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

NepiR LK e ge

EZERIARMERE (FERDMEARMESE CF) DB 9 I BE (L [RIFAZR)

DHtmd s R =

SEERFSEE
BB =T (BXUNTRMEE/NERD)
(20 =
UTREE LR,
SR SRE S
EARHEA,

HEXUMTRME ik

L, SEHRS (B K Ui RIEBHLERED
HEAPDE (B dTBRFPRFGIE R EE )
AT (BB RFREGREATRFE 25 —)
BN = (B B ERFE ISR A E AR AR

EAIRE (AARHFHRBER TR s NED

IR,

IE5R

7 CRACRFMBHILENED, CF B EHEDO A 2N —

[(AEEE]

HR TS A X —V I3 PERE DO AM BRI, FLEhIETHRIE T RE A D B RER T 5. K
Kk Tl R HERE (CF) OB A4 (P OZMIC VBN T A, REICE D BAAD CF &
HOWEN B RE 2 FHili 3 5 720, 1~6 iKOEF 2B M IE1104 & CF BE16%/IC BT AHdh TS
AR —¥ % ELISA EIC LD BIE L 7. % RO T 5 28— OhRiE3556 ug/g (it KE784~
B/MELT4), FIEIE532 ug/g, “FH(HE — 2SD OfEi3207 ug/g To - 7. Bk A & A U FLAEAE (>
200 ug/g) THREEME AR L/ZBERIL 1 ZDOATH - 7. PLEHENLOFEH LTS 24— (Fhifl
25 ug/g : HiPH16~75) 8 & CHLHEMELL FCTH 0, BEAGWREMRFF S 7z 5 D PS B3 4 THHUE
fELL E (804 ug/g : 239~852) T - 7=. Hh T 5 A X —1 13 CF ITHE D FEA 5 A 2 O R 122 k7 12

FHTH%.

A. Btz BEH

W SE B R AEAE (FERatE RAERE CF) I3 cystic fi-
brosis transmembrane conductance regulator
(CFTR) b I/ T4 FA TV F v %
WOBETERLY RN & 4 5P EASEERR
MEETHAY. CFTIREEFERICLD
CFTR ORkRENREFE SN 5 &, Kitix s WK
D72 DAL %13 U DO DB AE > K8 S DR
FENAZET 5. ZORR, WBEEA VT, B
I WANENT & B IHALR IR & ke s & 7x
D, KB TIERES M RE LR, MRE L
ROBISPER NI E 5. FIEGHEIC K APFRAN
D72, HREOBE O AL R
194ECTHh %2

CF DM I WEN 73 W RE O FFAfi 28 L 22T
»%5. CF N WA H I LD Pan-
creatic Insufficient (PI) & Pancreatic sufficient
(PS) Iz NS, —fic PLOKEZIZPSIC

HERF % FOUBSRERE L KT (1% Kiis) 4 %
CFTR Bz TA R - Tk, A@mTFHED
RRETH 535, bHEO CF OZ WA T
X, BN WA, KEHEOERLAZES I
[ 5 % £ > 2>, % 7213 PFD & (BT-PABA
RER) 12 I51F A R PABA BEfiER 2 - |-

DS VEEDIR TR A L d - T2l d
HTErhoTWAY, Lal, HpFery
T NE R EREORTE IR LS .
%7z, PFD 3R T3~ NIRE, 6 Kpi
ICH/IDBIRTLLBERD 572D 6 KL T D
RICHaATd 5 Z B TR\,

FERR B SN b LT AR —Fidlt
R EREETHH. LGN TREIC ) F
INAHT EF LS ERICHREINED. {E -
T, HhOT S AR —Y OB IHERE
% M4 58, HAANDRE AN L UBIERER
20 H O RBEMERERIC & 0 SR ORI WBERE K

—330—



‘thv%y%%*EVTf%,%%EﬁM
HEESIUKRT I —VHHENMET) 24
ﬁ%ﬁﬁ kﬁ%@¢l7%ﬂ VRO REE

, BMEfEA >200ug/g LRRET H L, 72.2

A,%ﬁﬁiwzéfﬁéw.ﬁﬁfi,%ﬁ
72\ LIPS ORI - IE EOZMNIT T & 7k
WS, EEOREN S WEEDOZENCIIEH TH

5.

