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Idiopathic Pulmonary Fibrosis

,md...mm
E mn.mo
B ..mwelm.m
Go’mus
el SFER S
L 29 8 uv.s
R L= g € .20
v R tPeE"
O omn (o]
// _.E c a
o
AN




SEIPFEES R EEESI

NIV

THE

ME

HEPITIRE
Rt FE

HITHRE
REE B HER

BEREE
HEE SEE R 5FBEEE
SR SHRSF

FH7 BRERIZ B R SRR E

73X 2 MEEHS SFIEE ZRIRZR FRIE BRE5A
=EE R REE BB E BES



01_3|

02_sHiRERREEEFR

03_#REHaRES

A&
IPFafREZR

AR-IPFFERS B AR 2 =

04_EHMARITHEP
E&E
FRAR IR
SERMBRITR
BIEREREF

2 EIPFRURITIRS I3

05_IPFBEZATHIZ

IPF=4R1E
fiEgst

06_SNHAMER

AO#t2ER
o [ 6
FHThAE
HRCTHY4FE
AN EITERS
{RERIRER

04

05

07

13

22

24



07_HRCTRRERIRHTES

08_HRCTEIRER HHAIRIZ 2RV F

UIPELRE AR BRI 2 R4S
(R RIRE ST

09 32

IPFRYEZEMZ 2
SETMEN AT E RREEMNES

10_IPF/aTER:E
YRR
JEEEY) A REIE fth
SMEtEE

11_4RHN7CE

12_BERTRTR BV ER AR TE

BEARRER
B AEARE1E
BEARGEENRBIE

13_IPF BRFREEE 424

14_KKHRESE

15_2E &k




5=

MM (PF)  BR—RBATEARBAENETEREEMB AR BERRANERT
B IPFERITRIRARENEIE, A5t E2 AOFRETEAD2-296 - o EE#FRE R ERIHE M
BMRERS HEXRLHETEAN0.6-1.4N HFEBNESE LENRENENH A B A XK S
FERIPFRYTI97E B A2 B8 2-35F T ESEE AR RIERE, e E R RS & FE I
HER0.9F  BEINEMER IPFERERNZEREAF IR BRI RIETIIEMRERE AIEERR
RABERT A BMEBIERS A BN ER TR

ITEREZ RSB IE D AR 1 L ARCAREYNEA LR ERHAERN SR RARER
ABELEERE -MNERSRAZBAENEARE R B RANNEREE SRR IBEEREYE
REERENRE -t R ESEMERE -BUN AR AN RS EEEERTIPFRZSHEIES I
2011 T =M R S RIFE R B R HEGIFTIPFE—iREEIES - 155 B U RFEERR
HEETE20155F 2018 F AT #A2022 FIEITABIER]

7551k #5 20229 ATS/ERS/JRS/ALAT | IPFRIPRER K2 e ia 5 | ERTiETTRRES] T EETN
AESIPHERZERZ  HRCTR R AR ERNRESEER NEREER - UKEEREERS
e Qg EEENMERREE TG |WERENTEERBESE T BIPFRVER BRIV ENR
28> DU AR RS (ERR R B AMAE BIR A B R ErE B BT WEEEBE ERVAR I mm AfEite

SEMEEREMERSEREMMRRERMEREE 2023 FEFEITHE ZRIF S 1EmdE
{EEEZ T MEEES ) EEZSZENWE T IR EIPFEESEN R EETS5-2023F /M ki BRI

B BAET A F ¥ A g S BN IPHRR:2 /A B FiBhme

LEEREEENEESY NEMPFRERNEAEET 3% 4% 7% VL

sempmErnEsse 238 1 1500
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IS st WETFINEHRSERE | AT TR SRR
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P  HBRGH LA AR AT

I RRIIERAREARIT | . rame AAAENTEET
e - EAIT—RE BB BT E — R
e e } BB 4 f & - BB (sparse) A BE

| Ry RRERAERR | B ENTERT RS

GEHRRENTAE | BERRTR

v | ERstEE GnEss | 25

& EERFIHE)

R EBBSHRVTIERER
REEFRARENREMREFHEERERZIZENTE - ZE G GRADE RFET

smemssgp | STHR 0SS EERGRAE RV TE STETEY B USSR 4 0L (B DM AI
(GRADE) | FUH%) FFEmmmAR TRMMER2 MRt R TR 2 MER L

BB A KR -B—RERKERIE RS RAIMRFZR TIERFTAN IS IV:

| ©DDDD | E—PHAERKAISEREH N MR L EHE (estimate of effect) IS
I @ODO | E—THREIAEHN U RAEHENE OEREATE BFg e tsHE
I @DO O | E—FTHHAEIER RN YRGEHENEOFRREATE B geiilE

20224 ATS/ERS/JAS/ALAT 155 |$RE 74"

BRERKGRERE R TURRRAR ZTEF TIIREBIEEFRIULITH ARG EZREULITE B 1%

B R EEIREULITE SRR R REULTE) SR F M (R4) - ZEFREBHFIRITHREER R B AT EE

O HRERNAEBEI R - ZEEER D AREZER/M B CREEN IR HEFERRE-ERE =F 6!

1. BiB20%EE ARBUEHRR - MEETERRAZBER S iR LM RER-

2. DR20%EE BART0%RBEETE LEM—NERF B FDRER-ZEREIAA RIVERZ We
recommend > BIFHEERIZA We suggest e

3. DRR20%FEEE/NRT0%RBETE LER—RERR TEZEHNEETHRERT —BRER FFU
BEozERBPA THREERERS —HE R We make no recommendation for or against...J°
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BRARKZHIERBEE HERENFE2H
HiL>95%FA S HK>50%HAB
ERBN Ao IEBN AEE-
Al HZ#IT T4 —4> Mm% A
TEZAKER R
20224 BEBHREC &4 TR FE K EER
ATS/ERS/JAS/ALAT | /P8 t18  [E R o EH R &t
55| BEMN AL i1 % & £ & —
BEAEENXN EEMMAA RS
REFTE- % TERPR 9] o
BENNAEER
BEEAMAETE.

06




HEEHERER

" AR
1. IPFHEZRA —EHEREIMEME HEN AR SRvEE CRE MM R AR B2 ER

FREVEREBEERNRIME MEAEESEMHBEMMX (usual interstitial pneumonia, UIP)

RUAEARRIEE T [ SRR R B ARG

a.IPFRYICD-94R1523516.3;1CD-104R52J84.112¢

b.2018F EHHRF R B AL ASHT 48!

- FTEHAIUIPEY

- AJBEAUIPEY (probable UIP)

- AR AUIPE (indeterminate UIP)

- H{thz2#f (alternative diagnosis)

BN PP TR MG

a. B BRI E MR (interstitial lung disease, ILD) Efth 2 XN AE (540/E RN 5% LAY
IRIRBRE EMHASER REMSEM) -

b. R IEZINEIFMATI R XL RE SRMI A NEE FRHRCTE G EHIRUIPEIAS S
Eprobable UIPELRE (HRCT : =M EERFE #H#HRCT Resolution Computerized

Tomography) °
CERIMIFMAMTI R S RE SRR NEE HHRCTE AN R ERTERE
RS-

YNRAEILD2 BN ER RO MR B B ~ AR 5T 3 B2 B AN R IR A BB EMIE 1 TEE R B 5T5m  IPFR2 BNV BB REFE 1S
BEZ IR - ARG | BB AIPFZRARBERIRZ T BHTZENER G mUIRES
|PFAEREES =R o

HRFGEHILDEEHRCTE G E2IRUIPE IS probable UIPE! 48iB 2 H R & :%51:% (MDD) 51:m1%
REEMHITMTIRA (Lung biopsy) ' ENAIs2 i Z&IPF;MUIPR BE R T HITSREMEHRAEE
(bronchioalveolar lavage, BAL) 43 EIBIRE T IR R B &

U AEMEEHEE MR BETEHRCTEA L 2R E AR AUIPE (indeterminate UIP) ~F1 E fth
ZETTRER B E (alternative diagnosis) » 7w E BT REMHIT REMAAEEE (bronchioalve-
olar lavage, BAL) F19MEIFAAHEI A #5272 (surgical lung biopsy, SLB) 2 B&# A FHEBIE TH
SREZE-HN B NEERE TR ELERES ENER BT RLRM R 8E (TBLC) »
EAIMNLFMmtI A (SLB) IEMNE R AR

HRRZ A NBERREANMEEYEL ZBARER WAE5 @A RRESE D IPFEEM
ILDEY RS =Rl B E R o
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7. IPFBRESERTEZMRE EEARZAZREBHUTRER 28 IPF ZEZMINEEERE
RZEHBERR HEED 4!
a MHBENREERERIEEIE.
bELEERERBERESHE T
cHEREBIEAMERRIBER 2 RIRAFETMBEZRBBEESIHE T

8. IPFERERBIRITMN T MRS M0 IHAERR B4 RS b - HRCTR R A CAZ BB 0~ S P IR
EERIR BIFET -

9. IPFEERBeERHEEERFK (sub-clinical) StRARERYHIRIE ) BB BIARS BE ~ B BB [HE M
B R o LEJEE ~ AP ~ Fifi S IR Tz B B0 R Ve - SE 4R IE ¥ I IPF BB TR VRSB AN BR

10. 14E=1E (AE-IPF) % IPFEE T EIER 2 — HIRAE-IPFERMEER =5 HEREZGREALR
B BMAIE5 | T ERBANEREEE 2 iR e St 08 LR EARR R R

11. SR EARFIE S AR E MR EE2RREREMY R BRA > NEZBEIMNETE R 15
n TR RS EMEREERMK (UIP) o

12. ST SR AAE(E (IPF) B REEA T e E W IRAERA ISR (IRESET R -SMBE R
BEBCRER) - 46T R E Y S B E TR F il
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" PFERER

S/ B 4/ T SR M B 5 S e S 1 A A 25 B9 R 51485 2011-2015
001s) S B8 E 2015443 T 001 SRR 8 B 201196455 HA 20156453 | EH R AR R

