JEA T @R R s B B (AR B DT 9EE3E)
PR S

BREREEEEDORBREDEE

Wt R 7 AHBERFE

SEERFEE

R E (A X Lol RO B,
EAIRE (AARTFERER TR RE N,
SRIE— RIER RN R A5,

NI (AR R B {H L & W 18 %)

AEDOE MR

o REREREL > Y — %

IUABHT (%4 7 B K % K 22 e B 5% 28 [ %)
it —ER
% N

GR AL R % R % Bt 5k i 4B %)
(R AL R % K 5 B 39 U &5 9 138 )

BEEOUELP DB TH 5.

[(AREER]

5 4 [0l PEFERARRHERE & B IR A CHEH S N 7-2000~20094F D B FZA2FEG D >+, AT A ZE
[ S N/ ISIEGI DM 24T - 7o, IRAEFERRFOAAEIZ OV T, 18I ED105ERI D BMI 1315.7
+1.8(mean=SD) TLHII8.5Ki T v, 18mAKND SIEFID > H, LIEFNIAKEL, 4EFITHRE
M —2SD AT Th - 7. BADWEEREIC >V T, 13EFI TR T AMR SN, 055 8IEM
WCHRMGEE 28 B O N7z, mIlOfR G 7 e AT 2 FEGNC WV BN Tz, RBICB W CaesE

A. HIZRER

TP 2E Nl A MESE (ZE M PE AR FESE ) 13, cystic
fibrosis transmembrane conductance regulator
(CFTR) D& T ERZRR & 4 5 H3 04D
WEIEMEBTHS. CFTR 7 =4 VF %+
WL, BE HARE, SGERE, RS, TEX
LB EREMECREE S S, CFTR O
TOTVWVICEEOERN YD, CFTR K6
DOEBLLFICIK T35 &, bR/ R % /4
BHA TV EROEEDPEESIND /2D, BEA
DGR [ 573 IR 7P 8 VR FR & 72 0, EREDEA
FELICDEGEL L 0, FERMEHRMELE (cys-
tic fibrosis; CF) Z#Z&fEd 4.
R OERIE A 4 (HCO3~ ) &KL, WEE
BOE A (FEEE M) 2 O 5w s, Bl
fii (apical membrane) EIZF#Ed S CFTR O
MWK AFE 3 5. CF Tid CFTR BgEn Kb,
ERR B 20 O 3 W S 7oA L R IR A 7 )V )
JELAERT S ERTERWD, BEEN
FEBEICECHMAERICH - SND. D
7o, BEEDIRERL, NERT JU/NER O
#efb 2 2 = (Cystic Fibrosis of the pancreas),
WERR BB M 2308 3 % 72 SO S 75 AR 41T &
DR EE A U A. CFTR OBEBENMTITE 4

BRONDLBEITIE, PS54 (pancreat-
ic insufficient: PI) % f¥ > & fE O CF % R HE ¢
%. CFTR OEENL D LRI NHEEHITIE,
EA 53 A4 % £ 75\ (pancreatic sufficient:
PS)BFED CF #RIET 5.

JEA: 57 {88 O HE iR MR B B 9 A A A i 4T
PLIZ, 55 1111994450, 5 2 [mI19994E2), 45 3
[[]20044E3), 25 4 [5120094E4) &, 5 4EMIC L& E
A AT C&/z. KWFZETlE, #4m
S EEFRHEO KA L > THIRE
I8FEFI O FH A M AN A T, BES 5 Wik
AE, MEMABEOFE, SREREFOFERES LUEE
DB R L 7.

B. IRAE

FH I OCRAERAZED, @AFRER
FHD, FERIOESR T = v 7 L7 BT, JEFO
AL GEAS ATRR) 2T\, TEFI ORI ISFR A (R
L7z BV IRERE, MEIAEO R, S&EE
DERE, BLOBBROMHIZ ML 72,
Clm REOWETTIR LHER, WRAHEIR OfE
W, BRSNS, WPRETRRE, EER
Dt ¥ OF — 2%, HIE 54 BIFEER
BHEE 2 ERA KHEOBIT ICk LD 5.
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(ff R ~ D FLRE)

ABTFELE, FAEKFERFE - B RO TERHi
FIZ B 43 (2008-312, 20084F1117 H &R,
EERNOE )N B7E S LR S eSSBS
(728, 20094F 2 H27HAGR) THR SN TN 5.

