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Bronchiectasis—A Clinical Review ( Review Article)

EH

Anne E. O’ Donnel, M.D., Georgetown University Medical Center, Division of
Pulmonary, Critical Care, and Sleep Medicine, Washington, DC.

NEJM @ 2022 48 A 11 H 5 lZ5E X HRIEIE D#aqn (Review Article) 2380 £ L7~
AR TIEILKHLSOTIHRBATTOTEED TAELT, IEZE AT TR 156 T,

W YEARIE (W8 3) NEJM, August 11,2022 f B EL A
@ B SRR R RSN, P REREE CTT RE TSRS, R R T T
@ %, 96, M R HE AR, M) 2. BT, %97 R | . COPD, M BEIRIF. CT HELE.
@ EJELLv—h—: 1/3 IZRIRE, Stenotrophomonas b EIE(L. 7' NVEKEIESIZE Th.
@ FERERZMEPURR BAE L - E 38, CF 1L B3E, TV — MRS ST A~V VAT A U X
(® Bronchiectasis Severity Index, Faced scale TR T, &, FEIEE, EHE T2/ 1.

® IR 124 ER NETs i H, neutrophil elastase, antoy /2 g /g, f2 FREECHI T |
@ CT ’G"f/ﬁgi/@]ﬂﬁ?§>l 0 (signet ring sign), F5EAE, tree in bud &, FHRFANI—/720).
® COPD, K ., GERD,V7~7,IBD fifg5®, CBC,47 M, IgA,IgM,IgG,IgE HIE, 777 St T =v7.

© J5IA: me COPD, i &, GERD, )7~ F,IBD, S AN 42, R B AN 4. MHERE D2 5 | HE9R 13514
© CF & 5%CFTR modulator 7%, TVAE —PET AN VX NAIAT AN +HUR B, KGHT )T 72 A

@ FHPRE: FEAOMERRHEE, FREMEREEE A S, [ERE XEKRIE, o lantitrypsin K48.
@ EREARXT T4 —,AZM500mg3/ ¥ or250mg/ H,GM,collistin 37 744 — HLEHK 14 H iv.
@3 % ERFH IE @ brensocatib 73 phase 3.

RE ZYEARIE DR IS — &

O K[E ILRIEIRE T VT AL—E

1. RS SRR T BNSIEN, SEEGER. CT 1. JRA T 12k5, R AT ®RdcsE

[SUE SCHRRRIEITIZ , e & | AU SRED B ) Erkwaﬁ%i_?‘fd%Jf“ﬁ‘ﬁ
1819 4T René Laénnec (/I/Z 73‘—2/?) DPEZ EHIRRIZEE D EF R, 1922 FIZRE SGEY
THERSNT=DEFH T, 72% Laénnec Te D LD DD RITT 7V AGET tréma(h <) &
EoTHET e M TR ETHIRIL T,
1205 lag (3T ) TR T2 T, natve (FA—7)ERLEZETY,
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FIE 2T B CTHRE AL HE & (Kaimondake) 227 £/ 4 F &35 L CWOVELT,
[Kaimondake | EEZWZIEINE I BE LIVER A

TR ) S T TEDN BN ZE N D D72 LN T IR LT AR EREZ A DO FEAE TLT,
S 1816 FEIZIZED 1 — MR D FEIREE 2 %5 2 FE WA | stethoscope &4 T ELTZ,

¥V YvaEC Stetos 13, scopos IFfRA T, 72 AL rales, rhonchi, crepitance, egophony
I35 IR DIEFE T LT, E7- cirrhosis(IFEZS | ¥ )V EE TR AV VB OEFETLT,

LIE ZANFER TR IO E 2RI N EE o TEEZNZ > TV E T,

7397 LA, AT EFE OMIZIERZE B2 2 TCEEZMWTWZo T,

INELT B2 AT 3MYy by OE A BEZ A Z AL COE T, B2 24 5 £ THIE ATRE T,
RS PRS2 (AR) TRIBLSTWRR RO K ELHRIFO LB A EEL T
WET, RABERMICRSTESHINET VY /MLELT,

N BHEE OW; fEikmRegd 2 » Aa—TLE LT, Yk F77 CT 237, X #iWr=
S . 24U A3b, B3b 2 B6 AL EBUVNNT T, oD THL X FRIETTL TV
EE 2 WrEIT B A TR, FEWEEWEL-, Felson OFbELITIRGEIDICHEXFE L,

LU ORI BB DI LR HY A TULIZ LR RO S A S B2 L CEE
ZEVTELTHIRG RS TS TL, i, M2 2 Lo R 52 EnHVEEA
TL7225 NEJM, Feb.20,2014 (ZTHHIER2 O HEA ) 3 EH S AL, /INEIZIFE > THHY 3720
falTLIZ, TR, HEPPEREE SRR HP ICELD THVET,

http://www.nishiizu.gr.jp/intro/conference/h26/conference—26_06.pdf
FHEE2 ORA, PGt G E bt Rl 77
(Fundamentals of Lung Auscultation, Review Article,NEJM,Feb20,2014)

SUE SRR LB I 20 E R TEBNTIIINL 72007225 TF, KIE Medicare (65 A L2 %42
& DIERHRORIEH L, ARPTSE & %I G L3 DI EE L Medicaid) T 2000 4-72>5 2007 A ORJIC
[ 8. 7% AN, 2018 412 701 B1/10 T ADFRBFETT, [FFEEILTNLL EORREIRHEE |
RAY | AN Vo AR FETRESLCOET, FETIEEICLED 1.5%,

BYED 11%ICHVET, PEOBEROEHSIEEET,

TR IO R R R RIS OB SRBERS DI/ 2 b CT H i ZDJFHD
I biET,

S SRR I RN R IR O ADL, FHRUGEZ D28 E9HVRAE 1 #)id COPD =
i LRRSN AN TY,

==

FEOF T EAE PEEEF AN E HITHEINL QWO ET, ZHUTE BN SND I
7eoleZl CT AN, JRK OIS Ic s BbilET,
PR A CP%ASELET,
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http://www.nishiizu.gr.jp/intro/conference/h26/conference-26_06.pdf