MRRAAREY BEER SREFR
RESRFLAREG ELERERS RHEMLEERE SRENE AR \%
FfEiStE AR T SRR R E 01 sEFER A 1]
Nintedanib @01 BiRfruERER" Il
Pirfenidone 19 BiRfruhERER” Il
P A R 20y BiRfithERER" 1]
HIEE ) (H2 blockers & Proton pump inhibitors @019 B tEEERY v
ERREHER SRS EERE oW B4R ER \%
MRRAAREY BEER RHEFR
FHEE-y1b@ow SR ERER I
PrERmn A (warfarin) @019 SRFIT AR 1]
Imatinib @019 SRR Il
Etanercept @0 SEINN R A I
Prednisone~azathioprinefIN-acetylcysteineff /& & 25 SRS R A I
BEEM AR RZREETE (@ambrisentan’ @019 SRFNR R 1]
ERAREEERENIEE RS 0 SRINTERER \%
Colchicine o SRR EEER \Y
Cyclosporine Ao BN ER A \Y
R B R 2 & S i s R A 2010 SRR EER 1]
Sildenafil® iRt AR ERS Il

N-acetylcysteine 2019

Bl R R ER

MR 58 (ER-ATIER-B) €F 141 % (macitentan, bosenta) 201

AR R A
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FRARR FRESD EEE
A TR PR 8 ;

B IPFEE I TR I

L BBIP FT HIREOR RS o AR T AR v
AR oL TR L

P3| R R R R 00 B AR RS 2

58 8 L AT 2 R RO R BB SL

EE B S E AR

*BRIEERET REAEAARE R MINFENBIL AISE AT LU E TR AT B ER BBt
1 BREEET R ETEARNR S ERACEARFTEZ R MINGERI (L 1B
NP EEITERIEERE ) AIAE R LURI D FE TR E 2 M B R
2 ERERARZHEE BN VHEBE MERMERT ST EERE
“ BRiEEER EIPFEHEREERIEES L EAA/ER D MINsERE B2 MR
BIZE T RIRB B BN°20226FATS/ERS/JRS/ALATHSE 5 | 5% S5 3 (4 A4 1E (IPF) 7R &
TiEZA T EWIRERAEER (I ETER - SEBERIER R (ER) - 46 T HIE
B s @ Mg T R F i
“ FESEEREARZHMRIEEE BERROHEE T EARERERTAGEERE

*l BRI IRRET A AE S I IR TR RNERERMRIEA HthERE-
*2 BRI S TRREE B EA A AEIE INAERERI (A -
* BRE R RN TRREE -

"I MER T ERRZHIPFERE BN VHBER SRR

" WIS HIPFEEARARMBIIRS B B DEEE JSRMEIRS BRI A S IEEZ.

S BRIEERER REEEEEME (SGRQ) MG M/ 72 #81TE R EERE » HMThAEEIE T =
REE,AORBEECFAAIEERTE RESMSEFTLURGIER-
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" AE-IPFTEBRELEFRIE R

AE-IPFFERA
BRIEAT =

- KA K IR % 1% AE +
- T B RIRIEE +
RO BREER +/-
- BRERANRIBFS Y +
- EREMMIBRE RESR /TR ENITEG

KR ETRE

SEEREITIRS "

ERESEEARAE
- Nintedanib +/-
- Pirfenidone -/+
- RS HEEMprednisonefiazathioprine +

+HEEREASHBEPER AAEBEENTEUTER T BENRSE
+-EEREEENBEPER BAF i R T EEERRME

-[+ AR EM AR FEEREEREL B EEEEASHEERER
S AEEBERSHBEPER BARZFEREDEE
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AE-IPFFERA

RESN e

- B RUA R

ER =R +

IEREEITIRES +

BhREAEEARAR +-
- B4

Corticosteroid +

Empiric antibiotics +/-

Immunosuppressant# -[+

Thrombomodulin -+
- fifgHE +/-
- Hith

RIMBIRME A4 (B E) -5

Polymyxin B hemoperfusion -+

Rituximab, plasma exchange, intravenous immunoglobulin

IFEREEE AR A"

+HEEBEARSHBRERER AABENTFEUTBIE T BENRE

+- EEREEENBEPER Baf =i AR FEEERRME

-+ AR EARRN FEEREERRER AR EEBEASHEEPER
- AEEBARSHUBEPER BARZIFEREDAER

#:Cyclophosphamide, cyclosporine, tacrolimus.

1 JREERAEG A LAFLEEERE MRERITEANREAEE) REXFILS

BRI EEY)

(Non-steroid approach: Immediate cessation of immunosuppression (if any), best supportive care,

broad-spectrum antimicrobials.)

§ 1 EEBIFAEABMISENERIEER-
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EEMRITHRE

EE

IPFRVE &4 — B ERINEM IE M CRE MR R E AR T B R ENFRE VTR
HEERF M M E RSB XM UIPABRIES K/ GBI S0 BN PFREA AR PR EL th BY
RRRIREE MRS > SRR E MR S I R E K U BRI R B8 - B # s 2 B 5 ERARYILD -

IPF BRIR52ERDS
ICD-9-CM ICD-10
J84.1 Other interstitial lung diseases with fibrosis
- Diffuse pulmonary fibrosis
516 - Fibrosing alveolitis (cryptogenic)
Other alveolar and parietoalveolar + Hamman-Rich syndrome
pneumonopathy + Idiopathic pulmonary fibrosis

-516.3 Idiopathic fibrosing alveolitis | * Usual interstitial pneumonia

Exclusion: pulmonary fibrosis (chronic)

- Due to inhalation of chemicals, gases, fumes or vapours (J68.4)
« Following radiation (J70.1)

" ERIRRIR

EREMRAFRERERE AR RE\ESH I IRE R 19782 [EIPFRYRT SEIE ; M5 & LA~
R sre By it B oo B JEE 20 52 LU IR AR B R AP IE E AR R RN B E R GHBFRIERM LA —RZ
TE50ZI705% Z Al 38 o/ NIt 505R IPF BB RINEE E R - B R E R SETE:2 i A I PFE I B A B EERIRE
ARSI 2 B RV HBREES B IPFRYRGIE RN B B A KRR EE
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EERKERITER
BRNRARAEIPFEERYBITRNARBEAEA MRS E - —IRHHIHEFSIMNBernalilloBBETT
HWAOMZERETR IPFREERRKMASFES100,000A10.76) (M) REFE100,000A7.44]
() - —IHEERRIEHBRE L RESGFES100,000A4.66) B 5+7E1991FF2003F 2 H>
IPFRYEEREGF EFAH11% 2EIB L —HRERLEZFERN A OEL HEREEMH B BVFE
DERAMB -Z—REEEAENINA-—REFREASFHOREENE GFHIPFEERAE
100,000 A6.8%16.31°

IPFEEITRMEE T2 AOFRAE 100,000 A 251296 S LEBIRMEE ML T E > AJERE 5T
AITERESS IPPRAIRFIERNERF —B U kAR UARAERH A EEF R T —HH Y
EE-KREERFRESEEHETNONER BITRMAFHESRS100,000A14.02142.761 GR]FR
RANREGERME) B IR BRI FNERE IPFRNELERNMRTRERGREMIE -KE XL
HANBEFRERZE

EERKRET
BAAIPFRIEE S A —BRETANRER BB EHEC R BB EERRET-

S
RFAIPFZEAABRIERMN LEHRSFHR AN 208E - EHNKGEEMBEEIPFEER

RIGRE

MAREFRASRBIRGRESTRSIPFNELRR - BEBHERIZENSBHE EiR 50 HH) A
(AR % R ERE LANRE LI B R 22 - BMIIE | XU BIREHENEYE /
B BRI ELIPFAAERI I - TE SR R I G R E R M 2B MBS B TN E SRRRRIE M.
BE—PFRIEARERIPFRYER BB RE REMER O AR A2 1R RARRBRREF
R TIR AR AT SER AR ERER (bias) KRl

MEMm

IR G IR IERERAEIPFREFR AN ENAE, HPA XS UMK ESTINEBRS
(Epstein-Barr virus, EBV, \$8fIZREFMNE) RCRFXHS EBVHIEREFDNAL S HIRTEIPF
BENMEABE S BiBEEEME L RAMHPEIR-—IBfTEIRE184EBV DNARZIEIPFII A 1%
B 114 e IR 7T EBVEEREEAARIRR (LLIRREAEBVAIIERILEBR) cTangkHIAFTE X H
E33RIPFEENAME P RSEMZ HRE (EREBY) REFE ARENEFABIPFEERAN
A LUEAIE —NZ R RS M RRENMNAEE =02 —; EERALNMZRE0E
EBV-E4MiEHE  ALEHEZIESE (HHV) -7> LUK HHV-8F o N th /5 Lo 75 M Rk BR 22 2 I AE AERE 14 - CBY
FRATEESHNERTA—H-AMRIE LM ME L EE MBFPNMEMRRSmEE LA
BEMEE (BFEBKMJICEZERSE) MR R RIRERZERF-
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A IPFER F R E MM EY) 2 ERVAERA £ R B 5 R B ZIE T8 & FRIPERR | UIm R e 5t
FEEZREINGIREE AMmHAERRE EBVERAOFNRITRNEZHES  —BARRE
REBV DNAR]1£96%BYIPFEERS RIS T1E 2 S 1488 CAES | REMMBR At {0 & AN B BRIk A+ Bh
HHBEERM DB 100%MT71%-EE BRI SR KERIHAZE AT #H ¥ REREEIPFRB A
BieShEER

B REYR

BIEMZCEET AT B BIE A (gastroesophageal reflux disease, GERD) 782 IPFRIfEIREH
Fz— EBURSEIER KA T sE B ETR A (microaspiration) # %5 - 2 ¥ GERD7EIPF £
ETER RN -ERRAEAEERPIETHIRGIERMZTEI GERDIEREEFE M BB K A
BB IR A SRR (EIEImM4E(E) BRI 28IPFEAMGERDRAERKEIK BINELAEHS
KO EAFN R A9 B B TR 2R H B GERD B 45 HH 3R o N 7 18 R i B o EL fth B HA Bz (15140 £ BEFE