C. EER

BIEGIOME & REREGE D

B ETOFFE P O A7 D HERR S N7 A25E I D
D BLISTEGI O A AZE AN S Nz, AFF
BILLEFIOF s O REIT 19 TH - 7=, 7TIE
BIZZEC L TR, FEEFRmIEI0- A, 2, 18,
19, 24, 28, 37k, SRR 6 5E G D MWk 2 &
g, 1ECIRH A2 TH - 7.
SKFEREOIE & LT, HAERS X URAE
BREOH R CAEAFEL 72, HMARICEKAE
(CF#) — 2SD (BEHE(R 22) LAF) DFEGIIL 2 Fild -
7o, WARHERRFOREREZ, 18I i
Body Mass Index(BMI) C, 18I Fi SD A
a7 THRLAY. 18 ED10EFI O BMI 1%
15.7+1.8(mean=+SD) T£#18.5Ki# T V),
18 ARt D 8FEFID S B, LIEGNIARED, 4
EFITHFRN-2SDU T Th-72. FEAE
DIEFIDS, REBIC I\ T & 7 sl 4
RL Tz,

FAEGI DLW HHE 2 i/ H (35 2)

FAEBNZ D\NT, HAE OB FERTRRAEE S W
FLHESD -G /- ¢ E AR e, FHEHE OFGMHR
3, e aBRI216/18(89%), MM IS4
13/16(81%, {HL 2 iEFNIC D\ Tid, BEH;fE
BHY LR INTOEBIEOEER T SHh
TWig\y), FRREFAER(317/18(94%), MafE
MA L7 A2 9/16(56%), FIEREIL 2/17(12
%) Tho- Tz BIEFMHTITIMEGNCHEIT S N
TV, CFTRERTAERIT207 VIVICHE
IN T\,

WS 7 s b a2 (5% 3)

WESL 7 A RERR A & LTI, (PRI 2
6 %, BT-PABA ib&a72s 6 ¢, €1~
VV/HIENAS G, ik U Y BIED S B
AT STV 7.

BEFLI & D #EFT 9 A KR, BRIOERZFES
FERA RIS BEAN D WA 2D R NEEECTH A28, il
DERMEETHEL 2 5720, B WOK
TapE ORI ERD L. FHHFE Y TV
VIFHIEF v FARERIE s TS i
T5 AN —VREOK TN WA DR B
FETX5HELKRAE THDSY, BRMHE
Em 1o TOTHHETE A2, DHAETIEE
PRERFIN T, BT-PABA # i, H

R BIEGIOBE & REIRTE

B - : BIAE |l
g g Ao MR EL % W e g R
" (kg) H 5 (cm) k& (kg)  BMI 4
1 B &%E 2% 11%3 29 799 -255D 9.8 —1.7SD 2 1%
2 Tt dEE 3K 498 25 86.4 —2.2SD 12.5 —0.6SD 3%
3 B ORE 6 6% 3.0 1128 —1.2SD 16.3 —1.6SD 6 7%
4 L RE UK 6% 2.8 157.7  0.1SD 49.9 —0.2SD 147%
5 B ORE 4K 10%% 3.2 157.0 —1.6SD 52.1 —0.5SD 147%
6 &  E{t 19 148 33 1471 37.0 17.1 19%%
7B/ %E 20 0xA 15 1397 27.5 14.1 205%
8 B  RE 20 15 3.0 161.0 43.0 16.6 20%%
9 B  Efl 225K 5%xH 24 158.0 46.1 18.5 22%%
10 5B ogE 268 157% 161.0 35.0 13.5 267
11 & E 34K 1% 2.8 154.0 32.0 13.5 347%
12 & = 1048 A4 3%xH 16 440 —10.8SD 1.6 —7.4SD 0 7%
13 #«© T 25k PR IR 1% 24 82.0 —2.5SD 11.3 —0.9SD 2 1%
4 B FEE 185% PP, R4 1T 160.7 37.0 14.3 185%
15 B FEE 195% Bl gE 8 3.2
16 5B FC 245% R ANS: 1A 25 1592 40.3 15.9 247%
17 5 BC 285% TR ARG 145% 164.0 48.0 17.8 285
18 B EC 3THE R ARG 32% 181.0 53.0 16.2 367
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x2

