEIL 8 4R H L7225 03, 29 SEFIOFH AL Z (]
INCET, Fo, KFEEIL, 4 4D CF BED CFTR
BB T2 FE ML 72,

2. CF [Esc sy
2019 4F 11 A 30 HiZA FERRKRFEA SR
T, % 5[] CF A A B L7,

3. Ry —87 v 77 Off i B hRF e A
CF B&HE DT —2%2fANWT, KLvFr—8T7 L7 7
ZEFHL TS 30 SEBNZ DUV THRHTL 7=,

4. VTaklR

RO CHREL, ITRBR A48 A L E
(Webster T35 3835 & 3700) . Macroduct 7TUEES A
7 I, Sweat* CheckTM {TARE T FZ A —% v
T BRI AF LG NEIZTHIELT,

5. eI 22—
E/ra—F N hiRE 72 s ER (Pancreas
Elastase 1 Quick. ScheBo #1:) ([Z&VHIE L 7=,

6. BT IR
LUANIZEERS N TRV R EREOH N MEL
72 CF B 235 LT, 3 HMOBFGHFBIOY
i 5 B RN A FEEE M ZE (BDHQ) Ik o & F
HEEIT-T,

(PR ~DRLE)

1. CF B H|E 2F ) U= SE Bl 3 L O CFTR &
IR RENTI, & RR R E N A m MR AL S
£:(2012-0310-2., 2008-0650-2) DHAFRAIGT, BE

BHHNIREE O EEEm T TEML,

2. {FERBR DM O TR OKFHIL, ALLTHTR
JrilE MU R HE SR T AT e, FIREZRBTY
WZHEBEDERIRED BB, B, WA, BIfEAIC
DE, FIAL T T U7, TFRRBROFE I A
FBIOEIREICHRE L,

C. FEfRER

1. CF B &I ELZFI M UT-EFFHAEL CFTR & s+
AT

TR ARAEEERRNT LT 4 4D CF 23D CFTR &
(LR (2 exon S — L AL ) YT LA
MIEAT) #5 2Rk (1),

#£ | M| CFTR CFTR T | sk
| 5| &EF | BB | Cr | HW
LS| B2 | (mM) | #ehe

83

26 | %5 | F508del — = e PI

47 | & — — 66 PS

0 | %z | dele16- | HI085R 113 PS
17b

13 | % | dele 16- R347H — PI
17b

# 1:2019 FEF |22 s 7= CF JEWID CFTR &fx
F-fiENT

2. CF [f a7 a7

13:00  BHEOEES, O EOFENMRRHEE D H
K EHERNLOHE)
AR E AEERY

13:10  NPO 75 N FERLIERRHERE S 1 R — 7
DRI
INEREIN 4 BRE:

13:20  FERRMERRHEE BE LR HEDORIZONT
FlE

13:30  {FakBR, BESM D IAFERERR AT TR DBLIR
AR i LU EYERE

13:45  Hirschsprung JHfxR B e 4L, Z2WTC
B LT FE MR E D — 51
SN AIRKEF

14:05  ZEROMERLMERE &R PN AI T O BE LR
FEARER AR ERT

14:15  FERRVERRHELE B3 O RGN i AT
A AN N

14:25  {KEA

14:35 V= AF L -INIIU PR LR
ZED DGR G F ~
FHISFRRR  [EIBR R Al 7

15:00  MERERINZE O REHLHE L TH %
ERAE AR BESA WERT

15:15 {4k Bartter SEEREA ZARIC2 TS L T- 58
NP ERRHESE D LY 5]
FiEF— A RETLKE

15:35 2K§EE

15:55 PAS0OBRE
PrilE s STERs:

16:00 PFA&

SINEL, 54 4 (FIRE 14 4 Bl 1 4, B8
KA LS4 AN 1 4 BESALTFIE 16 4.
WFFCEEEE R 4 44, ek R R 2 44, 2 0fl 1
EANQ Y



JEAE T R R ZE A 3 < (e

Ttk BBORIT TR 26)

SyRmt IR

3. BT =87 7 7 O B i finaa s (1 1)

6 r 30
5

20

S >- i

10

) ||
0

0 5

=0
40

10 15 20 25

30 35
FH(R)