TS A2 —Y OREITHERE O A4
<7z AR TLHEENDJRETH HDT, KK
K Clid CF DFEN WA OB AW BT
WA UL, HRAOYROFEF TS A
A —VREICOWTIEREOLN/EHRL 2%
9, BASLHADREE[E ZOEFETHTR
WHOEARBTH 5. £ 2 CTPHR4AFEICIE
AL LTOREZEDOREDO L L ITEB GO
HEHERL T I A% —VRE % enzyme-
linked immunosorbent assay (ELISA ) #:9.12)
XOWEL, PRSI AEMEEZ KR L
7219 SERC254F B I R SE R KR AEAE (FE o AR A
it CF) B8 HIEY OFBRBEOW 13T, CF
BEOFHPLI A —VYREEZHEL, TOF
R OV TG 24T - 7.

B. Azt A%

K EEREAIE. AL LT RKEREREL X
Hﬂ%ﬂ%ﬁl@lﬁ#% 6 % £ CTOLEE T,
LEICTHREEORBE G/ @FEEIEL1104
(55644, @468) x5 & L7z, BiKiIRE
e TR 4CTRE L, A X LTEHME
ET—Y a VDA y T FRIFICE L T,
HEET-20CCHRAEL/K. CFEE. CF &
BHE OB ERE208ICHENORE & F
DOFEIM KL 7=, FIREANOKBEEFICIIVIE
DOFAE, REAW, KRETEHRAES LUK
RORERE B ZFRE L /2. BEOELAMESF
Bl OB RIRICIERERSDOALTRLHEH L, A
FIHRIIEREO T, H, FK, hkELL
7o, BEDMRAETEEA L LTTRBRICREXT
X5 EDICFRALNT —IVEEHE L L2,
£ ERL JOEFNEERE & OB & L
7. CF #&16% (B84, it 84) Ok

ZHEL, BEET-20CTHRFEL 7-.

Standard Curve of ELISA

2.500

2.000 /%;

1.600

1.000 /
0.500
vooow/

0 50 100 200 300 400 500

Absorbance at 450nm

Control1: 126 (CV=1.4%, n=4)
Control2: 177 (CV=7.9%, n=4)

Elastase concentration (ug/g)

1 fiT 5 A& —+ enzyme-linked immunosorbent assay

(ELISA) EEOTEHEHR .

iP5 A % —+¥ ORIFEIZIT BIOSERV Di-
agnostics @ Pancreatic Elastase ELISA =
v I (SK15)912 % fvw/o. X 1 ICEEAE iR %

J. EEHERR(R 1(126 ug/g) 15 L U HEM {4 2
(177 ug/g) O CV 32 £n1.4% % L U7.9%

(n=4)THh- 7. HEITRTITWV, FRIZL
DFHETRL 7z,
(mEEmE A~ OEE)

AU FRIEA L LT RFEEMELZ B SO RE L
1172 (201248 H 6 H, 2445552435 ). K
FECH I SNRBERRICHEAS ~ CEB
FUHBETHML, THEHL. KCHEHE?O
TRAEEIC OIS TR ATV, SCEICTHER
IRENTMREZ DA, BRI KL 7.
CF$%®$H%«®%ﬁ@,I%@ﬁ%%@
FeBERFICH T A LIC kD THREH. Kl
TIXETE OBERICDBEOE AT 57200 7%
DT, HENOEE TR\, FGEEO Tk
¥, FEROBREIILE TR, BEOBEANKE
wSF B 1o OB RICIIHE T DA RLE L, B
BRI OFn, H, JK, FAELL,
KD EREBES L. HESEREEBEICH
ML, EBREIPLEZICREL-OT, #itE
DELEIZSTFON TV S.

