299 ZERAMELRMEGE

1. #§}E
EMRHIE (BEERBMIE cystic fibrosis:CF, Y ATavT-T7A4TO— R) &, cystic fibrosis
transmembrane conductance regulator (CFTR) ZRE N FETAEHMNDEETHD. [ENEK. BERN
B ERGELEDD MR HBRNELHRAELY . EENFAELRELS LD, BEMEFITIE,
FREMALDREEIL., BRI ERL TEN DDA LICESHBIERIIRTREE-L., HiRkEFREEREY
BLTHRAL LGS, FHRDIBEMA AV REOSEIFHMGRIRTHY . ZWICHAL LS,

2. FRA
CFTR BEFNERZERALT S, CFTR AU/ V£ HDERERBO T ELRZAFT U F Y RILTH D,
CF Tl&. CFTR DHEHETICLY . [B. IBE. FEE. BE. TE. BFRED LEE HEEZNT /05
AR URIEMAF ) EKDEENEETEND, TDT=0H . EERDOIER D RINBEICHTLLGY . B
FENBAZELRRELSAGY ., ZRBOEEERT . CNFETICHRESN-EGRFEEIL 1,900 FEEER .
AEPEICKIYEHRTH S, ALEGFEERZR ODBETL. RESNIBEL LIV EEENERY. &F
B OEFICIITBALGE SN L,

3. fEK
1) BEITEF Tl EERICLIEUISHREREALIRERIT ., T0H%. BA D BT 2IZLSHERIR
FREXRL. [ERLELRYELTERTLELD, TFROEEMIA OBRIAEESIN SO,
TFOENEENSLES BESNIEREEEEIH L THLIN, B—EBOANEEINLIEELL
%o
2)FREMEALDRIE. ERND CF BED 40~50%CRond, #iTFAEDOS VRO -OIZRRED Bt A
BiFohn. BERiES CEAEENELD,
) MEREHERIL. (ZFLHID CF BHEICESNS, HER. MSEXITHAEOSLEENETEL. &
FHENEETILMAEIRCRAEIREBRYERL, FIRT £ L5, BHEROIED | Bk, FER%FE
XY, LOMFERREEOFRBEENHETH D,
4)FEN DA LIE. CF BED 80~85%ICROND, AV /N\IEEDBVEMED S MR T/MNEEIAE
L. REICERENEET D, TILIFBATHFEY . BERIERI T 2 REICEN D DAL DIRREIZA
Y. BIE. X BB, BAEZXT, BEEMRE. BOERHIVIEHERERTHIENEL,
5)EAS 0 RAFRELEA . EHND CF BEFD 20~25%ICR5Nn5,

4. AEE
DNIREDECARRMEAREITES, FIRBELELRBREOIVCO—ILAFILELS, £EAE
MG TEIDEND D, MBEOCHBENDELLBIGEENEL,
2)2011 LR, BRR TRELABMELH-1-3F]. S HEDELERE. SENDEMEE S ET



5.

BRELF—ETILITFRAR. FTFRALVDRAEIZEKY, FEROBEVHAFEIN TS,
BEHEALIRIZHLTIF, BREEREZHOREITHONLIN, FMNDELLHZELELN,
4) MR IRAEIK DIAR L. B EEE (RERLF—Y AvELD) | BRE [REXIEREOHEAEHLE
[CRYIERRDBEHERESE | FRFBRIZRAICEHLBENGREREESIEARRTHS, FILF—
E7ILI73. [RERORERERT D DNA 20T HEICEYBRESHHLSZ<T S, BRBIEK (6~
7%) DIRALEREZHHLH<T 5. RIEERBREEZEHITREL. RRITEERTHENKRUITHS,
5)FEN D MR EICIIEBERFERBEZTI. REDEBURRELZTIICLLEENIMOLOT, REF
REGHIENZ WV RNGEDHILERUFZHEL T, BELTFHREIVE 30~50%FLVvHO)—%ED
DLENH D RERENRIFICHDEMERENHET D,

6) &L, A—AYNAICZVN—HOBEGEFEEITODVNT. BRANGEBRELNHAFREINABENRLHDH L
ESNTLS, LAL. BRARADBEEREFEERFI—OYNANEFERLGLIDOT, AERERAEDO-OICHE
MELTEGTFHRITEERIV /NI DERTEZED TS,

F &

2014 ££ 10 AIRFEETIZ 95 FEHI (B 46 . &ZtE 49 ) DT —2HAEBREINTHY . FHAEFERIE
H20FETHD, =1L EFBDZ VK THREINZABRZDORE-TRIZEYFEROBENRAFTN.,
BANEFDEMATEEINS,

O EHOHEICHELEIE

1.