2. W% [ MR, B 2. BT, 597, K | . COPD, Wi &LTR[F]. CT 4.

TESZ B ¥ | OIRRHEDFFHZZAZRONRHVET,
BEOFIZEEFSTHD INESE ML
BEAPETEODD FEORITITMANRTS
BEA~DBPEKE FEIT%ETD
BEAZIROGED-DIC AEITWAZSEDNTOD

IR EREED N S72ON LD ET AN, IR IEI RS RS L AT O R E + i & R T
(Bl&E LR &R PE) (2 1935 47 (B30 10 42) AR % CoRERE 1 L JLICARE, #I3R5Z T
L LET, WAL CZOENLH T2 TI 4, BRI INEFNEZORBENIZHD
A ERHMEL L CEELE, 22 E R L R CEEY A, Z2ITIIRIE IR,
YOG ETR, REG B AL TWELT,

YRIRIEIT S ETHERLDOTY, RSB IEZ AR T,

ZDEERBIT AT EH IR JRAINL T2, FAEDIAD BT, KOEDMNG

HHS LMW TWBE AR OT-DHEA T LT, T EFRE RIFHCET e bOH|ZIX-7-0 e
BN EFLGEIXFICUT, EAUIRLENE ZIZE EZ S X2 LIZL Tho 72 n

EZRL BN =B S L) o7, T H EoTITIO LT 5B, FAT. WEO—BED
M ZH D FENET DD IDNCIEBZ S D T, FOZ T BEES/2N T,
[ESLH ¥, WEEZHRL | 58 AW CTH CRIZZ AR EEREFAIFMCEE (b72)
NTCWDBHIOFIZFEZTRNG, DO#H (O5) THRDIKL Tz,

ZONENZH Y WEAEZDRL JITHEbER =77V ) — (Paul Valery) D &ARaF
(W) D E:H (Le Cimetitiere Marin) O —#i T,

Le vent se leve! 1l faut tenter de vivre! L. air immense ouvre et referme mon livre.

(BT, BEZRTIUL 725700 | A KD O JRNFLO AR ZBIVTIXEATS)

SUE SCHRSRIE 1T 18 | P2 PE KUK LR K DR 230 [l Y 142 (intermittent exacerbations)
WHVET, ZOHEENFEAD T, 4F 3, 4 BTS2 S b A iR 9<

5ARSE TR @< E4, IO E RITR LK B OWINN, AKX 48 Bl frfse, B Ih<
HEEN AR T (exercise intolerance) | 257 . #572 (malaise) | i ff 48 HFfH D& I |

AN ANEIRZS L BE S HIWT LT 72 8T,

bHIEHH T XERBA (phenotypes : S0 HEIEL TEHE L R0 1T A RS

(frequent exacerbator) T3,

Zlfiax 27— TH 3, 4 [T 2 B RS HE 21D i 9 AT RE TS i< 5 AR T Y
EVDTT,
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UNUEHEZ W D B THER D72 b H0F T, B L Elc %L ~—LEo7=Di%

2 UFMRIEE IS 72NN DT, BRI BN D R ERMEL R # THRIR PG L2 9
ZELHVET, ZATRH R, AIBEIT ARERD | JE TN HY £,

L FI LA RS IE TR R DIV A D ML L B R OB T, T, (RO
2L 2 ISMIEIE D B0 S Ay S SRR PSR R AU # O ADL, Tk ikEIc
DI ES IR L IE COPD <Mt BEARFSNET, CTHETT,

B HHIE OB RUE 2 Bl e 7R L LI VALK WAAT BAR

OB S PRRER L QO TEZ MBI E 45 CT R N EE T4,

3. EHIEEv—h—: 1/3 1ZFEIEE, Stenotrophomonas & EIE(L. 7 MN7EREILIIZE TH.

B ZIERIE T, ) — D HEIEE D ~— I — L5 D3 IEF (pseudomonas aeruginosa)
EHEYOIFIEEEDZETT,

kIR B (pseudomonas aeruginosa) &5 Z X, /INMELLRTINOZOT T L FED KU > T

VWELT, B pseudo(A)BHHN TV B0, aeruginosa > THTARDHBHIBRNST=OTT,
25 S AL KRR SRR O KE DR CLE-bod B 404 RIFIEIS
DIRUZI2 > TWNZDTT A, Tpseudo) 722722 DZETT,

SRR 70 A AT L T A7 A LA S IV OFER R Dz LT,

WAL E 2 XL HT, FERIT CUERESZRELZ, EOLTOIVE LS — 0TS RizhoTz
DTY, BEOEE TIXFEZMNS/NMEDOTDOEIZH DIOFHEL CELNTRELET,
FARDH DO REANIX AT ED DD ) ERID ETHAKRASE @S 2 G — @l Z /N e T
EAED FEEI TR EORFETT, [FERITVNIZ I ERPDEINT R E2HHNH T,
SO TOIEMTHEETE TR LSOO TT,

FTCIRSED 3 PUT 2 PNIHKLT7RA T, A THEARIENTEDL NS> TNDATLEID,

INE Yy I —T— VR w7 C PK #iE BT ONCZOIVE G — D — 2 VWL ET,

5§95 20 R D G-— AR WEHE (O T2 i, FHEEDAT RO 1T L (bR EBE L., k)
DO THRHIGLUET, WEHIZE T 10m (1 BO) BREVANETDBLNTHREETILEL 7T0mbHIET,
BB IIEE — T8I0 E S BICTRS T Lo T2 W DB E RS B HV ET,