& 1: R —EB 7 L7701 BRI

CF BI85 2012 4E055 2018 4EETOER
(430 ) TlE. R —BT7 L7 7 (LT AL
®) DBRLEFRRIT 5 WD b 20 o7 (5 i) o MR

FER O EE HEEL T 5 AT (2 BRIE L7 JE
T BTz, RARRIZRE WIS, AFIEBRAELTZ
JEFIE 7 Bildo7z,

4. TFRBRO ML TR

REDD 12 A ORAEKEZZ T2 (K 2) , FERLAS
RPN I KRR 2 Bl HOWTIE, AL
EIRBE DR AR A& IRE L Chif L7z, Tkl
FER. 64 (BME14 ., &VE S 4) M CF ez Tdho
= WHEB O T IEIE 14.5 5% (3 7 H ~47 1#%) T

ol
L B TR ClI (mM) S
JEER . %It
Bl 5 i wi | I
s 47 | JzE) 64 67 | CF | kB2
4 0l &N 109 116 | CF | JRiE
s 11| =m 33 32 é'; Bt
Ll 4| KB 22 24 o* Bt
CF
I
B w3 — KBt
7 2 36 CF el
s 51 & 28 27 o* Bt
CF
s 14 | #Z) 105 97 | CF | kBz
4 18| ®i 64 64 | CF | kP&
A I |,
25| | 1==%
2! 1| A 35 32 CE JRIE
Ll 15| =m 67 64 | CF | KBz

84

I

38 39 Kee
CE Kl

101 109 | CF | 3kpz

mM. 57 S aETE 40 ~59 mM)
%}mbmﬂﬁﬁ

5. I 22 —F
2017 FFEDGIRHGRERZE AL T, BRIKEIE NS
48 I LANIZ IR E TR R A s CE DI 2 B
STWND, 2019 FEEITEENS 16 4 (BMHT4., &
i 9) DIREARFAZ 2T (T ) o 3 BINIIES 73 U5
4 (Pancreatic Insufficiency : PI) 58872, #1s 1
ﬁ%ﬁif_ IXIFRBRIC T CF sz 7 Nﬂ@o
B3 BE P Tho728, 4 4 TR REDS
7= 41T (Pancreatic Sufficient:PS) \ /=,

b2 N
I O B O Bl BT
x 1% H £l PI/PS CF
5 7 fE Pl CF
x 13| #2)ll PS CF
x 47 | AR PS CF
B 4 Bk PS CF &
4 11 =N PS CF &&
x 1 8 i) PS JE CF
5 4 S PS JE CF
x 13 PR PS CF %
5 12 N PS JE CF
x 5| &= PS JE CF
5 1144 b PS CF £
x 18| &R PS CF
5 15 N PS CF
5 15 N PS JE CF
x 8| &= PI CF

7% 3:2019 FE I FE N LI E P g T A2 —BHIE

6. BAETRRIAA

TRIZ 13 E&PED CF #4 ® BDHQ DOfsF4 7R
T TRAF—EEN HARA OB FEEILHEDOHE
ET X — B EIZEL TUVeoT-,

A o
i%ﬂ/ﬂ%“»— (keal) 1,934 62
72 /UIE<E (g) 77 140
Hbm’f %) 22.3 EpES
R (%) 59.5 ERES Ry
RWEHE (2) 13 81
HU7 A (mg) 2,238 102
AN ) 321 40
# (mg) 8 80
%3 D (mg) 5.3 96




JZAE T BB AR B & GG VR BORPIE S 36)

ALl e
43 K(mg) 209 139 E. f&iw
B4 Bl (mg) 1.4 108 CF OBHBIRH L T4 A2 EL QWOLTZDIZ
E43 B2 (mg) 1.2 87 X, BRRT — 2O, BELZOF A& D11
B4 B12(mg) 17.2 747 WASHL, —IRIE DI R EE TS, CF %
AL HERE (1g) 430 187 EE LA RIOE RS2/ L CHRIEL, EiR=
v 43 C(mg) 82 87 —REZ T,
A1 () 6.7 HE &N
BMI /S—t& 2 AL 34.5 — F. RERRfERIEH
# 4:CF #3 ® BDHQ it L
D. 8 G. sk
. EmOCHESE

Fie BB THD CF O BIRH 2L P2
LV KEdiziE, QiR T —2 0%, @FBF LT
DFNR, FERRERAE . B S 2 8D B WAL
B, @ XBIRE~DERPLETHDL, KT —
ZOEFEIZOWTIL, BUfE, CF ekl (2012 4F
~)Z 50 4 DBEEZITFFOEIRENSIL T
Do IEIETHEENZ IO W] 38 2 TUND,

