JEAE S5 R BT E M (HEE RS e R TE S 3E)
PR S

PR RRRRHEE (FERRMERRMERE CF) DS 7t BE

DHtmd s R =

SEERFSEE
BB =T (BXUNTRMEE/NERD)

SeHyE, MR 1R (AR Ui REREIHILERRD

HEAPDE (B dTBRFPRFGIE R EE )
AT (BB RFREGREATRFE 25 —)
AR (Bl BB R AE R R A R R

UTREE LR,
SR SRE S
Jene=,

(FE]HFZE)

HEXUMTRME ik

EAIRE (AARHFHRBER TR s NED

NI, IER 1F (RAERZEREEHEILEENED
CF B EkIE D A > )N—

[(AREER]

FHhT S Ax =V I3 PEREO QBRI I2, FshETLBIE T RE A I RER E CTH 5. K
Kk ClIPEERRRAELE (CF) OB 3R 4 (P OZBHC AV OB T A, KEIC LY HAAD CF &
B ORI IBERE 7 Rl 9 5 720, 1~6 O 2R E R 1104 & CF JBEL6KIC KT AHEF LS
AR — % ELISAEIC K DJIE L 7. B IEOFEF LS 2% —X ORI Ei3556 ug/g (A E784~
B/MEL74), SFHEI3532 ug/g, “FHE — 2SD OfEi3207 ug/g Td - 7=. Bk A &R U FEEEE (>
200 ug/g) CHRELME AR L 72@EIRIT 1 ZOATH > 72. PLEZNLOFEPh TS 2% —¥ (thii
25 ug/g : ®WiPH16~75) P CHEMEMELL T TH D, B WD RFF SN/ 5 4D PS &34 THHE
fifibh b (804 ug/g : 239~852) TH - 7=. TS5 A% —t % CFITFE D BES 5 A4 O B HARZ HnC

FHTH5.

A. BIZEERY

T 2 o i MEE (22 i 4 R AEE CF) 13 cystic
fibrosis transmembrane conductance regulator
(CFTR) b s n/zr5 4 FA L VF % %
WOBILFERZRAN & T 5 R EAESHHER
HEEThAHY. CFTIRERZFAERICLD
CFTR OgEnEE I NS &, W75 WK
D7z OTHALE %13 U OREN OB AE L K 2 D
ENHET H. TOME, BEEEA VYA, B
A AR & B LRI RS & e fe s & 7x
D, KB TIEET HEERE LR, MKEL
ROBIRER DI E 5. WEGHEIC & % RS
D72, HHEOEE O AR
194ECd 52

CF DM (3 WESN 7 W RE O B 28 AL 22T
H5H. CFEENATW AR EOHFRIC LD
(PI) & Pancreatic

Pancreatic Insufficient

sufficient (PS)IZHINS. —f%IC PIOA
FNL PSICHARF v FOUERENE L <K T (1%
Kiiti) 9% CFTR #In FAER > TEO, &
WMTELIARTH A, HbREO CF D2

FUETIL, B WA elE, KEHEBIOEE %
PES NENGBE % £F 5 7, %7213 PFD & (BT-
PABA 3B%) IZ 451F % JR h PABA PRl =R fif
FREENY T UEREDIK T RH AT Ehd -
T+ A2 Lt TWAY. LL, Hdh
FE M Ty VERREAEREORTE S FIE &
7t 7z, F7z, PFD # B Clatdd s MR,

6 RFENC D/ D BIRT AR D 5728 6 kLA
TOHRITHITS 5 EIIES TiE .

HERR MR Db s N AT T A X —H ikt
IR EREETHH. LGN T fF
INAHT EF RS ERICHREINED. {E -
T, PO S AR —Y OEEEITEN 5 IHERE
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% RMEd A8, HARANDHET AN L TIEMERER
2 H ORI K 0 B OB 5 IR
‘Htau%v%%*EVTf%,%%Eﬁ@
WEELLIOBRT I 5—VYHIHEMET) 2 F
#6%%’%65@¢171ﬁ iRl D R
1%, EUEEZ >200ug/g EREET H &, 72.2

%, HFEE390.2% THHY. KETIE, BE
72\ LIPS ORI - IE E OB T & 7k
WS, EEOREN S WEEDOZENCIIEH TH

5.

b5 A% —VEOWETHERFE O EHE N 4
<7z AR TLHEENDJRETH H DT, KK
K Clid CF DFEN WA OB AW BT
WA UL, BHRAOYROFEFRLS A
A —VREIZOVWTEHELN/IERL 7%
9, Bk ADFEEEE 2D FEEFH TR
WIRBTH S, £ ZCTHEERE, AXLTHO
REZDORED D L ITRRZTY OB AL
TIT I AR — ¥ EE % enzyme-linked im-
munosorbent assay (ELISA)#912(Z 10 HIE
L, "NEICET 2 KL R L /2® . KIE
FE U MR S R KR MESE (2 i R HEAE CF) B 8l
WD ERBEDWH %R T, CFEEOHEFLT
FAZ—VREZIFEL, ZOFEHEIZOWT
Wt %47 - /2.