B3 BB, T8 E O IRl (5763 A BARILORBIFR) #tk, IR DT R K
[CORITDSEAGI R LI ERLET, RIRLTZHAFETHRE T,

ZLUTH (2 50) ZHioT 2 A DR DT INIGEIR ST, [Ko VW TORIEIIIBET,
BRI EZERBIL, TLTHRE T, Oa oL THE o751 L720E T,

ZOF /=IO RN 50 | O | T L TIMITITER SR & T2 TR U T2,
B2 (KO ZITIRESR (R OB REANDFE) 2722V TERDET | TESITHAED B D
KRB L 2R T,
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SEEMEEIT IS E L THA CRUSEEZ LICE-FH AT ET, — )7 A RO EFHEL
Ab S FTFEE TRt A CAELT=N., 72720 chrolnology ((FEAREDE) Thobtbm HLSHY ER A,
RNTV G T Z O ST IR R TR A,

AR EDORE, BALMBE L/ 11 & HiR | 2524 L LT U R 25 G BLBE D<) TEAERT, A%
DYFREBOA Y —IRHY A G — 2 Ho> TN T O | R T O S N/ NEFRUREI L L7,
AEALFIBEE, /T C LR T - D FIEBVEFDIRD KR (B, DHL) &2 B O TEL

% (1L A0 ALRNTHERT D) L TRAMIZHD L7z, ZNDRALE THIRSIV TRV 1 [B1fE,
AW RRUET D EOHOOEDOEDITROEZE 2T E T,

A (Pseudomonas aeruginosa) 1% 1894 AEIZR A OREWY)FE Walter Migula 23ME-T-F 4
TL7=, MR Y nanoflagellate monas &) I A X BN E ML TV =D Cl'pseudomonas |
LT T=D72% 95T, aeruginosa Id aerugo(ED V) OFVHETLTZ,

P. aeruginosa kLoD 4 1L FLAEHE | S80S OBE (key marker) T, SRARBIBA D LIE L,
AP, HEEEE, QOL, Mitses b, Wi pr 734 ~CTE(LF1,

%7~ Stenotrophomonas maltophila JE&4st HAVIK A CTHHT —ZNHVET,

Staphylococcus (7 R BKE) YL 1T FRIE B & B LR - TIE W29 TT,
EOERIET T RIATHT2E, i TT7RUIZ 0 © a ¢ n Ao(staphylo) EFEWTHOELT,

the Bronchiectasis Research Registry 7 —# Tl31/3MD B X P. aeruginosa [ CL 7=,
FDOMIE 12% Staphylococcus aureus, 8%Haemophilus influenzae TL7=,

EMBARC (the European Multicentre Bronchiectasis Audit and Research Collaboration) ™
1258 Dk —hT —H CTliL 15%P. aeruginosa, FEJAIMN Tl 30% CTL7=,

BEEE 1T D72 TTNZENLISMZ R HEND DI Streptococcus pneumoniae, Stenotrophomonas
maltophilia, Klebsiella pneumoniae, Moraxella catarrhalis, Escherichia coli, achromobacter

species 72 ENHVET,

FEoFT L KB XIEEIED BEIEE Ov—I—IZhERERE (1/ 3 1ZHY) & Stenotrophomonas
maltophila JEEAHVE T, 7 VEKEITSIZE THLHN FH A,

4. JERSIEMETRRBAE 0 - T OF 3B JE, TV MG ST A~V WAL R K.

KEEZNLIANADIE 4 TIHIAE ZHEHEAE T mycobacterial infections 132V K95 T,
Bronchiectasis Research Registry THF D 50% CIEMZIETIRE ML OME L EHIZ RO
R ZYREDIRIRE 72D Z EERIS TV E T,

HIE PEORE YLRIFIERE M PTRE EIE (ZFf A ThY . 3T cystic fibrosis (IZFFHEAI T,
/N A TR D IR 22 B P IR HREIC LV O T o LR EGERIZ T EL,
7R B RRAETEFENIE ClE EBEIZ DT, Central bronchiectasis CRAE T IRE XD ILHE)
I% allergic bronchopulmonary aspergillosis (ZHRF AT,
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PR THIZEZA, IEREZMEPRRE S R HE HEEICSZ W ELH S L T R REORGEL A B 2 Dam LA
HVELT,
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC6940267/

Can physics principles help explain why non—tuberculous mycobacterial lung disease

is more severe in the right middle lobe and lingula?
Sangbong Choi, ] Thorac Dis, 2019, Nov;11(11):4847-4854

A B 3T 25 EO A B e B SR ST 45 FEO A T RS L EEIZITVO T
BRI ERE U ANV ET, A RRERE SI3h ERE ZXOSMUNGA EJ7~90 EELL B
FECTHELET, B HI3E N THERE ZXONAIZILDLT WO T EEERE ITIIADIZD
EEIDOTT, TR ENERML TEDERTS DA P HE A FEEIZAVT AN FET,

INEBRDMILE) DR B TETNDIENZ T,

L THHEOEH RERUE XD I A FEIT TR XKD/ NSV D THESNADRLTWNEFEID T,
ZLC—H, P, HFEICENPAVIAT P HREL FIESE X O MIE FTERE XLhb/ha<y
FRIZKUEREDEN CODGE | a2 P UICLKITRE LT WO TIEEEID T,

FloFEE, HREDS — H IS A L 2 3 SR E )T B 0k A FE K ELIRD b T L3
EHERIL QT F-H 2 B3 ORIC L TR DIRO B XIS BN 0 i) 2 HE 9 21 B35 B
\Z B A 52 DD LI\ Ty T o7 o CHIBREWS DO TLTE,

Nocardia HIFFIZHE HHSIVET N2 DORFIRAYE ZIT AT, AEA R+ KB IR TINICED
BE BRI AONET,

FLF 1538 Cld aspergillus & candida 23 —&Z W CTT AT LHRE ILEO KK TIEHY EH A,
LR XYEFEDS Allergic bronchopulmonary aspergillosis THEZ A& aspergillus 238 H S AUk it
HET V7 ORAE YRR O IR - L1 CaRakSVELT,

i B SO FE N PR AR I BB D RGBT AN VR VAN TEFE L Z AR DRSS (IgE. 1gG) A a4
T Ol S IR SRR SEIE 2 B2 L ET,

T ANVAEGED Y A T2 b HVET, FED 119 AT coronavirus, rhinovirus, influenza 73
BHZ NI AL AT,

