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FB1F 5 cystic fibrosis Bz F (CFTR gene) 5
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UB RIS E % (diffuse panbronchiolitis, DPB) R UBAZEMREE = £ > BHKEX X
(chronic bronchitis, CB) {3, CFTR BfxFEREMFRETH 5 < & A8HHE L T 2 BIaMARHERE
(cystic fibrosis, CF) OBERI EMBICBVTEL DFUREE LTV,

CF DR &S A CFTREBETIL, Cl144 v F» VR ATHBCFTREHZI-FLTW 5,
HI7E CFTR 5T OZR I 400 AL G SN TV 5, 3IEHRLIC L D CFTR BE 0 508
FHHO7 3/ BEFEE Phe (F508) #3/R4kd 5 AFS08 ZRIZAA CF BEREBAED T0%ICED &
NESHEOSVRETFERTH 5,

CFTR B{zFIC AFS08 ZR% + EIcH T 3 CFEEIL, CFTR ELBEERE ORE, BRaE
Rk k5 ERER CF OIRBERT T EBHMONTVWS, KK TIE, DPB R UHEMRESE
RS CBEEOHIC, AFSBERL~Fullhb, bo7—HOREMKIto CFTR Bz T
TERER R OBIER CF MR U TV BB 2 E A, CFTR B F D AF8 ZRDOEFEE K
Utzo COFEEMICB L THRETT 27201, DPBRUBIEMEE L > CB 2E4, AF508
EBREFTIhELERE LIS,

ARk UBERE: 2 Bic TIGE 2 72 8 Blo DPB BE (B4 8, wik44) RU18HlD
PREEMIRE 2L S CBRE (B 9R, L 9R), T ARRER cHksiThh DPB & HER
shicaf] (B3 A, wiE14), 6513048 (BH164, &M 144, 564 3, SEM) &
LT, AF508 DBEMERE Lico 6 EFRCEEREE 40 (B2, W24, 3B+5
F) o, 2% 5al~cy VERIML, DNA ZHH LU, SHEF 4 EM T, OO s V<Y
VEIE NS 7 4 B 5, DNA 2 L7co CFTREET D FS08 %2 — K95 DNA %
ABUEEAMETZ 1HOT 51 v —%2FERL, o754 v—2ROTEE»PSHMHB LA
DNA 2851 & LT, Polymerase Chain Reaction (PCR) BEZHWTHIRL 72, CDMEIgIT X
D, EEDCFBETD» S, 811EEED DNAWHIEXh, AF508 259 5% CFTR #iE
Firbid, 3EEFV 18EERE D DNAWROIEE %, PCR TR LN DNABR O % 1
X%, 10%polyacrylamide gel 2V TERIKEZITV, ethidium bromide THE L THEM L
2o

DPB R UBAZEMREE AL S CBEE 0 flicBWVWT, PCR 2RV THIES hi CFTR #EF
DNAWH 32 TREE 4L LR U SLIERESR LI, 30 AD 60 DYk id AFS08 RS
LD -1,

AF508 12E A CF BERHO 0% ici & h, CFTR BETFici b S EEICEY b h 51
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TEETH B, AFS08ZFDOIEIIIEKILKEE TR 70~80% L& <, FERGEE T & 30~50%
LEVERIC S Do AFS08ZRIIB X Z 52,000 4ERTIC T — 0 » - SJLPERIC IR L, B8 - ik
B B R R IS » T W o 12 2 EMAT T 7 A THHH SFM AN T WS, —F CFTR
BETOMOZEROHE ZERCHIBOM TAL 0E-> Ty, BRI REICEEE I
AN BBETFERNOL oPWESINTVED, AF08 LA DREFZROEIEE RV
NOPXRLTTH 5,

SEOWE i, DPBRUBAENEERMES CBEAE 0 A» 5B 5hic60 ogfiFicEEL
THRET L7208, AFS08 ZERAEH>PEFRR LN, - o AMEICB T 5 CFIRBET O
AF508 2R IcBEd BT OF5HRIE, CFOKEEL 3 CFTR BEFERE L TR OSHE LT
HoMSBETERTH 5 AF08ZLREN, DPBRUBAEHEE LS CB OREE LTS L
TWEWI EERLTWS, DPBRUBAEMERE 25 CB i3, AFS08ZERE~F ot b,
b 5 —H DEBEMKITLO CFTR B FEAEMAR Z R DBUER CF TV T &3, mREhis,
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CRBENMSELR (DPB) 3, AMIcE R0 oh3BESEBSMERTIFRERETH
%o DPB ORIEMBFEICEE U TR ICHH S TSV, FHEANHFEE, HLABwHd & o RS:E s
WESNTHBY, RECEETERISES LTV AHREEENS 3, BHGESRSE (CB) @, &
EXDBE OB W R LT 505, CBIEHHARAEMEEZMSHITid, DPB UL«
BB % & B,

DPB RUPHEMREEZMAS CBiE, CFTREETFERMBER TH S T LML TV 55
HEARERE (CF) OBMERIE, BUSEBESWERKOMIZ S, ZORBICB VTS DRSS
BLTWA, > TRIATL Y, DPBRUBAEHEE /4> CB O—&ic CF AR L » TV ATk
HBHLEONTETWS, UL, HEETIOTERICELT, CFTREBETFOREOAD
SHRETE NI - 1,

ARFFE T, CoRBEIc o WTRETT 2 70ic, BAD CF BEREGED 0% D 5N
EOFEN CFTR B=FEETH S AFS08ERICEH Lz, DPB RUBREMRESM> CB A
BOHIT, AFSBERE~TOIRDL, do2—HOREHKICHO CFTR B FRIERNZR %2
DBAER CF BENE U > TO 3Bl A& 2, CFTR BT O AFS8 ZROFEERE L 72,

8 #ld DPB BER U 18 FlOPREMEELMA S CBBE, /MR TDPB LRSI 44]
B30 ZicBIL TAFS08 ZROFEERS Lice 26 EFITREMmD S, HIRA 4 EH TR
=) VEIESNS 7 4 a5, DNAZMH Uz, CFTRBEFO FH08 22— K3 3
DNA ZZUHEEIET 2 LD 754 v —2/Ek L, &> S L7z DNA 2884 LT,
PCREZHVTHEE L2, COMIBICLD, [EFED CFTR #fzF5 51, 813155 K © DNA #f
Fisdsigsh, AF508 259 % CFTR #fzT4 513, 3EEEV T8 EEE © DNA Wi H2s34iE
&N 3, PCR TB 5N/ DNA MK O+ 4 X3, PCR-PAGE &% W TEE L 720

DPB K UBRZEMREE 2L > CB B& 30 flicB\W\WT, PCR %AW THIE S 1/ CFTR #IZF
DNA W 32 C 81 IEEE%ER L, 30 AD 60 DYEAICIE AFS08 ZRSTFE LISV T &5
LIS - feo BIIZEITHT 5 CFTR BIZF D AF508 ZRICEIY 2B ORI L b, DPB
RUEEREEZNES CBohic, AFBEREZ~Foichb, d5—HoptFicto
CFTR #nFBERER LB OBER CF MR L » TOWRWZ EavREhic, BREADBHRSE
W MEEICH VT CFTR BT O AF508 ZBROFMEMET L L IIAHESTD TTH Y,
DPB R U CB ORIEFEFT O A 57, FLWIRREDORF KL T, O THEHBHMRLED
85, BT, RFRIEENRCRMETE2EER SN 5,
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