C. HzeiER
(1) R OFER TS A% —X D570
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X1 ZLLABORBEEEQA~6iK) OfFhrLs 2% —
VERE (ug/g)

=) ESR N 5 i
N 110 64 46

1 TON 784 903 853

FR L fiE 556 556 567
$5UN 174 238 174
SPEHE 532 527 540
SD 163 155 174
- 2SD 207 217 191
¥y +2SD 858 837 889

RICAILTORBEREOFEFR LS A
2 —Y DS RT. 110% 0% ROk fEid
556 ug/g (B KB 784~H /Ml 174) Th - 7=.
IR (n=64) O R{ES56 ug/g 1%, 2 (n=
46) DES67 ug/g & ZE X7 - 72, SR EAED
SE¥IEIE532 ug/g TH Y, FHfE —2SD OfE
13207 ug/g T - 7.

(2) CFEEOER

164 @ CF 3% O F ¥ F 13 14.4535% (e
fid : 9.15%, 0.7~37.15%), H&kidl:1Th
S7z. TOW, ERIKRFT R 6 ERE D BESN 5
Newht- - B P IR1L (B5 4, ik
6 %), BRI IET & #HEE L /2B (PS) 13
54 (BM34, “H24)Th-7-. PLEE
DY 9.85% (PPl : 7.25%, 0.7~25.3
%) X, PS B3O FHF24.7 5% (Fh Rl
25.55%, 8.9~37.15%) L VK< Ao 7.

3) CFEEOfFEFIT AN —F

X 11 CFBEOMHP TS AR —Y D5 A%
~9. 1640 CF BEOhiEi321 ug/g (I k
{E852~ 1 /IMiEi16) TH - 7=. fihT 5 A X —
Y OILUEAE (200 ug/g) 12 k0, PLEE L PS
BEEIVHCRYISN. PLEZOFEP TS
AR — (P25 ug/g : #iPH16~75) 234 T
HIEFELL T TH 72D L, PSEHIZIET
FEHE(E L F (804 ug/g : 239~852) Th - 7-.

(4) CF BEOER LHPTS A8 —

M2 3EEDOFhR EFEFh LTS AN~ DB
thard. PIREBHOHEH TS AX—iE, 1
ARG 1 %7875 ug/g TH o 7270, foHEE
34 T25ug/g Ll FTH o7z, PLEEOFT

CFEEREPISRE—E

1000

900 o
o0
S 800 9
Fe)
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8
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o
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A o
200
100 5
Qo00CoCcOD

0

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

K2 CFEREOHEPILS AZ—VRE. ERIKNICE S W
K& D 5 B3 (Pancreatic Insufficient) & 75\ B 3%
(Pancreatic Sufficient) DIt ¥ IRIF AL LTD 1
B 6 E COREBREIE. FLEEE (200 ug/g) LT D
8% BES AR 4 b2 5.

CFEEDER LB 57 bR

900

. .
— 'y
> - i 255
o 3
= 700
“m’ 600
o]
n 500
©
w400
g 300
8 #; L] PS =
200/~ . . . n=5
7.5 S Pl n=11
100f5 ? * WASAE
*
0 OO000, 0 —_ ‘ ‘
i 5 10 15 20 25 30 35 40
Age (year)

K3 CFEEZBOEREFITS AX—VEE. BEASWTR
D5 5EFZH(OPD L7\ WEE (@PS). %
ZiF B, B ORI RO B O F .
T 5 A% —1 <200 ug/g wEHNUWARE & 2MHd
5.

RFEROBEIIMBMEZ T Tz, —75, 8
& 5 345% % CTO PS B IR HiPH OfE % 7
U7z, Wil A 20 7o iR PS B 1AL HE
fEAHFrICH 2 Tz (239 ug/g) 2, M1k
B3R O TEREE D LI 7 5 Tz,
(5) CF & OWES 75 whisE & BMI

CF /8.3 o Body Mass Index (BMI) %%
15.6+£2.4(SD) M EMETH - 7=. PLEE (R
fii : 15.3,12.8~18.8) & PS i % (P :
16.6, 12.2~21.2) ICI3 A E£(T 7 <, BMI>
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185D EF T 2 BT - /2.