FLHOFET L IEMBEPEHIRBEAE T T - EHEIC, FMOPERRMERE (CE) 13 EEEIZ &< TV
SUE T ANV VAT R RS DR T,

5. Bronchiectasis Severity Index, Faced scale TAET-R T, Sk, FHIEE EETIAZ T .

HEE A FEIC 1T — 2V Bronchiectasis Severity Index & FACED scale(l1 #0538 | 4Elih.
PP BALD RN | MR R A TR L3 2) T, ZOFHEIZED 4 S F13 5 T RN
O ET, Eln, SRR Q05 (BMI<18.5) & PRI EL 2D ET,
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https://www.ncbi.nlm.nih.gov/pmc/articles/PMC6940267/

TOWVSTISE RO IV BRI TR 2 BB SANTEHZ THIT HEEIRAV T TAT VA
G, IRFEEST) 28 B2 E9, @B MIE THD ASCVD FHISC., ‘B HLEZIED FRAX 251
TEAETREZAMMABZDIHNLTBYET,

[ Bronchiectasis Severity Index]
TRLARET 0-4 AL HE (mild) T 4 SBT3 0-5.3%
5-8 mi: HEEIE (moderate) | 4 FRAETC 2K 4-11.3%
9 AL L ESE (severe) | 4 4B 105 9.9-29.2%

‘FEV1% (1#03) >80% 0
50-80% 1,
2
3

it
4 7

30-49%
<3%

It

-
7

S <50 % O
50-69 ik 2 /%
T0-7T9 % 4 A
=80 7% 6

BPERRIR G 2L O

HY 34
SEYLHTEE 3 R 0
3LLE 1R
« )[R §4E 2 47— L (mMRC: Modified Medical Research Council) Dyspnea Scale
0: LN EE) O H TRENLATEE 0 5
2: AL LR R BT T Y 2 A
31 91m(100 Y= E Iy AT TIRIE 3 A%

- ABE HY 0 5
72l 5 A

SERTEARE 720 0 R

1-2 8] 0 A
=3[E 2R

MOMEICIDEE L 0R

HY 1A

*BMI (body-mass index) <18.5 2 g%

18.5-25 0 /i
26-29 0
=30 0L

2

f‘%§+lﬁ§&%ﬁ 0_26 NN
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[FACED Scale]

TRORREE 0-2 A #RIE (mild) 54ESETCR 3.7%
3—-4 A HEESE (moderate) 5 HEFETTZR 20.5%
5-7 mi: EJE (severe) 5 HEEFETTZH 48.5%
‘FEVI 3% =50% 0 s
<50% 2 4
AR <T0m% 0
=70 % 2
PR IRE G 2L 0 R
HY 14
JRYBIER 1-2 04
>2 14

« B R 8 (mMRC : Modified Medical Research Council Dyspnea Scale)
0: WULWIEEIO L TRER K 0
1: BWEDENICTIER A #E 1
2: [RHMARKDBITIE/ AN =2BRTTIRIE 2 5
3: 91m(100 Y= AT TIRIE 3 4R
4: AN EZRZTREYN 4 5

MR T ARECRIPH 0-7 41

FL¥FE9 L. Bronchiectasis Severity Index, Faced scale CHLT-RA2 PRI TEFET,
R miln, drlie Gy, TR E<RDET,

. HEFEIR A |24 ER NETs g, neutrophil elastase. amoy /2y Ry, fH2FREECHITE | |

R YERIE X Z B OFEI R IV FET DRIV ET V7 L8 IRIR D AR B
IZREVET, FER AR A2, RIE, EE L, BRI U ET, — B2 N SIS E
EATIELZRY BT, 8 OfE B EELET, KEMEE D (mucociliary clearance)
DREFEZ LT ERRITHE  JE B, B E R U ET,

s R IR T AR Z 989 — DD T P ERIC L AR AEL neutrophil elastase Td,
NETs (neutrophil extracellular traps) I aEKEE TS DHIEED 52 D IO 25 P ERD DA :
~ERHEZ I U R B 2 P o (b L E 0N R RR BN O FEIE L7 F 9,

NETs (3 FRROEE O IO DI FER D F VR RS S VIR ORI 2 4G D i £ 7,

https://www.youtube.com/watch?v=7twHgXrkC3E
Neutrophil Extracellular Traps (NETs) & (YouTube)
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https://www.youtube.com/watch?v=7tw5gXrkC3E

22y N7 RO 433 FlORE ZPEIRIE TR 1 D neutrophil elastase {& 14 1E Bronchiectasis

Severity Index X2 dyspnea score EFHEIL £ L 7=, LA>L SRL #1:C neutrophil elastase %
FHACEAMIARELIZNHVFEFA TLT,

FAHEOAFSE (preliminary study) Tl MLH eosinophil B3NN ENEFL TR WEE,
B XILREEEICE 5359 T,
72% COVID-19 Try/4 vy &VE XRGRGE O M B IS RRBE D & RIE D £ L7,

FLoFT L K AIHTER NETs JitH & neutrophil elastase 230D F 9,
COVID-19 ®uy/4 vy Ot Ml C&E SRR IEN B L ELT,

7. CT TRUE X /EREE = 1.0 (signet ring sign), KLk, tree in bud 2. BEEFA N F—V 17200,

SUE XYRRIE O Z NI AT I KPR SRR 1 mm (11 high-resolution CT T
SOENBE E TNV SLEIREEEEDS 1.0 LL I KOE D tapering D KOERN T
XHRE T air way SR XD EDSEN VBT,