TMEFR) BRE G518 R E GERD-FiBHERIGERDE IR IPFI BB E(NINE—EAE  BES
E—T 3

HEEREE

e (e

HIAMEFTBIPFEEARES% BRBEMRBRFTEEIPF(RENREREFEM AU LR EBRE)
HIFETZ7E o TE R MR BU AN (B 25 B 5l Fh > LA R IPFRVIZ T EE R [E) > B TEBR R AN AR 2 E RIR S
wAED; PSR AR RFALAR/ ) BERERNER NG AR AR EIRESE AR Rik
B4 bR AR B TEEEWE (founder effect) 1 (FRENEHFITEMIE EHIREEERTIRR) &5 7T
EERREMAE T RBIETN N ENA G RHR—FERETE2ERRBESNERER
ELMOD2 (i iR BR24q3 1EEMINRER AN ER) Al sER KRR IPFRRXZ M E A (susceptibility
gene) Lo

EREEHRGIH - gt R eI SEMNBEE AR BN (autosomal-dominant) - BB RZEE
IRHBE14HLERARRMEY; SMERERAEZRC (surfactant protein C) EFEBIRE HK K
RIS M R B AR 2 RV RA M B 5 Bt AR R RN BE R BER XA 5—8R
ERADER — A2ER (SFTPA2) ERYZE R ZEE B R B i 48 (B AN e 2 R T TEAERA 14 R ZE &
N EREATE—EAAREKERPEDEREH D (genetic linkage) IAF IR MIRIREEHER
(linked interval) AHHBEEERETEFNER BRie ST HmEEREE .
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ITHABNIRIR S B8 B M A (telomerase) EREE > A iRk Es R E %88 (hTERT) S\ A fRim i
RNA (hTR) BN ERE R FZ AR GEMEEC 2 EEERRY BT RN SO BEEIPFEERE
Aot E R REERGEMEECEENRAP FELERESAELS% EEEZRIPRKGIFEE
3%; MBEELEREGEHIFH (telomere) 5T R E MM (B1EME LERMAK) XERBT
(apoptosis) 1o

IPFBEAHHIPRESER

BEAMRERERELIPFEED THEENZEMERSNEER MEEE (NMEER [IL]-1aE
JEIBSEAF-a [tumor necrosis factor-a]sifEBEZRa [lymphotoxin a]~IL-4~IL-6~IL-8~IL-107]
IL-12) B & (al-$EEBE [al-antitrypsin] FMME W AEZREELES [angiotensin-converting
enzyme)) M4 1ED F E{EEREF-R1 [transforming growth factor-R1]) B & ~ & M ERE4ERA
BERA (RER [plasminogen] E{EEINHIE-150-2) s RERHIEB-AM-BERE  RZERBHERE (1
B2 52 1 [complement receptor 1]"\NOD2/CARD15) UK E BB EHE (MMP)-1; EF ZIEREK
TR RR{CA R A B LRI RETREM TP ESERE

I EFEEZE (haplotypes) »EIPFREBEE R Z2IRRAED T (skewed  distribution) 'MEEH =
A AETEERARTER LI EEEAG IR — SRS RN E RN MHCE I B EAEREREA (MHC
class | chain-related gene A, MICA) fMIPFZ BB BELEMEAMETERREEETE AR
M= P ETRE  MBEAMS  EZEMEF —RETHEREAEERREBEEIPFEER
Mo k2K BERITMET (microarray) 2 8BS EH BRI E B i ERAN 2 B
Al HAENEEB IR BiE LM BRI EERIEEMRE .

HARS R ME M CNEER2MRAEAIPFRNEBRHRERME T HRMNBZ ENBEELINEE

EBVAERE A A FESE H E 2 IESM A B H W H MR E BN E R HEIRIE Z BRI R IETTH
FRANER T KE5| L AR EERART G WREE N AL IPFEEEITEREA
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" BEIPFERRITIREM S

BEAEAREHHIPFIERAEMRELALZ KENARRSEEFRE—F T ESERRFRERME
B7EIPFEYERTTE (prevalence) B354 3 (incidence) » B AR /D EIKMMIEIPFERITRZMM 3 EE
FRAMBRERER ERFEIPFIERITEREL X AACRMMER 2T RS EFERAMEEERE—E
ETREBBER BENTEERA ELANEN 18K BB FEMICD-9 code:516.309:2 B
WERE MR E RN - MBENEES W ENSEECEABN L2 BEFIETE
FMME TR IR T REMIFERT R HEMAREEKEERE FTEEERT RN E CBENE
EZ T EBEEREREF 1996 FFI2000 FHARIPFAR TR ZBE R B MR ZHLM (1981.5:1) -TRA
HEMBEFRIIEMMRRE LA (RKRS) UEERERRERITEAL.T(B+EAD) HBEEX
16.3(B+EAO) BERERNERITEAL4.0(BTEAD) HEEXRCS(BTEAD)  MEFHIEE
BEHARERZENER FFRRKRS

RS IPFRYBRITERBMASEAE K (P, 1996-2000)

BITEBTEAN) BEX(BTEAS)
3] BEREEH BISER KX BEREEH BISEZRK*

Btk itk St it St goqkd Bt goq3
18-34%% 3.8 4.2 0.8 0.9 2.8 0.0 0.9 0.0
35-44%% 49 12.7 2.2 5.9 1.1 5.4 0.0 45
45-54% 23.3 22.6 10.8 113 11.4 10.9 6.2 5.4
55-647% 62.8 50.9 18.7 23.3 35.1 22.6 12.2 9.9
65-T45% 148.5 106.7 50.0 29.3 49.1 36.0 21.3 16.6
758k 276.9 192.1 87.9 48.4 97.6 62.2 38.5 19.5

# BERER FLRANER18H BEMBAEREAICD-9 code: 516.3M:2 N B4 7ER A H it B M4 AhRRI2 o
* BIRER  MANTEEREZEBMN LR BEFRZBFMIMEY) R HETREMERZRIY) A HEMWE
MR E RSk Bt -

@AM R EME R B HIBIPFRRTTR BN (RR6) BRI &3 =M BN B a5 i & &0
ERUEFERENBRITRAZERES ERXABEN ZTRAEMN MR KNG EEXE D EZE
ERABRFRENMBERNE ETEHERRRE D R URRE—EFEENRR BFRESE
Bl A — I ER EEERNE SR 7 55£1996-2000°812001-20 1 1HAR MUiAM 35 B F RN 2
A182001-20115FAY4EREE1996-2000F R A RBLE R IPFRRITRELER FA R E +
&> HEAM RV KRB RFEHE AR
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2001-2011FEMHRE6S5EIUL>1996-2000F M HREI8HEU L BEREREFHRNARZE
Ek=2E 655 L£>2001-201 1EAMAY R 1T R B ERIR1996-2000 AR A LA mf& 12
RRETEZERARE EAME KA ERRE R > B8 AN 15 (B 5 ik B B A% 2285 RE FE A 4R 7+ LA B
RZ B ABED Mt AR EMBRINRREER LF-

)6 IPFRYRTRALER (M RAZHAREEMR)

. s e BRITE AR
Ex HR ARIGR (E+EA (E+EAE
2 5 1996-2000 =18%% BRRRTEBER 42.7 16.3
i o e s 202.2(2001) -
x| 6 - Z6537 ‘,\/\EE/\ Eg =
2 ¢ 2001-2011 =655% BEMREMEER 4945 (2011) 93.7
ZHhIRERAE R
71981-1 FNi) = ! . .
$87371981-1990 e 12.1 0.94
7#HE 8 2004 PR 2 E B ENRGIE S 3.38 0.93
#[E ° 2000-2009 =40%% 2 EEERIBEEE L E . 7.4
Ezk jt;ﬁglo 5] = = NIN
’ R RIREEE R )
50032007 PR HREFIZIEE R E 10.0 2.23
, 11 s 0.7(1998) -
o - =184 BERFRER .6-1.
&3 11 1997-2007 8k BERERERE 6.4(2011) 0.6-1.4

SENMREBEHNERI9TR2007FEARRENE FAEXEME —FIMEEZRF I
EITREIPFRURITREME (RRT) L1998 FF2007H BEREERRERTER0.78/6.4 (&
+EAD) EEERD0.651.4(BTEAD) UEBBERKERTESR0.554.9(8+8EAO)
HEBERDB05F2(BHEAD)  RERKHARNNARAERZHENER FHERERRT AN
HHREEIPFNRTREZEIXEZREENEENES E—REREERAREMABIPFRE A
EERBREEREFH ZP—EREFEENRAARRLIPFRHER AAFRRENEE
REQENSEREABL BSHRABERFUEBRREEMRENEER JFABER
TEMREBEABBRIOOVAERRE ZI—EAEZEENARNZE EEHILHFRIBERBAZE S
HABERREREEATNER
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RTIPFRYBRITREZEER (G 1, 1997-2007)

BIIREEAN) BER(BHEAF)
Fiie BEEEEN BRRER, EEEEN BRREEK

Bt oy F Zit Bk g i F oy
18-347% 1.6 0.9 1.2 0.8 0.1 0.2 0.1 0.2
35-445% 1.3 1.3 0.8 0.9 0.4 0.2 0.2 0.2
45-545% 4.0 4.4 2.8 3.2 0.6 0.2 0.6 0.2
55-645% 10.3 12.5 8.9 10.2 3.0 1.9 2.3 1.6
65-T45% 35.1 25.9 26.3 15.2 3.7 6.7 3.7 5.3
75U E 75.8 29.9 64.3 22.2 23.9 7.3 214 6.0

# BRER FLRANER18H BEMBAEREAICD-9 code: 516302 B E47ER A Hth B M4 AHRAY2 o
*BIEER WANEEEEZEBNLZER BEARTIBFMIMBIR EZREMBEFRITI A HEBE
MR E RSl BT -