BEY

100 AR

RIRDHE

T (CFTREGFDEEN T LRATH SN, WEMBOEFICFRALGEHINZL, )
SRMIEEAE

R GHEREDHTHD, )

REDEE

DEGETHETHY  EERRERRTILENH D, )
HY FARIMERDZHEEDHY . )

EEEDEE

EJEE Stage HFEZFLVT Stage-3UL EE R HRET D,

O fAEHT
FEMRMERMEE] PRAKRE ERXFEFR FEHER MMUEHS



<EEEE>
Definite,Probable Zxf & &9 5,

BT RMED DR

A BRERFEIR

1. BN BTE

2. WFIRERAEK (REEEBYRL . [RE UGRIE . FIRFEEE-T, (FEALEDEFIMNEERIREREES G
T %, TR REZH B ERBE R ET 5. )

3. BREMEALDOX

4. RI&RE

BH&EMER
1. FHEEYMA42 (CHIRE
E1E:60 mmol/L LI L
BES A 40~59mmol/L (%% 6 4 B R TIE 30~59mmol/L)
IEE :39mmol/L LLF (£ 6 4 A RETIE 29mmol/L LLF)
2. BT-PABA FE& 70% U T, F£IEEFISRF—E:200 ng/g U FEEN D BLELET D,

C B RIE2 1
UTDEREEERNT S,
VFEAERAHLKESI R, EEHER, REEREBETRL, Do/ YNNI T A TEVRERE

DEEFHRE
1. CFTRBEIZFNEE

<gEohTIV—>

Definite :

1) Fh CrEENEEREICMA . SFHHMEMTRFBERETTIO,

2)FP CrEEQCERESEICNA. BADBAE REBEALIVR . REEDSIE2DLULERTED,
) EBERIERDSBELNT M1 D%ERL, 2DDHEHA CFTR EEMNHEZRSh 1D,

Probable:

1) Fh CrEENEEREICMA. BASBAE. BEEALODROVWTAN DERTIO,
2)F% cr ;Er“b\r*ﬁpﬁisifw) BRI BRERERTLD,

3) T CrEEMNERMBEEHTHY . BN BT L. REEAL VR REEDSHE2DOULETRTED,
4)BRERIERDSBELNFT M 1D%ERL, 1DDHEHA CFTR EEMNHERS 1D,



<EEESE>

LI T DELEE Stage 758ZFLVT Stage-3 UL EFWHR ET B,

Stage-0 MEIRF[FEESIUREESTHEL
Stage-1 MIRF/EENERBESEHIZRE

Stage-4 MIRI/EEHNEE

Stage—2 MIRB/EEINBREF-IIXRBEEHNTEFE
Stage-3 MIRB/EENDEEFIXRBEESEHNEE

MERBEELL. LTOEZTWFEV1IA 90%KEDEFEIET .

SHICHRBEEDEEEIUTDIIICHET S,

%FEV1 725, IEF:>90%, BRIE: 70-89%, HEENE: 40-69%, FIE: < 40%

FEVI THIEIX 18 5&H>6 95 % = Tl

FEV1(L)=0.036 x &¥(cm)-0.028 x 4Eifs - 1.178 (FH 1)
FEV1(L)=0.022 x &£ (cm) - 0.022 x 4 - 0.005 (Lth)

6D 18 E TOHMIE - REE TIX

FEVI1(L)=3.347 — 0.1174 x 4EH(5%) + 0.00790 x {4FH#p(i%))°— 4.831 x  HF(m)+2.977 x {HFE(m)}* (B R)

FEV1(L)=1.842 + 0.00161 x {£E#h(7%)}*— 3.354 %

HE(@m)+2.357 x {FEm)}* (ZR)

6 AT OAEGNZBI LT, MfBEAi L b7 Rl CT 72 E OB AT RIS K 2 H¥ENHL SN TV o538

BEACIIMEEM 2 b DX,

FEMEE L. BMI(Body mass index) BME T 5EMD %NS,

SHIZKBEEDEEEIUTOLICHET S,

18 m Rt (%BMI) 18 & LA L (BMD)
1E& 50%LL L 22 Uk
L1308 25%L4 & 49% A | 18.5 LA 1 21.9 K
HAE 10%LL | 25% A4 | 16 LL_E 18.5 Kiifi
HE 10% At 16 i

W HE N OV FE A3 B DTS2 36 1T % B IR

1.

AW O D BRRAEIR, BRART RSB L T, 2

NORFOLDEMNTHE L AR (2L, 4%

BB DOHENROEAIZIEZ, W
2 R T ERARERSE CThH - T,

BARER B DICIR D),

2. IREBIAE T D EIEEHFIC OV T, MUREFIERD T TIRREAMTOIL TV HIREET,
BT 6 4 A Tl b BV IRIEZ RV 5 2 & &35,

3. B, EROBEN ERROEMEE /S T EL EIZEY LARWE TH L0, WEERERZ kT
D EDBRERFIZOWNTL, EREEMROXISRET 5,