SOVRE X EHETHMENIROEILFC TTHRRE XNINLOKRELIRDHET EiRigD
JOIZ R 2 DD T signet ring sign SV ET, Signet ring SIXPURR Tl E X fR A HIEE 12
2o CNEDTZDAHBHVET,

INVE | FEESRIL R T2, B OHBEZE->THLHWEL, B ZOHIELE-T
HHST-DOTT N, LRI AR 72D TH R B30 % B-5/N R AERFERRICEL LD R TFIT
2o CN=DIZIIN - FELTZ, —EHffEoTOVERE A,

BB CHIEEZE-> THH ORI IR E203 2 HRTELWVO D THILWLIZEZA,
OLLENN, ZARFITNO TIEES b EL, FHESNZDIZHIFEEE L72XHT
ZTEORHZ  HZ 2/ F OB HEETIHEELL,

Signet ring sign LA%L@ CT At A& mucous plugging, tree in bud nodularity, nodules @
wax and wane pattern 23®HVFE 3, HIZHIT I HE cystic changes, cavitation 23HVET,

HERDIE CT Bt BAZHRE DMIE R A NI 3R & T,

TR UEE, PIEORE ILRRITIERS U EIE (R A CTHY . _EEEIR cystic fibrosis (2
P C97, Central bronchiectasis CEIH C<ITALRE X DYLE) IX

allergic bronchopulmonary aspergillosis |ZEFHITI,

FLHFT L, CT TRE Z/ENIREE=1.0 (signet ring sign), K¥5#&#e, tree in bud ZEHV FJ N
BEANI—/ITHVET A,
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8. COPD, M B, ,GERD,J7~F,IBD #E38, CBC,4 i, 1gA,IgM,1gG,IgE JIE,VIF K sFzy ).

A HRE CTAPHE, BEEEE (COPD, Wi B GERD, Vy~F B RIEMGHEE) 2T v/ LET,
RIEMENER A (IBD) TRE XILRIEA LI T2 ENH A0 A TUNMERID TV ELT-,

FH~_72&Z A Crohn J0b EITIEBEME R (UC) TRUE SIRIRIED SR L WES T,
JRRIT DD EE AN, IgA FEAE Beell, Teell 235 E > OIIZEATUMEHURICIB RIS T 5D T
ELEDLIET,

AL CBC &40, 1gG, IgM, IgG, IgE 13 2B E TT =7 L E /a7 U MK FL QLA
1TV F AT DR ET =7 L ET,

FLOFT L RS KYAIERE TI3%RIC COPD, Mg B, GERD, <+ IBD Z#EezR L F1,
FRAEIE CBC &4y, 1gA,IgM,1gG,IgE ZHIE UMEZ B/ FV i ET =y LET,

9.J5UKI: fifi 9%, COPD, i £, GERD, )7~ F,IBD, S0 AN 42, SR BN 2. SRMEIED 2 5 L3RI 5.

SUE SPRIRAE IS B COPD & 2250 HVFET,

2017 Bk [E Bronchiectasis Research Registry (ZJ55& 1826 filH1, 68 % It & BELE .
20%COPD. 29%"i .. 47%GERD., 8%V ~F ¥, 3%IBD. 5%t /E A4 3% primary
ciliary dyskinesia CL7-,

47%GERD WD EEFE T,
728 GERD 1% JAMA, Dec22/29, 2020 |Z#aaindH0EL1-,

[GERD |38 KD THY H 5% A BERET 57 | Ay MEET 1.73% %k !
EMNHEEE | LD DREETLT,
http://www.nishiizu.gr.jp/intro/conference/2022/conference_2022_15.pdf

(R IEWEAE, GERD #231, JAMA, Dec22/29, 2020, Fa{t 5 E &b fEil 7 7)

—J7 . EMBARC (European Multicenter Bronchiectasis Audit and Research Collaboration)
(CEDERE SHEFIE 1258 BT 60% TIANBH BN 720 SR 20% . COPD15% .

FE Ok 10% ., % A4 5.8% . i B 3.3% TLT,

R SCHRIRAED 40% 3R A2 T,

i 2R O TRE XPEIRSE L allergic bronchopulmonary aspergillosis T2 Z D &aEIFAEEL
SOE IR Tl /e S E T,

72 B IFRAEIE T RO E 5 [ MRS S HEIE (traction bronchiectasis) IFRE XA 25| (pull open)
SNATDITE D DO TRE ZYLRIEES TR TT,
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http://www.nishiizu.gr.jp/intro/conference/2022/conference_2022_15.pdf

FroFI L RE ZILRIEDFRINIFM A . COPD, Mi B, GERD, V<%, IBD, #E R4,
MEAREREDHVES, JHFRHEIED % 5 [P 3 H45E (traction bronchiectasis) X5 T9,

10. CF ® 5%CFTR modulator A%, TUVE —ET AN VE VAIIAT oA N+ EHE, 5087077 2,

SUE YRRIE IR A DR 4 THVIRRITIZ R (holistic) 2> {E A (personalized)
T —FPETT, FMET —AHIEMENCE =S — P EII R E T,
FHIMERHIENR R OGS . £ DiE s &% —4 v &L= CETR(Cystic fibrosis
transmembrane conductance regulator )modulator therapies 238 Zh72 DI,

FEROEARHERE BT D 5% TIHE A,

Allergic bronchopulmonary aspergillosis DB IZATOAN EHIEF K720 F T,

B PREAEDJF R &1L C GERD (B &iE M i) 2350 | 2017 40 K [E Bronchiectasis
Research Registry C 1826 filH. 47%\Z GERD & ->7-¢EWVET 705, GERD &

AR DI 2N RE KIRRIE DI b — VIR SE DO A REMER B £,

a l—antitrypsin KIBIZF D BEEADNH NIEDNLTT —F R e TIb0FH A,
18 M Bl SRS VE IR CRVE SKYEIRIESED Rl REMEIZH Y 9 25FI S e I8 FIh CHE AR 1
UELFHATL,