B. Azt A%

*F 513 CF BEHIE OB HFHEFE204 & L.
FHEEICHEANDRE & FEORI A KIEL 7.
FHEENOKEEICIIPIRONAE, RER
o, BRE RS E R LU ORE A EE A
FEL 7. BEOBEZ/M LTS OMKRELRIC
FFREOATRREHL, ATFHRITERIEGOSE
W, M, BE, hEL L. BEARIUE, BE
PRE T EERETEL IO ICZIAL Y —
WEEE L L), L0 FELKRLS ICEMNIER
PR & OBk & L7c. BEEDEIER, HE
F T—20°CTIHAFEL 7.

1640 CF % (B 8 %4, ik 8 %) Otk
ML 7. HEOGRIT, AXLTO 1,
56k E CORFEIE1104 (BB644, 1rd64)
L. P S A —YOHEEICIE

BIOSERYV Diagnostics ft @ Pancreatic

Elastase ELISA & v | (SK15)9%12 % FH\ /-
HIE T TV, fERITZOFEH/ETRL 7.

(R~ OHELE)

A7EE A L LT R mEZ ASO KRR
272 (2012428 A 6 H, 24A5HH243%5). K
HFE~ DI, EIREDEEORKEERHICEH M
THT LD THEH. RREITET OB
BRIV EOFELR RN H7207DT, Hik

DOFENTTL\ . E/EEEOHRTR Y, Frlo
BLREIXLEE T\, BEOEAE LTSS IOK
AREZRCIIHE S DA T LE L, BUSHERITERA
RFO L, M, &K, fFAELL, KV EETER
BRE L7z, BIEREEBREICEAL, FiRE
POHBEHITHRE L /2DT, REFBOEAMITSF
bNTW5

C. MR

(1) CFEEZEoER

164 & CF 3 O P35 F-in 13 14.4 5% (Fh
fid - 9.1m%, 0.7~37.15%), H&Hiil:1Th
>7z. TOW, ERIKPT R 5 ERE DB 51
N8 - B P14 (BS54, ik
6 %), WESIAIET EH#HEE L 728 (PS)IX
54 B34, k24 Th-7-.

PI 3% OSEHEER9. 8% (R 9l : 7.25%, 0.7
~25.37%) 1%, PS BE O P FE24. 7% (R
E : 25.55%, 8.9~37.1i%) L DKL 7o /2.

(2) EERGEOFEFR TS AR —E D5

KICALLTOREREREOHEH T A
R —Y OS5 RT. 110% O RO R JEI
556 ug/g (Fx KE784~Hx/IMHE174) T - 7=.

£1 ALLHORFTEE(A~65F) OFF LTS AX—

VIR (ug/g)

fetE R, &k % i
N 110 64 46
TN 784 903 853
Hh g fiE 556 556 567
SN 174 238 174
S5 fiE 532 527 540
SD 163 155 174
P45 — 2SD 207 217 191
P45+ 2SD 858 837 889
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FIE (n=64) O JfE556 ug/g 1, « R (n=
46) DAES67 ug/g L 21X 7w - 7= IR EMED
SEYEIE532 ug/g TH D, I —2SD Off
13207 ug/g TH o 7-.

(2) CFEEHEDOFEFLT AN —Y

X112 CF BEDOHER LTS AN —VY D554
9. 1640 CF & OFREIT2]1 ug/g (K
E852~ 1 /IME16) TH - 7. FHLT S AH—
Y OFRAEM (200 ug/g) I kD, PILEHE L PS
BERWABCRIS N/, PLEEOHEP TS
AR — (b RAE25 ug/g @ FiPH16~75) 284 T
FHAEMELL T TH > 72D L, PSEEZIITET

CFEREDEHISRI—F
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Pancreatic Pancreatic Healthy
Insufficient (n=11) Sufficient (n=5) Children (n=110)

K1 CFEREOHEAPLT ZAX—VRE. WIKAICHES 50
RNEeDH %5 B (Pancreatic Insufficient) & 72\ B3
(Pancreatic Sufficient) @J:l:ﬁ A REALLTOL
6 6 E CORE FEHEE (200 ug/g) LAF D
@%W%ﬁ%ﬂ‘ék?@%ﬁﬁ’é.