B LEDOFNEE TGO AGTHASHIT OV TIEL, 2015
DA, [SEIRMARMEE BT L F D2 (CF
FhEe) EAFRIT, EIRE, Bilhh, RS L 3K
FIGM ., FHRREE , LRI E | Z L D18 A A - B A
LCW5, S4FEIL, 6 HIZESL L= NPO #: A CF
XA NI —27 DFEIY | Btz k& iz CF IERI D
PR, LR R OMER IR P2 & DS L3 R A A
1Tolz, 5% L&V TRMEL, ER=—XIE
Z TNz,

FHEFIEE L TiX, BARARL GRT 7 8Y) CFTR N
U7 M550 IR RO T 5 | X X fRir L
T, BIEETIC 22 i A A A CFTR NUT
Y MZOWTT TR HEIT -7, CFTR & H OB
L (ZVm uAR) FEE DT O MBI EIZZE L RN T A
M AUT 2 NMZDOWTHE, 5008 VX-809 (CFTR
corrector) (2T DI EN T >T2,

CF Tld, KB DB REYE S 2L DTHEEDN
o T, REFIRENEALTDZENZ W, BRTED
TH LB R A2 T FEL T /NS |
72 I 30~50% %\ 1 u ) —E BB NS
Do KEIRIEN BIFIT/ D L IHERES S E§ D e
HBIVTEY, AEHER) 72k (BMI: 50 /S —& 2 A
IS EEHIET, £7=. CF TIIfREMEE
[MENRRZTHIENL N, 5% R FR AT
D AEHA DRBREROFTRIEREFBDDLIDDORBHE
ATV, RBREBEZ G EL COKRERDHD,

85

1) SERVERHEE SO IR RE R & AR
PR AR, G IR, P E /NE
AR DO h B 2 LRI RS

40:1299-1302;2019.

2. FRBER

1) {4 Bartter JEMRREZ R I TSN - 2t
PRMEFED B A NFLIRGE BB . i —,
PR Z, AEEZ FH IR, FIETR, 78
TG 25 122 [ R A/ NIRRT R =
(&)

FENVERRMERE BHE DOIRREL R TR 7T RAREE
ROAR KRBT P, Bl =
75105 [ A AV L e s (BiR)

H A 61T D FE N MERHELE FEE DS 0 ik
HE. SRERIRAR IS L OVERE E Al FRRIE DO BLIR
ANERREAN, IUARB - PEHBDE A RN
n FEARERAR, VTR e, G 2 P IL AR
AEPE 50 [ ARRERE S RS (B
DIE O FENIMERRHESE (CF) DFIESHE —CF
RGN DOREEE — Bl 2, A%

T IR PP E  /NEIN, A AW
7 PrilE L 2 50 (5] A AR RS
(R0

H AU BT D FENIVERRAERE 25 D CFTR B{s
T PEHPE | FARBA IIABT 1L
Fal, A 07 /NN, BPRS 2R 1@
228K, Liu Libin, B8 1 546+, PRRIKBEZ,
RCHE . AR T B 43RS R KRBT
YU RRPANR R 5 26 M A ABE T2
PR KRG R ES CEifEE)

Pancreatic presentation and CFTR mutations of
cystic fibrosis in Japan. Ishiguro H. 50th
anniversary meeting of American Pancreatic
Association and Japan Pancreas Society (Maui,
Hawaii)

Incidence of cystic fibrosis in Japanese. Naruse
S, Ishiguro H, Yamamoto A, Nakakuki M, Ozawa
Y, Taniguchi I, Kondo S, Fujiki K, Futakuchi S,
Takeyama Y. 50th anniversary meeting of

2)

3)

4)

5)

6)

7)



JZAE T BB AR B & GG VR BORPIE S 36)
SyRmt IR

American Pancreatic Association and Japan
Pancreas Society (Maui, Hawaii)

8)  Genetics and pancreatic exocrine status of cystic
fibrosis patients in Japan. Kondo S, Fujiki K,
Nakakuki M, Yamamoto A, Kozawa Y, Takeyama
Y, Naruse S, Ishiguro H. 50th anniversary
meeting of American Pancreatic Association and
Japan Pancreas Society (Maui, Hawaii)

9) Comparison of pancreatic exocrine status
between patients with cystic fibrosis in pediatric
and adult age in Japan. Fujiki K, Kondo S,
Nakakuki M, Kozawa Y, Yamamoto A, Takeyama
Y, Naruse S, Ishiguro H. 50th anniversary
meeting of American Pancreatic Association and
Japan Pancreas Society (Maui, Hawaii)

H. FH) R EEFE D HFE - BRI (FEZE 2 Te, )
7L

86