LoB 7 VT 7 AE#E (Airway—clearance therapy) (XA R T AL CIIHERESILTOVET N
IETVAFEIVESTY,

FEIEM )72 airway—clearance (ZIXMER T 7 =7 | Bl 2 IXWEIR Z B BN S D720 IR D

A — RS E T ha— L L7207 P2 BEIHMRIEAL T o SORER | BoEREUE R E)
(positive—expiratory—pressure oscillating device), & /& MEEHRE) (high—frequency

chest-wall oscillation) 72 ERHDNTNH RS IZHETEET,

B I M EEREN L R RLO IR A D KO 72t D235 1T CRE IR B A 5- 2 TR HEH %
THOTY, NyTI—THHTELHDHHLIH T,
https://bronchiectasis.com.au/paediatrics/airway—clearance/high—frequency—chest-wall-oscillation

CKE)

https://minds.jcghc.or.jp/n/cq/D0002726 (|E )

11, FHIRE R AAMERRHEE, FUSMERREEI A S, [ERE XEKIE, o lantitrypsin K48

FHIFENE D SV SCHLHRNE Tl n R A B2 T FENPEARAEIE (cystic fibrosis), I T M T iE &)

ARAJE(primary ciliary dyskinesia), && &E 3 B AJE(Mounier—Kuhn syndrome)

alpha—1 antitrypsin R{#EREEZZE 2 F9°,

11 /18


https://bronchiectasis.com.au/paediatrics/airway-clearance/high-frequency-chest-wall-oscillation
https://minds.jcqhc.or.jp/n/cq/D0002726

D) SERMERHESE (Cystic Fibrosis)
39 ik CHEL LTy ar AT A LBRUMERHEIE (CF) 725 72D TR W EE bt E T,
FIATLRKEOE)K)—DO1EE Bill Williams & CF T 37 i CLE<AR0 £,
FHIFRIE D KVE PRIESE THMEARLE, PESR . WA B (malabsorption) 23& 5 & & (X
FERRMERRHESE (CF : cystic fibrosis) BB L F 7, ZO%A ., KA IILRIFRIC EEETEZ W
FOTH, ZHITHRIED FICH DT80 T EED PRI O B & 2N RE WD THEH S
LT VDO TED EEFEIE A/ NESWEZDICHEH SIS D IS T,

https://www.ajronline.org/doi/10.2214/AJR.12.8961?mobileUi=0
(Upper Lobe— Predominant Diseases of the Lung, AJR, March2013, vol200, no3.)

HATIE CF I3 <M TR TIZ AR 3000 AU 1 ALBHEDEW DT,
TECIEKIE Cystic Fibrosis Foundation O7ds—A_X—TC9,
https://www.cff.org/intro—cf/sweat—test

(cystic fibrosis = DHR—LR—)

CF X HAEWNTIIHIZE 60 5 AIZ 1 AT 2014 4 10 A £ T2 95 JEMF], T ALFHIR 20 4,
e B TCIIHVE T,

CEF ZWnZ —FEFE D=V OPNTD CLEEERIETY, ClLIREIMEINTHDTT,
o CIEFE 29 mmol/L(mEq/L) LA'F = FHnIZHEEALRIC CF IIH E,
e 30 - 59 mmol/L (mEq/L) = CF D A[fEMESHD0NB IR M5,
e 60 mmol/L(mEq/L) VA E = CF 23 LuY,

KB ZBEORRED _FITHR RSN ZZ TRy v T U E TR E RN ED L,
SN HEE CIZZORER D CLIEEEHNNT IR AL Tk 720 khik ke %
TER T D7D GG EL 720 F 7, - EE SR I CRE EVIH L2 R A+ 5151

P e AR IR EAR RO DS B L7220 | F - R JR(CF-related diabetes)b 22 FE,

CF OIE# 213 T Cystic fibrosis transmembrane conductance regulator (CFTR)
modulator therapies 238 HELL £L7-, (HLZU0NE 2072 DIX B MERRHEIE RE D
5%ITIBEFH A,

CFTR /512 TEAE AX{EIE 35 CETR modulator | FE2 4 FEHVETEANTIZ
TIZALRESTT, CFTR & AIEMaN DK E Cl O EHlEL £7,

CF OB T3 2000 LLEHY, £EICHZN2DIT TIEH EF A,
BAR RN Lo TRAIZEIRL 9, ENOBEEFARIIRCK LT B2 5 15T,

e Kalydeco® (ivacaftor)

o Orkambi® (lumacaftor/ivacaftor) 2 Fi& 5l

e Symdeko” (tezacaftor/ivacaftor) 2 fEAHAl

o Trikafta® (elexacaftor/tezacaftor/ivacaftor) 3 &7 (triple combo)
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https://www.ajronline.org/doi/10.2214/AJR.12.8961?mobileUi=0
https://www.cff.org/intro-cf/sweat-test

i) JREFRVERR EEE) R 2JE (Primary ciliary dyskinesia)
B O&RE YLEERE IS EINICH I E L £ 9, Primary ciliary dyskinesia (PCD)
T, FRZHTAE IO respiratory distress, HH HK | Bl SFER . AIEOHLEF T,

https://www.jstage.]st.go.jp/article/shonijibi/38/3/38_245/ pdf
R PR BIEB) R BAE—2 Mo b— TN E /NEE 2017; 38 (3): 245-252

t_l_
{18

E=n
E:DS

Cif SCI2 & DE PCD IZIIR D IO B 81 HHEH T,

MEMEEMEZ A PCD (b L ABNAIER,

PCD (ZHPEDJFANIIT R B720,

B RS P, R, AT 28 T NICU CHTAE VAR EAE hIRIR =) BHINZ ),
S VAN AN | E A AT € Y/ NSV g

flfi 2 Do RIEDEEEADILY S,

Bk & 2R D BRI B ER 258805,

RIS ARTEDS, AR mIcBHEF HR Tho,

SECRGRCHENCNG)

iil) KB RVE 3B KJE (Mounier-Kuhn syndrome., Tracheobronchiomegaly)
LB RS B RJEMounier—-Kuhn syndrome) 13F D4 D@D AE . KRB XN B E I
RWOIBEEERTT,

vi) @ -1 antitrypsin K$8
%72 a—1 antitrypsin K38 (SRL THi#L il HE) & 548 ZILRIE DR ZRf K T,