D. &

CF ## C 4 CFTR #{zFARII5 2DV 5
AW EINTWAD ., 75 AT ERTIE
BICK > THUKIET F VR REREICLD
SERTETF v RIVRVINTERER I NI\
&, FEFEMEIC CEFTR 7+ IV FRH L ¢
W, 7S ANERCIIF v~ IV E VN BILE
SN 5D, MIEERICEATL W dTF v b
WrED KNS, 75 AMERTIE, Fv 31l
DOBAPA % FfN o DL AT X0 BREE A R,
TEY, Fx¥ RVORHMNTE . ZhboD
BENET VIVICHEET S L, CFTR BEEIT 1
Y% LLF £ 720 CF #FHE$ 54519 A5 A
4 (PI) % ££ > # 81y CF 3% © CFTR &{Z T
FEIL, 75AT, I, MIC@T A &85
NTW5BHI., —F, F o1V VX7 BEREIC
T A7, Cl- 2 HCO3~ O A 7 v/ & #H
BBV TG ANEESL, Fo a2/
DOFBEMET 45275 AVERTIECFTR
PEREDS DU TEETRAET 5. T D7 DPEI 53 Ik
e D HREELR /NS (PS) DT, FEHHEy CF
b L < IBMERESR e KM S & RIBE /s &
CF BA#EE & 54519, ¢ 5T, CFOZHk
B W TN WA E DKL, EEEC T
DFIE EERROFEIROLICEETH 5.

X 4 13 ZE N ARAERE (ZERMERRAERE CF) B8
TSI B g S 7 FBE DR 45 WA BE O R Aif
BhmL7obDTHAH. 20134 5 AW S T
RIN/AHFEBEL6FION, 8 FIHAHEOMEIC

CFREICEIT DS 57 b HERE D T %

VA %
(-)19%

DAYV
(+)81%

ZHRCFEE (£FH n=16) 2013458208
K4 CF B33 A5 WHERE O FFik

THEME AR S T\w/-. PFD REiC L %
AL 3 W RE DRI 6 111 (38%) &, KiafT 4
B % 65 3560 % OHE BT 35\ TE B 28
SN TV WEHRAW S L7 - 72. PFD#R
B ClI A3 A NI, 6 RERICHZZ D BIRT
HWEND HT2D 6 LA T O IRICHAT 5

CERBESHTI VW L —NTHL LHfEES
n5s.

TS A% —¥ Tld, BERW LIS
DPES P IEEOZHNT TE R\, L, &
BEORENDWMARETHEEICZH TS50
T899, KTl CF ORES 73 AN 4 D2 T 0
POBRBIZEICHWONTWALID . BIYE HAA
DEEFENROFHR T 5 A2 —+ OIEHEE T 7
W, £ CTCTPR2AFEL, AKX LTORER
DT HET, 3EHD 6 HOYIZ1034 O fF
LS AR —VRERREL Y. 3L
DR T T A X —ERE O RAE (544 ug/g)
I HARANDREF A DOE (578 ug/g) ICHYS L
TW=9, BE, AE(X4), BMIWFn &
RIS AX—1 L BEOHBEEGRZRD -
72T, T OFERE T & FZEOREN 5w
BEN D B LHEE SN A, PR2SEEIL 1R
DF—REEBINLT, 110& L7k >7-. ZTD
JAE 3556 ug/g (e KE784~ i /IME174) Td
7z SR EROFHEILS32ug/g TH Y,
SE¥ i — 2SD O 12207 ug /g Td - 7= (F
. ChEVEWEZRL SR 2 4 (174
£207 ug/g) THoTo. BE~YZ 2 T IVOHE
FHUETIE, P TS AX—¥ <100 ug/g i
BE DORES 3 WA 4, 100-200 ug/g 1T & D
BES WA 4, IEHIE>200ug/g & LT
. BANRHCK AN FLHESE (> 200 ug/g) & IE
WO WHRED FIR & L7286, B K
ERLIHBIZ 1A TH-7. -7, HAE
ANFSRICBWTL, T OFLUEEE (> 200 ug/
IR Y L EZ NS, KETEBELD
, BEEOBRAETH S, AR TIEE
DRGEEDP L NDTRNT EOKAE & 7% C
ENRBLH. BEKMEIABEI NS IR
EHRICHRL T, BRI IWMALETH 5D,
FNELTFRDRIC LS LD TH LRSS
BN D 5.
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KFEIL, HBEO CF B ORI 5 R
BT AW OFAETHSH. 164D CF EHE
i3, BTS2 —FOMEIC LY PILEE L
PSEZICHIRICGEITAZ N TEL(K
2). 75A1, I, IEEZLOEEHIIHAE
IRFIC IR 28 (B ZENOARAERE) 2 RFE L T 0, I
NN e w &0 53, SEIOFBERIT N
HMATALDOTHY, 0.7m%~11HD 9 B DMH
FP100 ug/g LIT &, EEORES 5 I AN 421
WY AEE R L. Fhrs 2Ax—Yid &
DM CTHEHEICHEIN DR EDRZMTE LD
T, FLRHIO WA CF OB st
ThHbHEWVZA.