AR ERFTHRREETERITE WERRTIPFNTER (RRS) ' EREIPFEASFEELSY
PR RIBREERS11-12% MAIMENZMEFRRIBFERREAH1T-18% AR EEREM
B MaBIPFRANEERERE BEREEERENEIRUHS0.9F (MO UBAEES0.2
FR2.5F)  BREENEEPUHBRA0.7FE (WU HMBEA0.1F52.35F) MR EEMRET
THRE> F—=ZIPFRISMEE (36-46%) » HRAZEE £ 8 EE TR ERE B thE SRE M-
SENIPFEAENIENFEREILUEAMERENRE: —EE 8 EIPFRBEZICIEERE
£, 75— AR 8 EIPFER AT EBR MK B Re2 BT R BB RR A FIUSE TR S

RS BAEIPFEEF —RASMSCEEFAITRZEFE RN
IPFa2ER 218
g lisdih AR =FmE B E
BEE&"'(n=712)
BHERFRE (AFF) 2107.7 980.7 595.9 531.1
SR RE 241 168 44 29
B 0.11 0.17 0.07 0.05
B EER* (n=550)
BHERFE (AF) 1538.5 731.4 4349 3723
SMBERE 187 134 35 18
AR 0.12 0.18 0.08 0.05

# BERTER FLANENR18 B B4EREMAICD-9 code: 516.309:2 1 » E478)2 8 HAth & M AfimpY2 o
* BIRER  MWATEEREZEBIN LR BERRRIBFMMEI R HEZREMERZRIY] R &M

MR E RSk Bt o
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MBI &EIPFIAZEEEA LM E R EM T BT BRI A B R IR E AR E
EREIPFERN LR CRA THHEEZFNAEIPFHEYEMBEFHRINAE
REAEFEEZR EEMENTAE2ERABSHRKEFTE—PHMELEIRF - FHNILL K E
BEATHENZARE CRNEEEEMER2ENTET BaieE202258 R EFE—E
AT HERIRTREMENICEFITEFZE R oNICEFITASE —EXE S BT BE BREMHE BN
B ERAEENRRBETHNEREREBE RABRE-LLAIEAA2018-2020FHM
FHE - RAEB2h0RENI0I R EUMEECEE CAMENERERE~ BZNM
MG B BRI INAE S R M INAE (forced vital capacity, FVC) FVFE L {E
—FBHELEREREEZER (X1.7%) X RETHRER (BL) EE2EEHIRARER
GRAREIE NS M EIE (acute exacerbation) fIZETC (FmeSEESIMBEMENET) WA
BRoltbsh > FTHAEMI R R I MBS ENARK  (B2) ¥EBME EANEECEMEIR
BB EUMESTEHNER BLOESEBLEREETET AR T8 EKREFERNAKLCEY,
WARHBRMHOLZEZ ML
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Change from baseline (% predicted)

1
0 4 16 28 40 52 64 70 88 100

Study visit (week)
&1 e AR IRE & Lo
80

™y e __.-- T -—a

Mean FVC pred. (%)

60+

501 survivor (N=60)

survivor (w/o emphysema) (N=49)
non-survivor (N=28) Tees

o0

401 non-survivor (w/o emphysema) (N=24) "0
%% T T T 1
20 40 60 80
B2 72 & B E E Z DDA b Follow-upvisitineeld

NICEFITR & E S — RS HEMEECEB MR HERIRE QBN EEMEECEE
ARITHAECEYARTHRIMENZEZHEEN -HiMEEEYEEZEREH (nintedanib>
HTIMUBERER) RUMIEEM (pirfenidone H5I B EER) FHERE 7T HEMEMMEME(CERE
RE2FU LMINESE-RFRTF T EEEERE-

W EERBREFS —EERRENHAEZR NICEFIT-ON R EEXRLIPFHRENAREE

B -RERE-BRRERM MBS ERERREAER, 5B IPFEYRERIPFHRFRERR
MEEFAREEERETRET BEFAANRREZRGREAN BRALFENARBE
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IPFB 227512

BEXKBEEIPFNEAREZE TR LNTHELOMNESERHERR RE ARG H
BEMET -RANMEERARNEEZNIPFRENFEREETHENFG, RSEMERE
MHAEERNESREER FEAPUSA2F3F - NG A HMIhsE R RAEEE
BEMETHNERERABEREN FERERZER

BRIERIPFEEAHENRNBEARE (BE3) > NENREMS 2N E T EEARAR
BHBEARIE-ZHEERBFEREER ALERENRBEEIBE T MELRETRLESN
FIRERBIENEH - BRERABFREEAAREZRSAXRFAIPFNREFEER H2HEKRRE
RETERIME - KE X ABHEMAZZE-HthMMHREMMS RS RS HRED
IR BRIz %o

Onset of

Disease Sub-clinical Period

Onset of
Symptoms

Pre-diagnosis Period

Diagnosis [~~~ --"----q--"----------Sso----oo--oooooooo oo o oo o oo oo oS
Post-diagnosis Period

Disease Progression

Death

lyr 2yr 3yr 4yr 5yr 6yr

Time

E3:IPFREARIZ BRI ERIPFEERHEAIENEARZ - ALERENRBETRERLE (RBER)  FEREANE
ERRE (QFRER) AEREURTCERLIRANFRSUESESEMS (BETR 2RFRBESHE TEAREARE
BUABEY B A R AR
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" IPFRERIE

SEMEEEHIIPFEE (8910%-20%) BEZMZIE (AE-IPF) B EAE-IPFHNTREEHIEE

R ZHEBEERERER AR 2007 F ATV ERAE-IPFRIBIERFE80% I F 2K

MERHAENE BXRTXERRS NHEXE—EEXEM SRS EN EHRABNETEK

MERARAEEY - BE IPFREESTHZHERECSS I—EARNHEEEZERNTIREES

ERE-ANEERZERER (EXRARBIMENTBLEHEEERR) - CHEELHERN

ffi 2 U B EUARR R E - RN OERIEEEMZE R 2016 FETHNIES

EEEA S - BRLEENTRRBRIHBEMZEENEZMEEERHE A2 EREIR

BETABAMEUNTHEE:

1. BECHZAIPFRE TRZEAIPF;

2. E—ERAELESEITIREHSERZE;

3. BIETERBHREMEEEERIMNUIP pattern (BEMBEMMR) 2 EHNEAIEHERK
BE (GGO, ground glass opacity) SiAHAE H 1L (consolidation) /%

4, HEEREREZUODRIBABRBZS REREZICRE 2016 FETIRETERMRIRT
SREPIHAE-IPFRRA BZAEHNE B M T RZRRERBEANFE ARNER - EE
MR HAVISSIRAE-IPFER & S BRAR LEENTRRIG HSEERHTNEZMEEER
B ERBERERERBEEIORUABIRE B R EEHPRRI G

SHEBEAUEIPHREFNEAFEM LEE MEAAETERFHRNRIF ZWBE 2Kk
Rz /2R R IE TN ER B ERER BYYE - B 2AAE-IPF B AL R PRFE E X BB IR A F > (BB &t & £ M BE =45
B KRBALBEESMBIERZRG UL BRIthALEEHFIEH B REFER (GERD) sBREMNIRIE (MNZE
RUTH) FHThAEE ZERIEE (lower FVC or DLCO) ~S B H MK (SR Sk EIkEFRE) 2B
ERmsMREERR-

M2 AE-IPFERETEREERT MEBEEAE-IPFZRE—SBEHBENRAKRTIEE S ENFEER
EBRTED -ERKRENAAE-IPFRTERSEAE-IPFE £ RV E 2 RIE 0] RERFR AR IIT R BB R
BEmE A EIETAL B R BAE-IPF GHATAR BiaRiEER RIGRE) *

" FIEMET

IPF3IREMSETEG GHEEFHRIERMIG M - TR ERERIZANIPFERNFETERELETRNG
tEEEE o i R AVSE R & & 1 Fim (1B T2 AIBY60%) - Hth ERIPFREBRMETHREIE
BLFETE AR B AR IR 1R 2 e i o I B — TE S W R BSE TR PAE B RHETT DR # R IPFIE Ry
SECRMI999FF2003FBE LA -ERARBKENIPFEERR 2003FXHIRANETERAE
1,000,000 5M61.2%1> U %&1,000,0008 ZH454.56 - FE B4 IPFRNEETRRMLFTAS
1,000,000 55143311 » LA 51,000,000 2 142445 - ] BB 4R HH IPFRYSE T & /a7 (mortality burden) ELFE
HoEEEES Utih BIRERIBER20FERIPFERMFETERE LA B -FILFHFIZAR R EHE A
KIFE & (B R MR A MR B Mg BRI T &R 1160
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SEAMITRE

IPFEEERZE THRBREZEENNEEREEEIAME  —RI/ECHATEEREE
MHNEBRRRZAEZER UNBEAEERN LAERAR - THMEEEE L —LEIPFRNEETRA
HF ABREERARFHERENZRNBOARNEMEEU R A ERS ENER

EEEARZRBIEETHETEE TERIMIGEH SRR RKETRR DI, DHE
BEUNRERNMINERAER/ AT GR2EENEBEBKEFE AT BB DS NHIRERKR
RECEEZANILEA SR 3 ERZRREEH2EFRRATARBRSZEELERERES
ETMEZERENEEEN ARNENEN TRAEF LEHE NS ERFREHEHE
RENETCE(BRTITXRTR) HRIPFNEAREZEZR I BRI A EEESHE TR MUE
R TREHA B TR A PR SR IR B RV — IR B TR e

B
i@

EEME T+ HtmE{EEF (longitudinal factors)
MR R EEZE D IRt PR B A2 3 1
DLCO < FERIfEMI40% B EifEE (Forced Vital Capacity, FVC)
6MWTHAE M E BT EEE =88% BHETRE=10%
HRCTETEBBIHRR! DLCO#ABHETPE=15%
Fifi & i 7= B2 HRCTRETR A AL REME T