FloF L KRB TILEIED BHIRIEN Tl s E AL E 2 £, FENuME A,
JFRMEREES A S, [ERE XEKIE, o lantitrypsin K472 E T, FERIPERRHELE
Tl% CFTR modulator |Z XA B FIEELHVES,

12. EBEAAXT T4 =, AZM500mg3/3# or250mg/ H ,GM,collistin %7 744" — HTE 3K 14 H iv,

B R RNZEDRT TAY — 13 E SHRIRIEICA T, /AMIFFE TR A O 7% @ RA R
(CEDRT TAY —I3MfkkRE, QOL IAATLI,
IV~ 6 5317, QOL BEEICAHZNE VO A—ANTUT ( AZUT DAL TAIRHVET,

WAAT AR # 0 AT 04 RIEIEREEZM mycobacteria 2 T e XUB YA B LS5
AREMERHVIFERE NS ETT,

BRENN—F L OUIF AR KBV RI T ERTETT,

T OWE T RS SCENIRERRITA1TOZE DR HVET,
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https://www.jstage.jst.go.jp/article/shonijibi/38/3/38_245/_pdf

DR 3 DD RCT T macrolide $#¢-5- CHAFERIHGE/D | IROIEFEE TORMIMEAMER |
QOL Aeh## L £ 7z, Macrolide Z2A TR RS2 PRI E<IRVDIZ, ZeA TIARE D)
BRNRATEN EAREERIZE ST DTN, ZEDOAH=ALFITSEZV L FEH A DS macrolide 73

P. aeruginosa ® [ quorum sensing| #PHIE T 2L SbivET,

Quorum sensing (A7, v ) ElF— B EMEICRO5, B LEFOE DA BEEL
AL CEAUTE U T BEOEAEZ T e — L 5 T, MR EL TIU VO KEE
DI Cata=b—Ta B LVERTTEIZ 5D TT,

HIHEHTLAI Y I DIRE, N a—y TEFITIR A< IH72D 73 quorum sensing T,

J&E BHAMRE C autoinducer THE EEZHLEHU\E D ENHDEEZ % . autoinducer 73
B2 2 72 S CREE B TR B EA I CT—RUERITEI Z D D DT12EH T,
Cell density dependent regulatory mechanism of micro—organism & & HiVE7,

azithromycin500 mgif 3 [FIF7213 250 mgfg: H ¢ 5-LF 9, AFE13 1 #-[HTL 72725 macrolides
TR E 2 TEWERLZ A& LB T, LnLZ2oOmmE., B G O,
PR 22 | 2V L. FERSAZ M mycobacterium O TELE Tl macrolide ELAM ¥ 51 3hE T £9,

PLBE S AT 2000 A= LLRE, SEHE R IZITONA IRV ELT-, ZNHOHFZEIE

cystic fibrosis & FOEH N> 7-H DO TI B — R IZHAFFFM L (disappointing) TL7-,
Gentamicin & colistin D W AZY E 1L B IF TL 7273, tobramycin, aztreonam, ciprofloxacin &

i e T NEREREBEONFEFA TL, MEENZWEE TIIAIbLLEE A,

the British Thoracic Society. the European Respiratory Society Clfkle A &YL T

4 34 R TEAICHUE SR AZHELE L U723 BAE . AR ClIARES I QL E A,

F WD macrolides 5 5-CW APLE FEILME ~ DBE OIKEE, 25, BHWERREITHEA TR G- LET,

S SRR RHIEL TODEE TIEFIN ORI H £,
AR B TR D £,

/INIFZE CHREIE B O W13 AE I COEERITA % TLT-, Ceftazidime (EINEX T 0.5g, 1.0 g)
EE 2 D% 7 v AV N 3 4 H T 1A 55% 3 EeafaE T L,
HE I - RICHE R G R G MTObNETAZoHMIE 14 HFEETY,

FeoFT L mEARLXT I T HEETT, AZM500me3/ i or250mg/ H A3 B Lk 2 A %
TZDRNEIFE quorum sensing EEOIVET, #7 74 —1F GM,collistin 23H % T,
PUEE SR RS 14 BIEEFETT,
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13. - ERFH IE @ brensocatib 73 phase 3,

KUE KPR T P ERE Z— 7 b e T DIRIED A RN LD b LILER Ay

#7 1T brensocatib 7% Phase 3IZ ANFEL, 2L O reversible inhibitor of dipeptidyl
peptidasel C. 4 2-3 [BIOIEED HHI5E1ZH %) (promising) 2°H LIVER A,

I EECOMBHIEOEL,

72 BEKNEER D phase TR DLH72H DT,
-Phase 1 : HHEETIRBRA~OSMNEZRALTAEFERA~OF 5
-Phase 2 : [FEZSTD IO BFE 23t G LT
-Phase 3 : KEUWBLEE TEEERITIVVE TOHKHAIFE 5308,

EWVY O T ERFHLE @ brensocatib 23 Phase 3 IZ A2 TWET,

14, K& SYRIRAE D ERIZ W — 5

[ S HRRAE W T L2 A 4]
) RERFIZEDLD:
HIEE /AN FERZZ LD 1% | TG0 B L HPAZEIC LD, BEAEIE, CARTOEi{4
s, BRISMEIRZ CIIRE 5%,

i) S RMEPE
-cystic fibrosis : FHIFAE, Bl SIS | R WA B . BT,
T CLEHANTE - EHEREMEE, HZE 48 BRERILIRL FIfE L R e & R FEICTES L
RO DFEF 2R LT ClEE G, CLEDS 29mmol/L LA T : CF Tid7auy,
30-59mmol/L : CF @ rEEMEHY, 60mmol/1 LL_E:CF Th 5,