R IE % /- IR

fieiGilEs

5
X

O e A e fLwy  RRE T AR (Flige)
1 O O O O dele 16-17b
2 O O O O G85R (385G >A) 125C
3 O (Ml ) O O
4 O D924N 5T
5 O O N
6 O O O O Z N
7 O O O O ~ H
8 O (RERAEE) O E217G
9 O O O R75X dele 16-17b
10 O O O QI98R 125C
11 O O E267V T663P
12 O O O O
13 O O O dele 16-17b dele 16-17b
14 @) BEEd O T~ W dele 16-17b dele 16-17b, V1318I
15 O O O O 1742 delAC 1525-18 GtoA
16 O O O ~ H
17 O O O O ~ H
18 O BT O = B O dele 16-17b T10861
K3 I uEEE
= R B B R
- b BT-PABA FELFU TV RN AV
GRS RS wog MOE g og REOS g g ROS
1 (B+) HEhgeta EN
2
3
4 55% ENi
5 R N N ENi
6 KA 0%AH
7 & A 6 % H {IKAH 6 %A
8
9 2.79 g/ H 4% A 36.0% 5aH w104 A
10 17.0% 157%
11 %299 % 115% Bl 115%
12 (3+) Ialhguta AN <0.1 N >272 ENi
13 =3 2 % <50 ng/ml 2 %
14
15 30 ng/ml RBH
16 20.8g,288¢g/100gfH 2 H 12.20% 2 % A 0.4u/g 24 H 668ng/ml 2 # A
17 25.3% 145%
18
1E, WAiTrRE/sME— DR e AL T HESEROGE, i, BRI 1)

BH05, 6 RFEIOBRRDBLETH D, BINAKE,
P, BEETHIREZ R T 70 BiaEERD
BWEWOIRENRD L. 1P Y F (R Y
T =0, KEICB T, HARDOA
) =2V BREICHWLN TN A0,

BAfEtEA Vo A, BENGGE, SREARR, BERZE
fE, HROFE, ERE D OHEILORE &
FeE e R L 7. IRIHEE & m AR, FLUE
WCwZEL, FROEMSRERPICHEEL 2 &
ALl S T o, — IS, BERFEIEL, BES
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1 HEEEROBE, B, W

x4 A SN RHREE RFIER, EHS
D)

HALEESRAl  10/18

NI VTFV
Creon®, SA-001
NYF—A®
RT7<y 7 E®
7 /A—-P

FIREFA] 2/18
IV TFAFEY a—IVEE 2

3
2
4
1
1

WP BRI/ CTO ABHEFNSRE Z D 04 »
EINTW5S. KFRAETIE, 2IEMGER 4 &
FEGIIL) I B S, W& BEA S WBERE 2
B 7o NIRER CH - 7. FEBI 41, Hh
Cl- RENPEFMEZ L, SMEEREBRER TR
iE U 7o R G IR & PE D 7 WERFI T D 1Y,
JEEREY /A4 CF M4 5712, FEFI11
(%, SR ERER A P S TERITH D,
R Z 2T 5.

A S /o bgaREE (F 4
BAEEZFNII0EMICH N Tz, &
i/ 7 U7 F 885K (BCKk Tl Creon® & L
THWHNTWA. HATIE SA-001 &L TR
BTN D 2FEFTRASI N Tz, &
7=, SRk (EN)IE 3FEFNC HifT S /e,

D. #g
CF Tlix, DS OMEALEE R W ORI hn
2T, BEHCO; DA k- TNNGEE

WO PH BE T4 5720, HIEEER (FFicy
IN—X) OBEFTEEMET LIBERR &7 5 (K
2). WFELLTE, 7Y —FILr)lF—
B TR ITBEXEL L LI, BEATHRIES
U < WIGERI OTEALEE R B % Fo 0 I 53
. NROSE, BT ED $30~50%
) —w B LMD 5. AREOHEINN
Foo TRWEHEICIE, BESREEN) 2 BRI
O 5. /o, AFHOIRBHEE X I V5
WIS NI WOT, #EEX I VElz Wik
HINVERD D .