6MWT = ;X #8177 RE ; DLCO = —F bk i@EE ;HRCT = BT EEIKE B RiE
X EEHAFVCHYTE BB E AR -
tBENRESE—EEH %

" \O#EH2E R
EATE (BLEIFRH) BISHERBANEERBEBERERE -FEARBTRR B EEE
SECARR LA BHAMERETRA THHE RE X CHABERER TR SRR MDA

m DO PR 2
HIEMEEREERTRESESFAEERENFEREEHEBAE - BEX S EHZERRE IR
H#EXR I AEREMESZETER (medical research council scale) ~ & % H PE 0F [F 2
£ (physiological dyspnea score) - BFI{HARBR AIEIKFEEH EREIETEAIPFEENTER-
I IR (K| B B B R Y S B B 2 TR S B B N TR R 2 5 B Rl o
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" fhIhRE

EARMIES BRERMINERAERIPFEENFIRBEZEEESERA—NERAY B2 EE
AIRESR BB R BE i L B R R A IR SR RE AR ERRRMN ENEEMBR-EEPANTR
ffiiEE (FVC) TR RIBERA - B E—FCikMAME (DLCO BERMF R KA RERIE) Hit
FERBAERUENTEANED MEBRREERE (WATEREN4I0%) R EERSNET AR
BRBERER EEHMAE (total lung capacity, TLC) MiffE—#iRE D EZEE (alveo-
lar-arterial oxygen difference in partial pressures, P (A-a) 02) Bl FEAI7FE 152 (B R BFFERY
RERHER AMEELHEEROMESIR (RAREE) GRUBNFEEER

ISR RAMEEL (longitudinal change) BARIPFETEN—IHEETRAE Fo-AENR
63 121E A AFVCH T F& B E B R M 2 M FEE T ErER M IR BN BERIEIPFHRFVC
TBE5-10% 0] AR FERAIFECIBER A IMEHDLCO F IR ERENFERE A A HEEAMN  RILER
Z—HMBRE-IAZEREMP (A-a) 021E 1218 B B EEBiE15mmHg Al BIUATERIF/EBRZ - TLCH

Decline in % FVC in the preceding 24 weeks Mortality in subsequent 48 weeks
0-4.9% 5%
5.0% -9.9 % 12%
>10% 24%
" HRCTHY4H

HECNEERKREHRCTRISHEFVCHDLCORAEBEZHA RN T -ZEMREEKRER
@ BHRCT L {EM BB RRMNEZE A AUTRAIIPFEENEZEER

1ESIER AR
HRIEERHERASBELESNCGEEENE SIS 2% U BB ERM L TER FINER
ANERHBESEIBEEIEH (Composite physiologic index, CPI) » ¥ B /1M &—# = (FEV1) \FVCHI
DLCOEEETBAIHRCT PR EERFIRIRIZE o 4B FEV1~FVC~DLCO~TLC~PaO2 &1 5T AEIE1Z B
PR-S 1R 2 IRET 3 247 (clinical-radiographic-physiological scoring system, CRP) Zi#ThRCRP
R R4 CPIIEHHE R RANIE T TRRAIE F oAl b8 & X% B A M R AT R AT R 1 ER AR U5
i TRl B HERPR A ARER -
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1 N EETTE R

BESAN D SEITEAIE (6-minute-walk test, 6MWT) BEZBREEREF L BHNEIPFHEAEEE
FRAZEECHRE EMEEFEHERNEESIIRG - ALEMEEROMWTHRNMABEFMET
& (BN E M EPEEI88% U T) RIE T AR LA —IB151R o tboh T EBE R R M ITERH B O
BERERRERENRR ETHERESNEEXETER A BRI RN EREMWTHTAZH
MEmMETEREBNEMEBETIEETETAEEERM - B ANERARRT AL
WHIPFREEETRERADEEENRE  BICRE 2 M E R QI EBRRR AR

N AHATRIRER

HEE—RRERESHURRER IR REZBARNEBRESERR - AKNF12-26%8
BETETZMMETR ZRKBERIIVIPFNSIPHERS REARK S EMERET R IGRNE
EM - A—RBUIPEE (A—REBERAVIPHINSIPRER) WEBLUFE—HBVIPEE (FIE
BRURNMESAUIP) B -2 D RN MMk SRR (Fibroblast foci) HERZK &
HEEENETEER TEMREREFEEAENMESARRILE SEEHERM12EA
WHIRFVCHIDLCOMRRRRIIR R s BAHBRIE R AR K EIPFRETHERREETUNA BAl
BEN=FE3car
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HRCTRIRERIRBIE S

SEMBEMMRUIP (usual interstitial pneumonia) BU8& :HRCTHIRIR
HRCTZIPFE2ERIZ P R o] HERA —IR o 574t I L DR SR IR AR RYHRC TR AT AR ER AN T -

ot
3
ai
3
&
W
IS

| (non-contrast) ZEfiE#w#EH BEVEES"

- G RV IR B R
- R AHVIRER
- FHERABEXNNEMHAER
BEHERBINREA%120 kVp29240 mAs
HRBIERH A B BBEMNE (1100 kVp) REKEEE AN ERE:
- A BERMBRAIRE R L ERM RS E R EE (NERAE)
MBIICTRAR (91.52K) MER
- ERIEEED AR
- EABRERRRERE
-EAEARRGER L SEEEANCTHRSE LR GEREE AIERRRRIRRE)
FREREBYREL
- (MEAR B R &K (3DIZRE)

- (MEAEZ M mE DI RS EE I IER &)
- BEAEZ Mt mE QDR EETER &R HEEMER (RAX)

e EN A
HEEERRBMUIDEXERNRAEIE:
- 1-3 mSv (7RER" FR{R " A £)

BEREAZSERNHARR
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UIPELEEAIHRCT4S

UIP (Usual interstitial pneumonia) P8 RMHRCTHHEEIEE BN (honeycombing) 48
BEE FHNMSZIREER (traction bronchiectasis) “EEH M4 R EEIR (traction
bronchiolectasis) « bt 438 e] & & IREWIEIRBIS (ground-glass opacity, GGO) FM4AE
HAARBYUES (reticular pattern) B ERAMEERIEMENED HERKNEEMBL—H (3 -10
EXEBBER) LEEMEARABMNIINE CEHBEAREENENIMIREEASR
ERR-BEREABEENEECBEEERABEE MM TERE (subpleural cyst) »{Etm]
FEL BB EER IR, MEEDIREMRME (paraseptal emphysema) EEH AT REZBNER
TABZEN - HHBEEHMABERNAR - BREBMER (interobserver agreement) IR
— R EEENEREEZLEEROUBEREEMNIMETASRE (Bl ERMAZ R ERRK
PRREMRE-MMETER) FHMTRE/MIAERREMAMCHN—ERMBIE HE
BEtAMHN AR EE - REANTRE/MREEr B JRENKREEREMR-TUIPE
P EHEERERNRSME/MET TEHARERER REENMRAIIEER MM
REBR - ERBRIE (GCO)NERAMTGIES FEHEEE I ENREZRKENML
ERB-MEEXVNEGNDENZE “BIULEIRBRKRIF (isolated GGO) " HELTEAZAAAREL AR
THERBRNR

‘BUERBRUZ  EAZBUIPHNAREGE EHEEFEERIPFEER AJREARSIMMERL
B EoRE N FABERAREETHER BRI AREEL LCEAEIPFEERER S
BREINMIRE/MZRERRESFE W EBER B ER BT HRCT 2 8.

20225 ATS/ERS/JAS/ALATHES | ¥1UIPBYAE 2 fhidtt

SRR A (PF) 2 BT EEIKE B BT B Rspectrum [ IR B EH S RE/MERE
EIR (E4) K/ g B AREE (E5) ' BB ELRE A AL N AERREMRE (E6) hEm =g
AEEFEEELE (BT (FefR - REEKEERmARIEHEERECMEN AT REERERS
kG- BEREBLAMESIREERE REHCMETRIBEUKRTRELRBREEE EES
BERKENEZOREEEEER AR ERER M - BERBCEENERNERCIEA
EREER (BAEMABPRAECFR) U kEF & BRANER A R EER =T E EKE
BRECGHUSEHHEEMAZREEFRE NI RERRNABSZRN[ERAET-
ITHARRE RS MM CNERRREP U EREFNM T REEREEERECHNESESS
mmEfERANESER AT AERIEMRE o

Bl ERECGITREINMYEZRE/MZRERBRUARESKEICETENTRAERER —X
Mo EMEEMMX AT EMEA R HEAE BMFE Mg RS EERE MK
[IPF-UIP]) »Btha] RGBSR K (HP) (B8) ~4&#F 4R 4% (CTD) (4SS RERHS
BHREEMMKX[CTD-UIP]) (E9) 3¢ 5 &M M E i s - B R IR R B IRAHEBRHP-UIPA
CTD-UIPBYRISE 4 » BiIB B HIERARARELIPF-U | PA & 1% o i AR A 88 588 1 A 4 48 A P R 6-10%RY
PR RRARERA (B10) HEFIISERERF R - BeRfRNRABUREF IR AITRER-
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E4: EH Mt RE/ MR EFER - BRI AR ENEREANEREEREEGAIREES
ERMET THBOAZEREERE FBEAME S RERR (FiERER) - EAMER
B/ R ERERABEWEEEECSEN AR RE KR/HA RERR HEHBIITFIR
EEWAAERAREES RR/AER BRI - EESETEBREERERZ G BRY

XREFMXREFRHERTRNTRE-ZRABRAIERSE R E MR BIRRS-
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5 BERECHAE RIREMNEA BN EREEREZEGITREIEZSENMET T
MEOMEEREERE FBEEREE (FEFER) BERECERSAZRED M EE
ABEENEERREZER —RA3-10mmA> RAFEE2.5cm-BERIZER > BRERNK/)
MBEBEGEM - XRPEBWREREEZEN M BEBMETRETAEERE(EHN
—RBRE-BERZCARE (BD) SEMEREEMX-HRHEMEEECTE (TERNER
MNP E) WERKEERERE L ENEERECEFEAENEASXRERRUARTE
EENERBERIEERM-
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(16 : B 55 At sk 2R o A D ~ SR A T A T K T R B i FE R 2 15 T R PR S SR IR AR R K RY BN AR
TRE (FiERER)  T2RN AR T RNERORE-REMRENWRETRESS
2EENMABREEREERERIFBA (—R> 1 cm)  ItHFBEEARAREEIENLNEXR
ERRSFHMEMECS R R

