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A. #HITEH

ZE 1o PR HEJE (cystic fibrosis, CF) (&5,
i, HIEE %R &Eoeg skt 83
HhOELSEEREEREATH Y, SHEEERT
»H5HcAMPKEMCI 414~ F ¥ 2V CFTR
%0— KT 5BREFOERRERIERT Y.
CFIZF=kBEAFEIZZ LD TERIIRET L5
BTho 0, —FHEAAZIILDETHEEAN
BIZBIT 2 CFOREHEIZEbOTEL?Y, b
PEO CFEFICE LT, BRIRZIE OREIT
#1120-1306IRT12 102 2 LHEE S NDY.

CF i3tk 4 s EE L 25 525, MFRIRH
BiIkd FRE2EATAHRETDHY), KPEDOE
Bl A S CAELERZLZTWEY, L
PLEAES, bAETO CF ER T O 2%
EERBET L, TOEEEPRE LcldEidias
AERNODBIRTH B, KRIFFETIZ2013FE
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FHIFEICCNE TEEREINI-EFHICOE, B
FEE DY EDNRLTH DI EIORT 2 &b
TITHZ kL9 5.

HEEE O - BERHIEICEH SN BE
O NEHRIIMER, FElybiER S LT, @
NEREFETELVEEEZIT).

C. iR

FORTOD CEFEFIDOEEEHZEICIBNT, 6
Ul Eo/NBR B AT, gD %20 Tlxf
Ei#e 1 WE(%FEV]: 1BEEIME/ 1PET
HME x 100) [25@8E AW LR TW3Y. %FEVI
WL AEREESETIE, EE > 90%, BE .
70-89%, TEEE : 40-69%, TIE : < 40% & FE
FENDL, LELEDD, LZ6mREOI
IR TIEIHEREIREZ DD O DBITOEE L <,
FEEEOERIZEY, BFO6KCF AR
Tl AEA YFEVHIZ EE#EICE T 2720,
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EEEFMICE L CXBRMICEZ DA
TAZ AT 60HY), ERERTHNLONT
WVBHIEED DR W HREEHRE L
£ 9T, MEREM X MICBI LTI, Brasfield
score, Wisconsin score 23 SN TH Y, &
CIZEETIRBRELZHACTOMENE L A
% . Brasfield score (3 air trapping, linear
markings, nodular cystic lesions, large lesions,
general severity @ 5 J8 H, Wisconsin score
% hyperinflation or air trapping, peribronchial
thickening, bronchiectasis, definite opacities,
atelectasis ® 5IHHE LT, Aa7{bL7z3
DTH DY

— 7%, CT A% ¥ V2 X% E|EmE
i, W XML TLYVEMZIT RO
fATHETH 1, & dFHEEIE Brody
scoring system Ti&, HRCTE & % b & 12,
bronchiectasis, mucous plugging, peribronchial
thickening, parenchymal, hyperinflation @ 5
HEWHELT, ofmLEELAaTELTWS
0 BYER CT I3k EEIRE CHERR C & 2 WA
DEFE BT ADIZENLTEBY, air trapping,
peribronchial thickening i& 1 &2 5 EHE=|Z

T EETH U, — 7 bronchiectasis i 3 HEdH
72N PLERIZBOOND L)1k DY,

L L%, MEBEM XM, MECT &
bRERE R VAIRETH ), BICHRETIZA
BRI ARG HRAES B2 5. 2
LT, TSI (MRD) % 72 5HMihs
ZEl, WEROIYE CF BFEIIBTHO
WEEA L & Mk % -l 2 EN/2ES ) 74T
Y, CT &EHRIC bronchial wall thickening/
bronchiectasis, mucous plugging, perfusion
deficits % §Fii L, morphology score, perfusion
score, global score * EH T 5 Z & T, X #RE &
TOEFEEATT L RIFICHBT S LGS
=)

F72, MWEOEEREHEIZBWTLHEEE
D—DOPNEBETRERIIEDORKRE ThH D, FF
\HRRIER P. aeruginosa (F12 mucoid &) D
BRI E R OEFELEF / FRARKRFT
HY, BEEEERTO P. aeruginosa B O H &
R EE L EERHENRO SN,

S B\, PRI EAE L L TRAE W
DN, BIRIMOMESFETHS. DHEEDOFRES
R EEMADOZRT L IGEDOFF 2SI L
PEERHERELSE L L UNEOBEZIZD
L LTHWANETHAHY,
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FRL2T4E B

EA S ER AR R R & (BHe R B BORIT7EE3E)

AR SRR &

TAHABREFEPISA S —FICK D ERERMEDZ EEE

WFsessd A =

AL LMRMERE & & LTimbkEsEgss

FFEDFE
A L L oW R OW B
A% WART, PELRO X (BEERFREREEERFELY F —)

BAEA (L E ¥R RFEH K EER,
Lo W B SRR RD,

HEHAE (=

ISR (BEERFRERBEFI A FRER)
PrilE g GI 36 K 5 R 2 3R A1 B IR B 36 F9)

(AREE]

# 5 A ZERRAEE (CF) £ EEFRED “RFAEIZBWT, CF B (B 7 4, LM10%4, £ 1%
~39%) DEHR T T 2 ¥ — P OIZBERE L BEREICOWTKRE L. BRI A5 —EH5200 ug /g D F
DN A4 (Pancreatic Insufficiency: PI) B#E 12128 (67%), BV OR-n 5 BE (Pancreatic
Sufficiency: PS)1& 6 % T o7z, PLEE OFHFk (7.35) 1%, PS BH (273M) L W Eholz. FhLS
A& —¥iE, PIEZET2+4 (mean * SD; range: 0~13) ug/g, PS B 13566+ 140(range: 319~686)
ug/g Thotz. FHIFEDOHRT, 12BO0EBETHEFRLIAY —¥E2EKTE /2. BiEPI TH-7210
% (01~125 ug/g) ik, 4D PI(0~135 ug/g) TH o7z, FilE PS TH o 7-BE 24 (280, 450 ug/g) I,
4 a1 4 PS(320, 613 ug/g) THo72. RIS A5 —PIZ L5 PILOZKNIL, BEEKEBHEEICELTWY
7o, WRBREEFRTI RS —XI2L 5 CFOBUE PLOBW BRI, FHICAR SN -BERT
BiEEWAFEICORY, BEELOERZHZALZ ENTFROWEIIEETHLEELIOLND.

