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ZUTFFOERENRSML T NS, 2015 F L0 “FRMERHEE RS L FROE" L AR OFHRH
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A. TRRE/

FEPERRHERE (Cystic Fibrosis : CF) %, CF
Transmembrane conductance Regulator (CFTR) & 0>
27u7A KAy (Cr) FyrLzfiRsG+ &
T oW GEOIREE (1) BaERETH D, H
ATIZHIZE 100 5 AT 2 AFRJE & Aiisd TR 720 R iR
Tho, FLIRINTRIET 2 Z 0% < HHZE,
KEAR, 0 IRTIRGRER R E e S, &
IR O P IAE L B 26.5 %, LetE 211 Bk L T4
REOHEIFTH D, 2011~2013 2 KLF—ET
N7y, "NTT~A T UBAIK, EIMEY X—F
BIKIP ARSI, BHNIBRFEEZBRGT L 2 LIck
DFPHENPYEELTETWND, LarL, Bk (E%)
AT 40 BEAITTR) ICHERTPRITELS . AKX
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T CFTR N 7> S Doy F15%3E (CFTR
modulator) ~DJEZMEERFTT DL ENRNDH D,
CFTR Y&15FEHT 3 2022 4EFE 7 HARBRINE, S h
72o 22T & DNA WFERT 3 IR EAR S — & 2 H
WTCRENT L, Bt Sz 7 v b oz &
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N2 & 7o TN D, — 5, W LERIT
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DOFWIN PSR S EEVT] 12785, CF D2
Wrid, ITEBRIL CCHREZHEL T, —&2 L
DYRE (>60mmol/L) THDHI L EfRTHI &
NEFEIIZED BN TS, £, ZOHKT
VX, N DB DSBS TR 22 EHR T & 0 FERRIT PRk
L. MR IEZENE LR b2 e 2, EFER AR MESE
LD, HERROBESR /WA IE R D 10%A0 & 72 5
& BWOHE T E THEIE e S bR
ReLind, WrT 2 X —BIXLERKR#ESZTH
0, EEEIL CREZRIET 5720 TS U
BEEREZOHENTEZ LD T, BHEIAOAMIZ
72 LI B AN £ TR BLICHIT TE 5,
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Y . multiplex ligation-dependent probe
amplification (MLPA) ICX 57 /AL U T L
DA N DR & FE LT,
3. TR

Er Ve A A A (Webster V13538 24 1E
3700, Macroduct {27 L) IZX - THF
ZERLL, CIREZMIE L7 (Sweat -
CheckTM VHREET F T A ¥—), TR &
HpEe 7 2 7 — 8RR (FRd) 1AL Ll
Bombe (R 2, —OffE1, TERE, R
=) THEMLT,
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EffENElX, £ A/ 7~ o7
4 —Z W 2aBa#H iR (Pancreas Elastase 1
Quick, ScheBo ft, HHEfEIT 200 pg/g) 12X

0. BESNIEEEAR M L (pancreatic
sufficient : PS) & 5 W MIESN P IERER 2H Y
(pancreatic insufficient : PI) OH|EZITV, #E
RITE R ETICEREICHRE LTz, &H.
ELISA (enzyme-linked immunosorbent assay) %
WCTERRAE 21TV, BofSiiE & Uiz, &l
VT4t B RFAERER A GRS &
He[F] THEHME LTz,
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16S rRNA #1551 D v3-v4 ik D7 — % % mothur
(verl.41) & R (ver3.6.1) % FHWTHEHT L7z,
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FI, FEUENTIEE OB Z fROT2 DI, 2015 4F
£V “FERMRMEELE L FEOR” AT
TS 2 MR L T D, 201946 AL
IZLNPO £ CF xR v hU— 7 RIS,
BFETEEHLTWD,
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modulator 2% Q98R-CFTR Dl el st~ Hi 2 R e BN -3/ I 7
BRI DI E D D ERENT LTz, IR
(8 i~ D) 3\ FB| 6 | HE | 74| - CF &
1. CF &8kl E 2RI H L7 iERIRA, CFTR i# sk
GRS L OB ORI, 4agak | 4| P47 N sT s or
PRI A M mEEEAEZES  (2008-0650-3, F1. FRBR (A& LTEFRE 2023 425)
2012-0310-3, 2022-0001) DOABEZEFT, BEH FEM 2 (OVE AV S S 46) 1B LR