B7: RINRRE 2 RIERAHBEE S (AEF XIBIRFAERAE E M 4EC) sk mM KRR E
THRAREESMHNIHBEEE RUEMeE K CNEBRALERAXETRA) BENIEX
RERIREE fthidh 4 CRR (FTERFREER) o LESh > 77 AT R A SR AE  RAEHR A (BB M4 15 B Al 3t
RSB EMEMX BB MEBMEtiEESN MR ERTEZPIR-
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B8 @St A E B SR E MK 2 Bl ERER G IHE (A) RERRFNEAEE
Rl RGBT A TIMREERECHBERIMTA RETRR (ERTERFTEER) U R i
TEZR)NEFPEIRS (RETEMEE) - (B) tRBMEIERHEZGRIFE/NEREFE
RR-FRAMCNEFSRECEETZHRN ERPMHE - FERLEX=ZEEALTEER
SR E L IR R AR E R [BE RIBSIE MR P S Bt E MK VAT A

89 : —{i B2 L 3K B35 R E R A\ R & i aE R P B = B M R E M 3K (CTD-UIP) FZAG - Sihia)
EMERE R G IR TIEM LR fhE T RiB 5B M MM (E U R R B B Bt
BRI CREREEZ B>T0%M M E(CE 2 (RBNEERECRE) - EREZ K
RBGBEMNMEEERE (BGEWRIE B LMERKZRER UKk LA MEN %
BoAEIE S (ERMREIR) B B B A S mAaMKRIRSE R EEMX AT sEME-
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(10 : B i B S 1 A A 10 A BAR E (B R T RE R RS IR B B B R E iR o o /)
RRHIRBEME TEEL FEEAM T REREN LHESFERLD MR THETR
M TAERAREERENEEREE.

HM&E EMAHRCTH S BEMBUIPH ELER (R9) - BE“UIPEY” (E11) » “ATREAUIPEY”
(Bl12) > “ME AR AVUIPEY” (B13) #1 “Hahs2 B (B 14-25) ©

33



RO AT E(ERIHRCT YRS

DR
s UIPEIRE ARERUIPEIRE UIPBISE H{thz2lh
HRCTRIAE . :
(UIP) (Probable UIP) | (Indeterminate (Alternative Diagnosis)
for UIP)
UIP,‘%H?“ﬁk:?— AR DED EEARERFL | EEABRERELD R SEER D (K50%)
Stk (>90%) (70-89%) (51-69%)
ETEEHRSE | ET EESSE |- EENSM BYE | -XRENEEESHAT BHET
BE Bx THHATNRR FWRIC (EE BTSRRI E M
CEESREE (e | EESERKE (B K [NSIP] HIETRE )
fCagBmRER | MREERENE HERESD M (EEEERERH
B ERAR hrh) SRE/EZREW [sarcoidosis] HIRTAEM)
R R L~ PR (8 A (LB S
C L [ Bk [fibrotic HP]~ &G 4R AL
1888 > R E M BH5(CTD-ILD] K148
A& [sarcoidosis] I AT AE M)
BN T RIRBIC (IR R IR
EHERTY [NSIP] SUUREARIRIE A
% [smoking-relatedIP] BIRTAEM)
BERS 0 | - BRECRENNE | TREKEERE | - HHRR
WARMMEENIS | EMERE /ML | PEECEREE | BB (EEEFEE TR EE
RE/EERERE | RERE A ENHE [LAM] ~ i 25 7 15 22 40 L Y 2 BB

EEFRANNE | - AT [PLCH] ~ S E AL RITT I A 3X [LIPIFI

PIRMENR S | BB HERIE IR DIP] HOATAE )
CEREMEAREIE | - WA TR EIE I o

W BHERE | HRK S mIBRILISE [MP) ATEH)
e EREREAT (EEEBHIERHL
[HP]~ IRFAERANSSS B I > L

FEREERE | - AE 77 TR A A R 21 BAE)

wHEw | B8 - BETNERLMEE (EEEBHY

B [HP] SRR FAFEREEIRAT AT AE M)

- 458D (FEE B FEPYJEY [sarcoidosis]
BIRTRE M)

-fhEE (EEEREMEMK organiz
ingpneumonia) ZHYETAEE)

- PARER

- BhBEDT (FEE RR4RIUFIE [asbesto
Sis|FYETAE %)

-BIEER (EEBAMAHEMECTD]
BYATREME)

MRS TEE . CT. BRSEREBIRH,; CTD &40 4H45%; DIP: IR B M4 RAE MAH K ; GGO : EIRIEARET; HP  iBEMERH K ;
HRCT : = M EE B RS ER B 434 ; ILD | B MM ; IP B M X  LAMOME BB E £ E; LIP OB REE M
ik s NSIP: SR E MR E AN ; PLCH : FiERREAS = 4EMR PR ZF AR ; UIP . S E MR E MM K

AR BN M EMMEPREE (ILA) URA SLai AR RRAUIPELEE (early UIP) I RBEA A EERAUIP

BYRE (indeterminate for UIP) 1 —5F RS AR HIMHRCTHHE AR R & UIPSprobable UIPE B ABAREST
EfE A2 Eo
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UIPBYHE (UIP pattern)

UIPRIAS B IPFRYB B ST o M BARA BB EVIPH—EREEHE i S EREHIEUIP &4
AEIHRCTRGZ2HRBEERS - BERBCAUBINIEENM T RESMAZREER B
MEFRESHEL HANUIPRERTIESHRMETHER £ LMEEEHrTUFR—LUIP
RIS  ER LB/ R T BESM (craniocaudal) WUIPE BE DRI BER A — o B = E25% R B8
fifgE R Al sE2RMEAI R EH - ARV AZEET HRCTH EUIPRAEAIE A 2 90-100%7E 4B 4 7%
B2 Z2RUIPER AT AR/ VD SAVIPEEMASRIELRNEE WZBRTEHRCTHUIPE EE
H-EERNBER T BECEFIATEFE/NNISCEE MABSRKE A Chihm WREE
UIPRREEBEEME R (29%) UIPRREREESHREMF R EENESERESMEMEE
(pleuroparenchymal fibroelastosis, PPFE)$%#&>&MDDsT:##% > BB AUIPEL R A%
UIP/IPF- 3t B &% tbSh» UIPEL ARt AT RETE 2 B b 2 VERF 23R (AE-IPFRYERSERE LT RUIPHN
FGGORE) HUEFMRIMREERES Lo

"A

(DI}

Typical UIP

El11: 2RVUIPEIEN SN EEKENE (HRCT) & (A-C) BEMEmF B K (D) EATRE
FHRERBEERE R EFESBRMEEES (C) > 2RBE S (D) -REICTT RHEE
KNFEEFREE HREERI/NREAR UEE (BA-BEFTEHE) L EHE (BC
RETEERR) AL e 551 LRI T R EIPAREZES |1t X R E R (BIB-CHATERR) ©
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AIREAVUIPRIAE (Probable UIP pattern)

H2011F MR BESEMERGTEN ERERERIB2011FIE5HIEHCRTZR “AI A UIPEY”
RAR BELBEERMAEANESKES BREEEASRIESRFITEAUIP-EEENER
PRE2BRIRIE T HRCTHIE “AIRe AUIPEY W EE I EMEZ2RES IR ERRIAZIRER
R IR BN R BT R RAMKFIESHMUIPE R -EIL  EMEREKET T ESRFPREEE

e

REHBGHIEEAM X RERRIAXRERERE BERERENERA AIEAUIPERE -

N

A

Probable UIP

E12:E£¥probable UIPRENE AT EBREE (HRCT) &4 (A-C) BETER &K (D) &
HEBREXG REEEFGHRMEERED (C) 2RMBED T (D) - EAEEREMARKER,
AMEEBRFTHE o] RARE L YR REEREE -AAMEEL R LERNTER
st (interface sign) 'EBEAHEN RES I RERRNECAABEETRES I MHSZR

EiEiRe
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M SRR A UIPRLEE (indeterminate UIP pattern)

HABMA —LIEHAMHRCTIFHAEE (H930%) LFEAEMKBIES FAUIP/IPFRIAS-EIL > &
HRCTE2 IR 4L BREZIVIPER KA FEAVIPE MIZE M X REBMETS A H 2 Bies B4R
FEEERRAVIPE AIEHER ZEHNRAT BE2RIFE LV ENMET ERB A KA
MAEEE BEHEPENCTEM R ERERRERURIAVIPHAIAEAVUIPE FEELERA
FEZ LU EAZR 2R %4H (prone inspiratory phase) » #fTHCRTHERME AR BN IEE K
ZRpHHEIR A2 (dependent atelectasis) ©

Indeterminate UIP

El13:2Rindeterminate UIPEL AR S AT EE BASERE (HRCT) 4 (A-C) BEImE &~
(D) BICR &M AE K (E) BEANEREC R ERAREBE - BER M EIER IR INES
BE2REKRIAR (D) FREKREEIN EEEMABREEZER BREREL EWRBERAMEE
{EIRR-

H{thz2ER (Alternative diagnosis)

ER LRI M CRRIRSG) ERR ERMUPF EHRCTZ2 IR A BB S o IS L RIS LIRS A
% (hypersensitivity pneumonitis,HP) B9 L ERBYAZ RE P OMME - HEZHNEE KK
§¥%=8 (mosaic attenuation) ~$8PIJEIE (sarcoidosis) BUBMPI & A4 4 C14E - R M E 1 IE
FEMRIE MK (nonspecific interstitial pneumonia, NSIP) U E;Z EIRBAR R - H B R T
HRCTRIAEZ2IRUIPEY > AT fE %4 UIPRY B el VA RESD A U I PRS0 B 0t R SR IR H Mt 52 BR AR R
TEERBERT EEHATIPFUSMNIE G2 EnEER
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1%
e