CFEEDFi LRI 57 bR

L] [ ]
Y
:U) 800 ry 3
=3 :
2 700 255
=
@ 600
«
W 500
<
w400
E 300
L‘II.) :‘.‘ [ ] Ps -
200 n=5
7.5 © Pl n=11
100
o) . * BiEAE
o RN L :
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2 CFREBOFRLEh LT AX—VIRE. BT WAR
£DH 5HEFH(OPD LB % (@PS). "Ikt %x %
7B BRROBFIIMBEO BHFOHRAE.
LS A —1 <200 ug/g &N DAL LEWT 5.

FLUEGE L) | (804 ug/g : 239~852) T - 7=.

(3) CFBHOTFHy LEhT S A —+
M2 13 EEDFHR EHPL T AN —Y DO
thamrd. PIEEZEOHEP LS ZAx—FiL, 1
ARG R 1 %875 ug/g Th- 7=, hoEE
34 T25ug/g A FTH 7. PLEEZEDOHT
RFEROBE IR EZ Tz, —75, 8
W 5345 % TO PS BF I EE M OME R
U7z, Wil A 20 7o i iF R PS B 1AL HE
fEA DT rICH 2 T2 (239 ug/g) B, M1t
FEE DR FRE NI 7% > T/,

(4) CF BEOFEI 5 ubbaE & BMI

CF 3% ® Body Mass Index (BMI)iF%
15.6£2.4(SD) M {EETH - 7=. PLEE (R
fiti : 15.3, 12.8~18.8) & PS @3 (b yLfH :
16.6, 12.2~21.2)IC13 A HZ %13/ <, BMI>
m5®%%mz%f%oﬁ.

D. &

CF % 4 CFTR Iz FARII5 5DV 5
A EINTWAY, 75 2T ERTIIE
BIC K-> THEUKIEa R /o REREITED
SEETRTF v RV R VINTBINEBR S NIE W
&, FEFEMEIC CETR % VA FRB L ¢
W VS ANERTRF v V2 VNI BIRE
BEN5D, MEICBITL W TF v b
WrED KNS, 75 AMERTIE, Fv 1
DOBA % SN DAL N TS X BEE 2 R,
TEF, FoRIIVDOBHANTE 0. :h%@
EHIPME T VIVICHFIES % &, CFTR HHE
WELTF &7 0 CF %ZRfE 4 54515, HWV%WF
4 (PI) % £F > & #11%) CF B% ® CFTR i&fx T
EEIT, 75 A1, I, MIZ@ETAZ L5
NTW5BHY. —F, F oIV Z V7 ERIEIC
FB I 55, Cl- R HCO3~ DA A/ F @M
Wb 7 TG ANERL, Fx 1 IVRVINIE
DRBEMET %27 5 AVERTIEICFTR
PEBE DU FEETRAE T 5. T D7 OWES 53 1k
RN D HREMRI-N S (PS) DT, FEHHAY CF
b L < IS MERESR 0 Je KM it RS & K BIE 7 &
CFRA#EHEEZ LS. 85T, CFDOZ
ICB W TN WA EOZKNL, EEESFH%
DYIE L EROBIROLICEETH 5.
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CFEEIZHE T DS 5 bt Ak D el &

YRyLits
(-)19%

DA/ 1V
(+)81%

BHRCFBE (EHH n=16) 2013F5H8208
K 3 CF B8t Is0 2 A5 W BRE O S

X 3 13 ZE N RRAEE (ZERRERRAEIE CF) B 8%
Tl BE 191 B g S 7o JB S D EE AL 53 A BE OO RFA
iR L7z D Th 5. 201345 H I 5 ChfE
BINIAAFEBELIHION, 8 HlAFEOBERIC
THERFE DR SN CT\w/-. PFD#B&IC L 5
JEAL 73 WABERE DT 12 6 1 (38%) &, K hafr 4
B % 55 3D K960 % DIE BT 35\ T RE B YRR 23
SINTWZRWEBI A B 705 7-. PFD A
B Climd s NIRE, 6 FfEICH /2 VBIKT
LB D B2 6 LT OYIRICHfTd %
CERBESH TR EL—NTH S LHES
nab.

TS 22— Tld, BELVLIIFPEE
OFENFIEEOZRIE TSR\, L2, &
BEORN WAL IHEICZH TE LSO
T8, WK Tl CF OFESN 73 b R e D2 I <2
FlEZIC WL TW A0 HIZE HARA
O/ NROFEF TS AN —¥ OFAEEIL 7
W, 2 CTHEEER, AL LTHORBREOH
3T, 3D 6O EI03HDOFEF LTS
AR —VREZIE L7213, 3R Lo
T 5 AR —VREOFIAE (544 ug/g) 1T H AR
ANDEEH A O (578 ug /) ICH Y L T
729, R, #KE(X4), BMIWFhdfido
FAZ—Y L HEOHBEBRZ R DL - 72D
T, COFMETIIA & RO 5 IRED
HHEHEIND. KFEEIFT1IKEOT —X
FEML T1104 & L. £ O I1E X556
ug/g (R K784~ /IME174) T > 7. %R
EAROFYEIL532ug/g TH Y, FHHE -
2SD OfE (%207 ug/g TH-7-. TN L DKW