A. fHFEE/R

EHERHERE (Cystic Fibrosis: CF) i cystic
fibrosis transmembrane conductance regulator
(CFTR) L @& &N7z2 054 FAF v F x %
VOBGTEREYERE T 58 {OAELEER
MHEETHSY. CFTR BEFONFWIRIZE
A5 4 NAF 2 (C1)7% 5 TIKRE%
FEI L C\5b. CFTR OHREDSHET A &, TH
ILERLRBEDOKFWIMET T 5. BFEE, JBE
PR E L % & OEREDHET 22 Wi CHET
5729, EFONFIMBEPEEIND. O
R, bR GREES Ly R, BREMEEGEE, B
HERFREZ), PR (B MRS, S SHE
BRIE, IPIRAE) R5F - REBEL EESELIE
RzRT.

201547 B 1 HIZ CF 2"#m B E S, 2
WrER DS NR I Nz, RSP S CF 2 8- 723
A121%, CFTR OB REEEDEELZHET 572
DI, FHOCI iREZHET L. O Cl#
JE 1 IE % T 1240mmol/L kiiii Td 5 2%, CF T

AR Cl B IRV E (~ 110 mmol/L) & 7z
3. WO ClEEH60 mmol/L Bl ETdh L
CFTR CI' F v A VOBEII S EICEE SN T
BY, CFLEZWTE A,

MAVRY 2 EIR E BRI L ) CF L B0k,
EEETHETAZENPLETH L. SROY
FIFLHETIL, MR E b e E L REEE L T
F 1o THEET 5. Stage SLLEDSKED
O E 7B, 1PN ZREE IR TEF
fidvs. % 1#E(%FEV1= FEVIEHME +
FEVIFHIME x 100) 2590 % HKiilf TH L, EE
HyEHEL, BE, HHE EEICHETS
(£2)?. ¥#EEEL Body Mass Index (BMI)
TR L, IE#, BE $%E EEICHHE
T5(%3)Y. mERASHEKM) OEEZ TIZ,
=k Z A V%BMITHEST 5. ZOEREE
ST, MBEREDREIEHNEE 2 6 AR DR
EPHERRRE LA EPHESE LTRSS T
W5,



#®1 BERMEEME (CF) OEERSH

0

1 .

2 B $70 e
3 e £k T
4 B

®2 PR E OBERERTHE

E® =90%

BE 70%~ 89%
FREEE 40%~ 69%

EiE <40%

it 6 LILEOESNCERET S

EE =50% =22
e 25%~ 49% 185~ 219
H&E e 10%~ 24% 16 ~ 184
HIE <10% <16

CFTR O#febi b &, BRE IR
L, BEENICEERIEE SN, NEEIHE
T 5. FREMIIIEAICEDN, RKIE LB
1LHSEST L, BEZERLMEARHELE (cystic fibrosis of
the pancreas) & 72 5. BEOBEEIIBREIIE T
D, R EMEERIZIIEAEKDN,
EEAY 43 AR 4 (pancreatic insufficiency: PI) &
B FORER, FRIEOMLE RIS EE S
NWIEE B L, KERFLEEIEEIN
b, —F, MBEEIHARLIVBED, 201
TICWHE NZER DA, 6 RKMOEFNICE LT
i, MR R EREICIT) ki, FEETH
%, ESEML > b RMEl CT & EOHEE
FrRICE AHEDHAONTVED, HEFHT
SHESERT 72 b DId 7P,

HA® CFTR 5T CIZHEEOBVWERLT
R L e NI RE D BIEROSBH H 222 %2 o T\
%Y. CFTR OHREMIZE A ERbN B EET
EERIE, BSGwAEEPDEMED. EoT, PI
DEEE AL, BEOERBEFERVFEET

&7 {ThH CFTR OFEEENTER L T 520, &
FLTWLPPHETESL, Fhrs25—¥
FELEO P2 EICEZHM XA HETHD
1 WROHTA FTA4 Y THIEIN TN B,
AEFZEH T, CFEEBLVEEROFEHF T
FAY =Y EAZELT, CF®PI%MEIZZH
TELILEHMELTELY. AT, %
5 HZER S HEE S EESEREY O kAL
BT, FREIVFEFRLII XY —VYORZABE
FAEOW I KBEL, FRFICZOFRMEICON
THRET L7

B. #ARAE

8 5 [MEMIMEARHMEE O kA, AEDHE
B % FLE L - R RS BB ) LT A
Y —PORNESRBL REHOL ¥ —/Ny 2
EE L, ERMAEEE (CP) BEHEEBRY
) CFEREOERREICHE L. BEARIC
FEEEZS LML, BREILH, i, % GELE
BN, BAPFEETE Z2WVWEHITL .
FRENPEED LLEREDORE %18 CTHKIE
L, L2 Y 7 Vids & L HERRERESE
IR % S 7z, EFT S A ¥ —¥Iid ELISA &
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