BEEMX Chronic hypersensitivity pneumonitis (CHP)
E14:E2Fnon-UIPE RN S MR EBAKENE (HRCT) 4 (A-C) #HErEF K- (D) E4E
NERATCEREREC FREEIES BN LMERER (D) - EAR REBEARELE AT
BB RESIMERERBR - NEICIRBEEEERFEEIE (mosaic  pattern) {5k
lobular air trappingeit BT LR /)i & fEF0 ) Bl 6 P9 Y 3 /2 o It 575 5l BY 52 Ef o] BE
chronic hypersensitivity pneumonitise

€>

e -

BERMEE MK Cryptogenic organizing pneumonia (COP)
I15 E¥non-UIPEREEN SR E BISETE (HRCT) #£14&: (A-C) IBEIEm S & (D) EATN
THREREA/METHAREEEE (subpleural patchy consolidation) (B-C) » B 5k

IE;;—{IEI.%E 1 ZELRE D (peribranchial distribution) IR - BEFEZ R IGER F
BAMHEBERX (organizing pneumonia) °

B
()




iSRS RA R ZEEMMAConnective tissue disease associated interstitial lung
disease (CTD-ILD)

El16: 2RUIPE AN SEITEBENE (HRCT) #&: (A-B) BREMEF & (C) EHABRE
Bxk D) BEHAREXGEREESRAGEC REFTESMRMEEES (B-D) » 21RERE
D76 (C) LR RIS R B BE B ERE(E (B) HHE B E > A" exuberant honeycombing”
sign°IREICE] R — &K TF4R BRIt ENEBE DR %" straight-edge”sign oM & D L fifi
FiIZARNEE 7 RHEERNRZE A" anterior upper lobe” signeis 28 A 1454540
BRI - Bl R i A 16 9% % (CTD-ILD) »

A F \
A p
‘J D. l
A A
IERFRMRE MK Non-specific interstitial pneumonia (NSIP)
E17: 2IENSIPR RS S ARIT E BASEE (HRCT) #21&: (A-C) 1REE &5 K (D) EEBARE
FREREL-HMEETENFR THE 2RERBRIASR M REF T REERRR

(EIB-DE#i#EE) 'EC-DETRAERBRKM ELES I RERER L RBESKEL E
EHEBFINSIP (cellular type) BUfEo
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¥ [ E SR Bronchiectasis

E18: 2HRnon-UIPE AN S MR EBHEENE (HRCT) 824 (A-C) IBEIE % (D) EAETK
ARG R EESHR TIE (C) M EESZRESH L ARBRR IRkt 2IRKEEN/N
REBERNRZRESHEHEE (C) HMIEZREDHBE L KRB EREHEIREBEREE
(B) BATRERRNATREERRER

¢ &)
CIER

$8MAJESE Sarcoidosis

El19: 23R non-UIPRLRER = T E BIKENE (HRCT) 24 (A-C) iEErE# % (D-E) E/EE
REZ G -BHEMBELE 2R ERERNZREREMHEE (B-D) BIHMEKEEZ 5%
(perilymphatic distribution) » ffiZB it % AR R84 4 (EIR R - Mym Bl > MR Mt IR B A5 KB
MEA (B) RPN A S HEE MM E N GEET 2 Er A IR RE (stage 1) ©
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©¢%)
eI R1

MERBE MK Lymphocytic interstitial pneumonia (LIP)

E20: 2% non-UIPE RS = AT E B ASEE (HRCT) 4% (A-D) iEETE & (E) EAEEA
AR Bt 2IRME M EEEAR (cyst-like) B1E (BB-E) I BRME R TAE B T
AEBEERBARFEL (BD) - EWBHRMMIEBEZHEREL & EEFSjogren's
syndrome> s2 i & LIP-#& 5z Er {5 lymphangioleiomyomatosis (LAM) (profuse cysts
and age) #1Pulmonary Langerhans cell histiocytosis (PLCH) (thick-walled cyst) ©

A s N
-
‘ J DE l
N -
Fh# 4 1E & R PELE Combined pulmonary fibrosis and emphysema (CPFE)
[Bl21:CPFEEHRCTHZ R ZRUIP pattern’t FIER LEZRMRENEL: (A-C)
BETER A (D) BEAATKE R &R LimE R 2 IRAHRAE (centrilobular emphysema) (

A) o Foh EEIRBRANMEERES (C) > 2REE D (D) R ECRI RBREFEFRN
EEEARRIEMES M RE &R
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YA

- -.d
r(: ! ‘ D
MEEEBAEAE Lymphangioleiomyomatosis (LAM)
E22: 2RLAMEB NS RITEBISENE (HRCT) &4 (A-C) BEiEm& % (D) EATRE

T AR THETANB UL (cystic lesions) AR EME (D) > MR B RMRAL LT AHEE AR

pulmonary Langerhans celle

(212

Y-

A1RYE Asbestosis

[B23: 2HRasbestosisBRAEH S T E BALENE (HRCT) #£4&: (A-C) BT EF & (D) EEE
A E &R FER AL (R RS T AER (D) > EMERPARER Rkt - TR RBAM 2R ERER
iR R BB AR FR T MR ARG B BErT R ES 541 (C) ~1RIB 55 AR A
MRAE IS BB FIBER Aasbestosise

A

A
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SEMEBCRERRNCTRER

ERESUNMEFCEER SELAERERNR BRESTHEBEHLEH (consolidation) 77
ER AR T REEF (B24-25) BB FRIZBAHRCTVERIE  EB5 S RAIERBRIIR > K/
AIFESERVHRCT UIPERE BiE EismERRRIEMERE WA £ EE AR R E R R4+ T FE:2
BERSHERIIPFe

@61’6& |

AE-IPF with probable UIP pattern

[B24 (A-C) B ZpX-ray 2 & &1L

[E24 ((D-F) 2% probable UIPEREMEETE BAEE (HRCT) e (D-F) AR ERRER
BRETERTRIET G BIE2RART I REEMBFE2RESIMXRERKR-BEM
NEFRARE XM RR LI BE2RERBREC-KMMECEYARE BIFER
bRk 3 b e €=
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AE-IPF with typical UIP pattern

[E25: 2RAE-IPFRIEM S R E B IKERNE (HRCT) & (A-C) BETEF B & (D) EAHTAR
BYGREREEREE TERBIRMERKE (C) L 2REE D (D) FREFSNKEL B
o] REZM ERBARE(E EAAE-IPF 2 BERE R

1. HRCTRYUIPHHETELL RIS |fE A IUFEUIPHI E LB R o 35 FU{E ¥ E F8 5 &35 “UIPEY ~ “BTBE
EBUIPEY  “H i A sl A UIPEY” #1 “Hithz 2l o

2. EEMETHEMERA T HRCTZIREFK (honeycombing) & &Eb-FEHIMZREE
5k (traction bronchiectasis) E1ZH M4 | B &R (traction bronchiolectasis) » E& A
“UIPBIRE” o

3. BEMET MEEAFEREBRS SHAEINEZENIMZRE (traction bronchiectasis)

AUIPEY” o

4. M CEEFERNMETRMER RZEEREEEFHEENMXRERRK EES"
e A DA UIPEL” 0

5 EHBEAFTEUIPER MEZHNEFERABRERAE MEIINEZERBERIIR BIE-
EE RERRS BIRE S “HIE0H -

MU GBI E FIHERE2018/2022 ATS/ERS/JRS/ALAT IPFE2ERTES IRE
<fhIREEHEREXZNRPNCSE R BRI T BMAR S AR B2 R R BB R TRt G =6>>
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HRCTEIRER?
AR

n UIPBYRE 4R R IR 2 AV45

UIPHAEBRIESERNENIEH EERESERBERAERTERINRREZ EEL

(patchy dense fibrosis) > tb451E1) S| EMMAEERVELZE > 2) BEKEAREE (honey-
comb change) >l 3) HEEEEREWMEER B HIR (E26) ELEMABRIEZERB
FEIEMBET (subpleural) MRS (paraseptal) W BEEFRABRE - LR BREEBE
S g > A B B AR BE AN 4% AR AR 4B R BV SR AR B R 8 (patchy interstitial infiltrate) - It
B2 AT R E RIS -t T ERSENRBREEEHM Ml A
FIFEBEHMHNIAR EE TE (convex subepithelium) 5 3l 7 18 4 AO 48 46 B 48 B A0
N4 4 B3 4M AR 4B PR BV AR AR BX &8 (TRBR4 48 AR R ML > fibroblast  foci) cBEMEE TERZRE
MR ERB RS R 2 R EAIE S (cystic fibrotic airspace) AFEfFEH - Hi@FEHE
ML RE FEHIR T EEEERR T MRAEXR AR - S CMEERERNEES
FRIRAFEMEIEE (smooth muscle metaplasia) cEFfE LS HFEEE L
HEHRESKERESER o UEZ ARESE FRUIPERE AT BMEE LG EHER

MERREENERT IRMEEEEERETS NATUHEARES FRUIP
Ao

20225 ATS/ERS/JAS/ALATIE5 | S E 4RI B MK (UIP) BIAE AR IR 2 45 - R L1847
THERSEMRAE MK (UIP) el sEAUIPHASRIEIEE -3 MRAE E MBS H
FEMRBETIIRIE L) BRI SR @A CHPEEETRE RIRMEER /| SiEEIRE) ;
) WFERIMETERREMER;3) MESMRRL;, UKk 4) HEERHZE 2R EE W
R E LS EE RS E OB AUIPH R -TAREAVUIPIIESI R FEM EIBE Z—
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—LERARNARBIS B UEB R A THME2EN B (alternative  diagnosis) 1> FldNiA
BHEMX FEAPHREZREPLESIHBARNEZREX -BZNASZREBEMA
BEE-HZREREMERRARNIFRSEMRTE)  IPFEES SR E MK
FRBABREER) BRI E MK (cryptogenic organizing pneumonia) &4
1t (FREE Z 2RV E MM RK) > EEfhIR (A R A 1RAS BRRE S S8V EHIA / SRS P4 ER) - 25A
BIE (FBEALEKRE DM - KER K RFIIERIEERATIE)  REMHEBANBEEEELE (BZ
RUPFIR Sz mE X M EZEIRMCETH / SR ERE BV EMRMS AERL
MRBRER BRA&EEER) MRS E A4 S E (pleuroparenchymal fibroelasto-
sis, PPFE) (454 RRERIRNER T i/ A A4 (b S8 M AR 48038 & AR I Ah AR M A b = 8%
7 L) U LELABBRENE—MERERAX BRNEEEMERKRER B EE
R RIRNER WEMDDE S SEMEE 4 T HME2Er B AE (alternative diagnosis) 1°