fEAR L7240 RI1% 2 44 (174 2207 ug/g) Td -
7o, A~ = 2 TOVOYIEIEETIE, HhTS
AR — <100 ug/g 755 & O RES 5 AN 4,
100-200 pug/g (T OBEN WA 4, 1EFH
13>200ug/g & LCTW5A. ALKk ADIE
H#EAH (> 200 ug/g) % IEH O REAN 5 BERE D T
RELASBE, BRERMELARLZGRITLA
ThHorc. f->T, BHRAASRIZTE T,
CORHEM(>200ug/g) 1T H B LEZ2 LN
L. RBEREGHE SRV, BREOE\
TH5HD, MR TREOKRGEENPE DT
B EOBEL /A b 5. EFEEMEN
BlEIN/IHBEICIE I FRICHERL T, FEH
PN FIWAETH LD, TN &b ARGEIC &
HHDTHHPHERT HLEDDSH.
KWFe1L, HAED CF BEOPEN 5 bR
BT ARMOFAETHSH. 164D CF B
i3, BhTLs 2x —¥Y oIk PLEE L
PS BEICHPIC BT AT ENTER. 75
AT, T, MAERZ L OBEETHAERICHRE
(BEZERIARAEIE) A RIE L TR0, B DA%
EFT %Y. SEIOBRIIChAEMSTH D
DTHY, 0.7~11ED 9 %D HEELH100 ug/
gUTF &, SEOHN IS T HiE%
RLTc. RIS AX —VI3 D BEORE CRE
ICEIN IR G2 CE S50 C, FLURMO®
#ifty CF OB E R sETh s L\ 2 5.
Wk Tldf25% O CF BEITEN IR 4%
FEDIEWPS BETHHY. LrL, TEAL
D PS BB DR & T EAN G WA G % FEIE T
HTERMONTWA. SEIOFHETIL, PS
BHEEFSHIBLIY) THo/e. TNHDOERT
13305 B £ TS bR 1L AR 7o T 7.
LoL, Bii%27-kEROPSEET
X, TS A% —E¥»n239ug/g L IEHDOT
FRAEAT E TR T LW . ERIRAIIC & A
WHEREDAR TICHE S FEIR2 B 0, EEER AR
EffTsn T, %, FvrF—E7 b
TR T IRA YV VBAFEDWE KA,
CFEEOTHROHEZELPHFIN TV S.
CFTR F + VB REDME T X IBERER DOV A
JHRFTHHY, KERORE & IS5 b
REDIK TP HEST S ABIPHFAET 5. TS A
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#—¥id, PSEZICET HEN WD
HZICLEHATHAL EEDNA.

PHZEME - [ 2 00 1) IR 9 SBE RERI fE H 1%
D72, CFEETRIXIVF—HEIKRE
V. PREERRRHERE 2 EE A O KA DR
HrCid, 1ZEEFIREPLREREEL L T
72100 18k LA BT L 7oA 106 B0 %
BMI @ b 4 i 12 15.9 (13.5~18.5) & 9 %4 »
BMI<18.5Th - 7. SEOFETIE, PIA
:%@wwﬁ-ws)&PSM%($%ﬁ‘16®@
BMI ic BET o7, BMI>1850D /K
%isz&f%D,%ﬂ%wKé@ﬁﬁm
b bd, KEEOEENS 1> 7-. BMI
FEBOTH EEREICEEL TV, BMID
KWAEFEIFEARRTHS. COOMBELTE
O, FEEOBFRERPHEREIN TS, FF
2, PIlafE> CF T3, AFOEICHILEEE
L\ ESBEORENPEL AV, R
OBV DO RERIE - HISS R 2R
DFER A Z T TE DO LEERIE SRR S N
72DT, VEOWNRTTHo R baiFs I &»
AREIC /> TWAY ., S, LI AKX —
YaREST 5T &I L0 FINCEN DA 2D
BW T, TR BRI AT O

LIZED CF BEDOHFEAEDOE (QOL) I LU
FEREOIEENFINS.

e

.

{%EPI7X§7~"Z“%‘LEIJ%E@“Z>: LIk, H
AAND CF BEICBT BN TN EDOF A
ZWrL /. Wk A CF i &R U SEHE(E >
200 ug/g T, BEHMNGWAEDD B HEE(PD &

I\ (PS) A HHICEAIT X /2. kTS
25— 1% CF 125 BA 3R 20 R
AT 5.
F. BEYH
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11.
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