169 : CFTR (cystic fibrosis transmembrane conductance regulator) modulator

https://www.cff.org/intro—cf/sweat—test
(cystic fibrosis = DHR—2LR—)

*Primary ciliary dyskinesia(PCD)
FISIE, B EESR B AR, BB VY] respiratory distress, HTH AR,
WA B 52 5 (situs abnormalities) » & 27" D nitric oxide(NO)EHHIIE cystic fibrosis
T PCD Tidfiisd TH 7w, NO T EEENZ D L5,
BT, EEREOMRE

+Alpha—1 antitrypsin deficiency
i< 2 2 =7, Alpha—1 antitrypsin #t#]& phenotyping,
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https://www.cff.org/intro-cf/sweat-test

fii ) AR < U R H  CT b
*Mounier—Kuhn
*Williams—Campbell
«Ehlers—Danlos syndromes

iv) Sa N Bl SR U 7T R0
g a7 ~r HIV §UR O A V2 &, U7 F % OFURNE &,
+Acquired immunodeficiency
*HIV
*Hematologic cancer

v) B CAER A
‘RA : BHHiIZHIEY, RE, $1 CCP
-Sjogren’s syndrome ;M T [K ¥
*Scleroderma it FUEZHLIAR
*Inflammatory bowel disease : F¥#i. A& . AR

Vi) R :
SEHEETRE . BCHRR TG, fhRe e B R E R A GERD &, M IIBE &, 18 Ph
PR R R R L

vi ) Allergic bronchopulmonary aspergillosis
M LR AR 1T AN VR =V ARE B [gE, ZJET AR, IgE L~UL

vii ) COPD /Bt &L
JESRITIBPEDOVE I HEH . MR IS EE T AR, CT 1&#

15. KB ZIRIEIRR T VAV AL —E

(&8 SHERIETRIR DT LAY AL]
<BBEITHLT>
BEHE EARNEE ., CT BB, BB/ 7RI TR - 1R R ORINEE H 2 5,
WAV ATT T T (IREKEE A7 COVID-19) | SREFRE, ZE
PARIRHER MfipkREdE
B AT REIR FR D BRI
ROEPAZE: RUE B, B EERRE
FENPERRHESE : CFTR modulators, FiifdHEE 0,
A= AING €= E A= AN A N Y A0 5
AR  RRIE TR
RIEEE A RRHETBS
Allergic bronchopulmonary aspergillosis : A70/N 2 H 5, FrEFE K
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<Al N\¥&# . Targeted patients >
RIBIVT T A 32T T AP — (oscillatory positive—expiratory—pressure devices),
high—frequency chest—wall oscillation devices ( FE2), iU/ N, EiEREIE A

https://bronchiectasis.com.au/paediatrics/airway—clearance/high—frequency—chest-wall-oscillation

https://minds.jcghc.or.jp/n/cq/D0002726 ([E PN)

R DI 722 DT THBEIZIREY 2 5 2 TR PR A2 9,
ANy TY—=THHTEZLLDLHD,

.E'E 3 IEIJJ\J::[:EIH_J %% i'jﬂﬂl—i
Azithromycin 500mg f&ﬁ 3 [\l F7/201% 250 mefg H
AR A B A3, M. B GRS, R, DXL, ORZ B/ERIZER

AF 3 B BRI EEORT T AP —
737 )avk (tobramycm, gentamicin, amikacin) . fluoroquinolones (ciprofloxacin,
levofloxacin), aztreonam (74 '74%4), colistin 72&
{ELARIBEBINBITFRD BTV, ZOZNRIT LR,

A 2 R E 2 SR BT - TR,
PLE SRS G- 2 W% FLEEART T4V —3 » 72, 6-12 » B

- Ffria R
ZALD IR IZEGIBR, FlifS A,

< A
TR

JEN

s

H >
HIIER

o
oF
BBt

F LTI L YEERE (Fa3) NEJM, August 11,2022 R EE A 15 OREDORIE T,

O Q& SYLRIE T Z NN, HERH. CT 1. R A T12&sd. B A T k.

@ W%, R R, B () 2. BT, 07, IKE | . COPD, i LR F]. CT HESE.

@ HEIEE~v—h—: 1/3 IZFkIREE, Stenotrophomonas %Efﬂﬁ T RIEREE ILSITE T,

@ FERERZPEPURR BEIE (X - 5 BE, CF 13 L3E, 7TV MR T ANV VAT PR RS .
(® Bronchiectasis Severity Index, Faced scale TﬁEt%%/E' R, RRREE EE YRS T .

® FEAEIN A 1249 ER NETs JitHH, neutrophil elastase, 2oty /4 '7/5# 2 PREECHE AR |
@ CT TK 32/@13)[’??§>1 0 (signet ring sign), KGIRAE, tree in bud 2&. FHEFANI— 7200,
® COPD, M &, GERD,V7~7,IBD ###¥, CBC,47Hi, IgA,IgM,IgG,IgE {HIJ/E DIFV R EF ).

© JFK A9, COPD, Wi &, GERD, )<, IBD, e A 42, M B AN 2. BHERE D ZE 51 L3RI
CF @ 5%CFTR modulator %), 7TV —METANAF WAIZAToAN P, KB )T 70 2.
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https://bronchiectasis.com.au/paediatrics/airway-clearance/high-frequency-chest-wall-oscillation
https://minds.jcqhc.or.jp/n/cq/D0002726

@ FHRIE BN MR, B EEER A S, [ERE XEKIE, o lantitrypsin K18,
@ FEBEAEXT T4 =, AZM500mg3/38 or250mg/ H ,GM, collistin *7 74— HTE # 14 H iv.
@3 - EKFH IE @ brensocatib 73 phase 3.

R HILBRIE DR 2 M —

O KE ZILRER R T VAV AL—E
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