Rk ClE#25% @ CF B 13 b AS 4 %
DR WPS BETHAHE. Lal, FLAY
D PS B DR & ITEAN AR 2 A FEIE T
HTERHMLNTWS. SEIOFHE TIE, PS
BEILSHBLY) TH 7. TNHDFERFIT
13305 B & CTHEA - WA 1T AR 7o T 72 (K
3). LL, MiBHE%ZZ /oGO PS %
Tl, P S A —E 239 ug/g & IEHD
THRYEAE E TET LT 7. ERRIIC & s
SUWBEREDIS FICAESIERA B 0, WEERFT
WEL TSN TV, 5, FILrF—¥7 L
W7 7R T34V VBAEOWE I,
CFEEHEDTHROBEFEIPFSINT WS,
CFTR F % *IVESRE MK F IR MR O U 2
JRFTHHY, KEEORE & A5 b
REDIK F ST SBINFAES 5. P TS A
% —+ 0%, PSEHEICIT BHEN SO EE
ZICHHFEHTHA EEDNA.

PAZEME M IR [ 04 V) IR 4 KB REGICAE D 1%
D7z, CFEEZETEIIRVE—HENKZ
V. EESERARMERE 2 R O KR O
HrCid, 1ZEEFPREPLREREEL L TV
72100 18k LA BT L 7 A 106 500 %
BMI @ w9+ it 13 15.9 (13.5~18.5) & 9 & »*
BMI<18.5CH - 7/z. LEOFHETIE, PIE
¥ (vl : 15.3) & PS B3 (bRl : 16.6) D
BMIICIZ B2 L7 h - 7-. BMI>1850D%
FBE20DOAHATHY, BHNGTWANEDOHEIC
Nhrbod, BREEOEENL -7, BMI
FREFEOTH EFEEICEBEL Tk, BMIO

KWBEEFEIFEARRTHS. CODOMERES
O, FEIOARFERPHERE I N TS, 4
IZ, PI#fES CF CTld, AFOEICHLEEE
LRV ELBEORIENEL V. B
FOLEHOENKEEIE - BICIFERG 2E
DFER %2 CTE MO LRI P KR I N
7=DT, VPEOART Tz HE s &0
BRI > TV A, S, LS AKX —
YARBIEST S 12 X0 FICHEN D RO
BT, T EEERE R T C
FI2E D CF BEDOHFEATEDOE (QOL) 8 LU
KEREOUENNFIND.

E. f&am

Fp TS AN —YEWlEdTHZ LIckD, H
KAD CF BEIT BT BREIN IS O %
ZMr L 7. Wk A CF B3 & [l U A dE(E >
200 ug/g T, WA WAREDOD HEE (P &
WEBE (PS) wfHICEN TE/. PSS
AR —X1F CF I S A 5 A 2 O R
ICERHTH 5.
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