Bk TiE, @i/ v 7 LT 5 BEICH
% Creon® M EHREMICH BN TW A, J5E
e A TSR HE 8 S 1T (500~ 4,000 IU li-
pase/g FRH) IR %. ATV EWIR¥ 5 C
EMTERVILIR~GRTIE, YEOIINV Y7k
FITRE T, BAFE» LD ICHIRS 5.
S E THAENTHEE SN TR o 7oizd,
AFHETIH2EMMCHEHSINIZDATH -
c. S, FEE8 HICEW THRTIC k- /2
N7 ) N — G B A (Pancrelipase
delayed-release capsule, U /X7 L 4 /®) DO
MRz 5 -8B bns. BEICH-- TE, K
AN IBERE A HOHE L, FTRE C AUTTH LB R
SRtk CEPIRIFOEEEZ 1T/ . HtEEEA
MR 5T 5 &, EAE(L /D, fibros-
ing colonopathy &\ > EE & & 0HE 75| i
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S CFTR#HE] l .......................
v : :
BB 5o v Cag)
BEHCO, 433 | :
. 4 EhOU—R&
7 & INEEDRE (30-50%1%)
+= 55 v
™ E D
HCO; ﬁzl yﬁ‘s‘iﬂi%m& % Py
Vi < i | Bl
IJ\»’//]_MHWWPHL ‘ ‘ ﬁﬂ:ﬁigl i .......................... E E%i%ﬁ“(ﬂ%;gﬁ“)
. D S
‘ ﬁmgﬁzﬁl |5Eﬁ4bﬁx\ \ﬁm\ Crir
XD ‘ Fibrosing Colonopathy ‘< IH’FFFI(ﬁ%)..
IEEtE S OB

2 Cystic Fibrosis {Z

CTTEDRDALH. BKOTAFFA4 /T, U
IN—Y1EME & L 10,000 IU /kg A5/ H L ED
HLEEER 2RI RETHRVWEL TS, B
TE, DOETHAT eI W e AT A T
BT-PABA SR OATH Y, L OEEEOE W
FHHLS AR —VYREMTZHEDICHRHT L
DI NS.

CF Tlid, B WAL K 5 M bW 2
12, REOEBMERGE & %2 512 K A IERED N
o T, RERENEATS. SEO KL
Tid, BENE O WAL BRI 3 184E #l 8 fiE
RN, FLRINCEIZR L -G E & R EARR
ZEEOFEFN RS PICSEGE Lz el s T
Wz, Lo L, o (FE 1) TiE, <D
EFD [ THY, REASRDHFET S L
EzbN5bH. REREOWEL, WFRERE
(FEV 1%) L EFREHE IR LT EDDD -
Tk, K BMI B 5\ IFAIEHEE) #5078 —
YU P AANICHERORELZEREIN T
B FEh e O LEEE A A IR 3 5 C
IC XD, FREREZ BN AT DT %
CEPBETHA.

E. #&

A7 4 1] 2E R KR AfEAE 4 [ 2l A T HRAT S
1722000~20094F- D EHFA2EFID S H, A
TR AR B A8 |1 S A 7 L8 il D T % 4T - 7=

B % SRR E OMRE LR

A TERRIRF DA IZ D\ T
FEFIO BMI 124 F118.5KETH D, 18wl
DBFEFDS> B, LIEFNIAEL, 4EMITS
N -2SDLUTFThH-7z. 1T &EAEDIEHNIC
KERRBVGFET S EE 20N, FEFEENTHE
TNl T8 - TN 7 U S—V G FI O F % &)
&, R EL50/N—Y v F ZAIIZED T B
BB 5.

Tid, 18k ED10

F. BE&3#

1. BHAVIERE, ex KRB RIBTIT 5L
HEFE (Cystic fibrosis) D& = T2 Ky, N1303K

DOERENT R4 BFE B G R B
WEEBE PR 6 REEOFFEHRE & 1994: 20-23.

2. REWET, o OBR, ﬁﬁﬁz, NIERE, TN
HEZ, #kEbs, LBHE—R PEENIRIEE
L EEE TR JEAE 57 B4 R i B SR
TR [ HEE MR BICEE & AP oEsE | P
WI24EE W 7esRkE 2= 2001: 92-95.

3. B =, RE T, EEBET, HNIE, A
MEZ, Kl B 28 3 [IFERRAEE & E%E
SR s R e S AC SRS
Arn e dsE) [HEE IR BICBI 3 54
WEIE | P74 ~ 194 /8 & I Te i 5 &
2008: 205-215.

4. Bl =, AR T IR, HENHEE, &
—HB, SEE—, TR, AHRZE 4 m
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