B UNIIRES OIRIE & E i O THE L7,

2. REOEFE S OFRBROMKIEIL, & X
U 7 B e s R s e 58 | 2 T i 72, IR
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1. CF kil FE 2RI U 7o iE il s A
17 FEF OFAEE A AL Lz, Fio, SHDORE
TR LT,
2. CFTR A= -1-f#HT
2023 AFLEIT 18 SEFNC EIRLRIRIZ £ % CFTR &
1B 23 FEHE S v, HIAREE 2022 4FEE D 7 FEH
FosmL,
3 JEBNLE 7 L LT CF-causing /3 U 7> R
R &3 CF (definite) & 2Wr&Eni-,
TIEGNIR 7 LA OIRIIREED & 58U T
v MR &H7z, CFTR OB DORERE T 23
JRREIZE > TV D HBEMER H VD | —FDSEH]
IZ CF (probable) & @ZWrsiLd,
3. TR
4 BNTITFRRBR A HE T L7 (38 1), KEEAS N
1 BFNZDWTIE, A& LT RIREBE O R H A &
JRiE L CRE TR~ 72, TRBROFER, CF &
B Enzoix 2 choT,
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5. CF [ O NN E
CF L& 14 4B O 25 Lo xig & L TiF
BrL7z, X 112 LEfSe ittt OFERZ1~7,
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a: Atopobiaceae

b: Barnesiellaceae

c: Bacillales

d: Enterococcaceae
e: Streptococcaceae
f: Lactobacillales

g: Ruminococcaceae
h: Erysipelotrichaceae
i: Erysipelotrichales

j: Selenomonadales
Il k: Fusobacteriaceae
Il |: Fusobacteriales
I m: Enterobacteriaceae
Il n: Enterobacteriales
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Lactobacillales, 8GN 4 PEAET 5
Ruminococcaceae, Butyricicoccus,
Lachnospiraceae, 1BEHERMIARKAG A AN B
9% Fusobacterium, K52 AR 5 DRI BiE
9% Alistipes & W o 7o RN DIRNT & 2R L
T,
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8. HAARICFTR 2N 7 > L D4y f-Jike
QI98R-CFTR (% CFTR corrector (Lumacaftor,
Tezacaftor, Elexacaftor : Vertex f1:) O 512 &
- T, MfaE ETORBNAEITHE R S L7,
Vertex corrector 7% H AN QIS8R ZFBHIZAH RN
Th D AREMEZ R < RIE LT D,

D. &%
72 R Td D CF ORRIKHI A HEE L T2 %
BB L T 7edizid, O/FIRT — & DR,

W LB O FEE, BFE L ED
Fik, FERERE ., EREEE 25 O R
e, O ERRESDERPLETH D, R
F—Z OEFETOWTIE, BIfE, CF ek

(2012 H~) IZ2ES 51 L DOBF EZ T FF
DERENBIML TN D,

CFIZTHENPENERTHY . FHICZHI LT
WO eI & ARTRHRE 21T O BN B DH, 2023
L 4T 3> TRl CE 2 1B H Y, 0T
FRBR DS FHRICHEST T X D 2RI DAL EE T h
%o SRERAEOE & FHIEE OHERNZ (E =
TAZ—BRBEPAHTHD, ZiDOREN
PRI S LD FC, AL ULTRTEPEX, 2F
DIBFEI VTR Z R L T, B SADT
BUERICTHF G LT,

BE L ZOFEE G D IIEMAZHIZHONT
&, 2015 FREED B fEAE, CF Ik &L ART

(2019 £ H 1L NPO VEN CF S4B > U —
7 b BH), FIRE. B, FERE L KA
Al FHFREE, JEEEAFIEE 1T K D A A B
L TWD, SFEET “TELT7 RAR—7
w7 e UCHREAEE Lz, 5% bol
W TRMEL C=—XIZ& 2L,

ROK Tl AR RHEFRIEICIN X T, RBA
72169 & L C CFTR modulator ® WARIEIE T
b Tnb, KETIE 10 L EDOBRED 80%
MMERL TS, ZF7ANANY T2 MIXLT
!X CFTR corrector (fifdfElcBiTsE %), 77
AN Y 7 > MZxF L TlE CFTR potentiator (5
¥ RAEBEOSED) PHOOND, HAD CF
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H5,
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