1 A RIRE o RY
HFEZEBY R RERARSRIESZHELER DA “UIPEY” “al§E%4 UIP E! (probable UIP)”>
“MEERESRA UIP B (indeterminate for UIP) 71 “Efths2 BB AL (alternative diag-

nosis)” (%&10) °

ERDENFRETHEHRCTOE - (BE "HM2EHER" NE—ERR) - I B RsFHK
fIFEMDDE sRBELE N B RER SE2EHMEBARRIFE -EREIN A BEME RS BERVER
D BERREZEHESAIPF-AERBETR LR EATHE AR AUIPE ) (HARFF
BUIPR S ERMAECHEEMXNEBRIERHERE EETEELBE R TAIEERR
FEMs2 B BIRR)) B ATsER AT R BUERER Z (sampling bias) ' ERBERKRE K G K
ZEABUIP IPHRBEERRT R RESHSM R HEBREEE S A VIPERHMER
BMEREEE W eI sENmERRR-

20224 ATS/ERS/JAS/ALATIES | B2 E R E %MK (UIP) BYAR B IE S5 R0t 1818
WS EERE MK (UIP) Brlfe A UIPHAMRIERE-SE MR E MM BENZHE
FERBETYIAIA D) B B A O+ BEAE B REh (IR S E /BB EREL) ;
2) FEMRMMIETREPREME T ;3) ME AR, Uk4) T EER S Z5EE W
RAFEEERER BERDEOERAUIPERE-TAIREAUIPIIEREEULTBEEZ—
Rt - B R R 32 B RV = E o
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=10 Y] R ABBIRIE 2 B AR B4
UIPBYAE BIAEAUIPELAS i A RESE A UIPRLAS Hithz2
(UIP) (Probable UIP) (Indeterminate for UIP) | (Alternative Diagnosis)
— B e AR S —2RE PR E — BRI BR—E | —ERENTIRPRERD
LEREIMEER (BDRRIEMER LAABRIEREEOER SRABEBELR HEOBEAIPERE (M
ERNEEREERE) SIZE _ENERBARER ERBIEAIEVIPRE EAESERRILERE
— R FED M UIP / IPFELHIE MNEBCHAREAHE FRARRAVARAR1CAR M)
FnRE T / BARh R AR R A EEERNUIP —HBRIENERIENH
—RRAMHMBEAS | —REFETEHEHMZEER Bigg~ R (AT
gt SRR —ERE—MPRNE R EAMASIKIEE
— SR )4 LABRERE - BS JiE ~ SHPYTEAE  LAM)
— BB FEHEHMZEER] —REREERIEE HAEHMZERSET
ENEEZE

MERER P = R EMMK IPF = H 3 M5 LAM

PERH K o

= HEMmEFEIEE;UIP

=SEERE

KA EFREBEAR (LR B HR ISR IPFRM BT A —EARRM) - E2MUNITRENER M
{EBYFEE 138 K - EEZ VIS I A E M B IR S SR E MR SR - N BB RS BRI H EE T = > LSRRI AE

WIFFEM % R R R E

RS LR

B FARE=R-

TIERBEIEEERERBH A HBANE RMARZE BARESENMHEIKIEE (IREEZEHO
[secondary germinal centers]) s RERHREZREPONBEMBZ REIMNEEE-
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El26: 2IRSEMBBE MK (UVIP) LMY R ABRIERE R (A) BERKANEMER
BN IEENMEEAS (%) 55 o REAAUIP/FFE 44t (IPF) BURs 2IREZEM
M FERETHPREEAMT LHFE MBS EIRER (BTEE) SRREENT
BRI E L+¥HARERE (B) RERABENEMER G 2RMETHNERHE
BIRERCE R W B AR AR (BTEERR) © (C) B AERNEMRRGA 2IRTAEAUIP/
IPFEY (probable UIP) » = E &2 £ R AHAE T B Afi AR AR AU IRAK 3 MR Al AR 1L > 12 B BB T i
RENEENER 1 EBARBEBTHRINEIZGERIBEREEER (D) BHK
EENBMRTE G IR D HEIVEE(CARM RS E MR (7)  BEEALEEBEBHERR
FRERTE BB AR EE R o (E) M E ERSEAUIP/IPFE! (indeterminate for UIP) »EFE
CIEE— MR WIFEERRRMET/MPREE 2B ERTENIRIKERE
EEMATUIP/IPFREAERRINEEMLER N EESMERREL -5 FEIEEE E (osse-
ous metaplasia) #AKE T RIRUIPEIRS (BEAIESEMFE M AEEH UIPEBE Lt
BN WIEVIP/IPFNZE R BEREEBRREREXGER RIS L RIEBAME
1B REEBEBRUIP/IPFRYEZ Eff o

(U EE R EREE#$E2018/2022 ATS/ERS/JRS/ALAT IPFEERSSIRE)
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S

[T

1 IPFRYEZERIZ#E

1. IPFEVECEREER S TEMG:

2. BERREMBIHMILDREERE (G0 REMBERIZEZRES CTD -EYSEMH) UKRFE2H3IH—-
3. HRCTZIRUIPE! (K9) -

BEHTYIR BENBA EHRCT 59) 44 RIEE SR (£10) SIS TS (B27) -Bl27HE
28 #a%E T 155 | R E/VEIR B2 BRI R R

Histopathology patternt*
IPF suspected* Indeterminate for ;
' Alternative
ulP Probable UIP UIP or biopsy not diagnosis
performed

UIP IPF IPF IPF Non-IPF dx
Probable UIP IPF IPF IPF (Likely’ * Non-IPF dx
HRCT pattern Indeterminate IPF IPF (Likely * Indeterminate’ Non-IPF dx

Alternative Tk . .
diagnosis IPF (Likely’ Indeterminate Non-IPF dx Non-IPF dx

B27  RIRHRCTAN ) | 1582k 22 i 22 M A48 {6 (idiopathic pulmonary fibrosis, IPF)

*TERPR &R 1L 25 | PF | - 975 28 B A5 A BR PR AEAR T /R B R EBR > S RERARE KB M B X e S B RSEN B iR 2 IRE

AIEC B RE THECTRIEFERBRNS ELAN0R (REERMRRET HIRER

MR C R PEEH [40-605%] AT A HIRFB AL LM AL 605 FYEL BY 2B B M BRERAEAR) ©

t MABSZTERCEIREMS R A Z2HBRABNM 2 LRI FAIT R > B BEERRR
RRE ZEELAIRERE TEe

+ EHETIERE R IPFS A AT AE 2 i -

- 50U EBMEEHORU L HBE EPFEIEENEN I RERER / MZREME (traction
bronchi ectasis / bronchilectasis) (€% : 7 4EMX EMMEHRERMENMSZRE / HZREER
F2EN LWMEEFEIEEEFNMSIRE /| BEXRERENRR

- HAfhEMNGTEE S EE [lingual lobe]) ©

- BEFHARTOR BHRCT LR IREZHAEIREEE (>30%) o

- BALEEHR M HMEKIE % 5 / BIRAMREBIKIEZHNIRR

- MDDEEEREHBIEELENAIPFo

§ REEE S HA:

- EEBEYRER AIRAIAEAIPF

- EEBEEYRER BMDDImRE—S B2 % RS HBEIS -

HRCT = S f# 1 E BASERE 1318 ; IPF = [ MMAE(E; UIP = 3 E MM E MK ; ILD = & 4R
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& 28

[ KR IPF ]
Y
[ sEEEHEEERET AR ]
& =
== ( \ 4
) - E— G
| |
[ UIP/ETBES UIP* ] [ WA TERR A UIP/E ]
2 BRI EBEE (MDD)
: |
SR BN RE —
(BAL * AT RERD -~ i p il
RERYIA (TBLC *
% GREREE (MDD)
\ 4 Y Y
IPF ( St )

[E28: 53 (L A4 (E (IPF) S ENRIZR BN AR BE BB TR SERUIPBR A I SEE
ERAR{R M (MN605%~ B 1% R E) > FEMDD&Y s B AT EEITHHY] 7 - Bl BT /R H 45 38 M4 Fvidi A

{EEZl- T RE

AR E (BAL) SAMNERDRISEAUIP BURRRYR A - T E BRI

iy FIEMDDF AT ARMAETXREMBETIRE + IXHAd FRABEFEER/HK
B RMARBEATESIREM /SRR > LEREESM FAifmt] B A EE WA DA E
TR REMSRY) R U REUS A HE2E 2 3R> RIS HITIMI T R - HRCT=S 4R

& 7 i i fE 1R
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L ESETMEN AT E REENESR
1. $#58% 201852022 ATS/ERS/JRS/ALAT IPFz2 k#5539

BUFREIREEPIHE TERR LB B IPFI AR A B EE & FRMEXAHWBCTRE LE2FRRAF
ARV A 4 (B ERPRAEAR B EEERPRAEAR) » P RPEIRIBR S > It B F B IBHE A 60mERE 15
LERIENERMN60m U LR EE AR E (40-605%) MIFHIE A KFIEMAMECRARHERE EX
LE RN T8 HIRERN605E0 A BERF VAR -AIS5 | FHEZRR HEHRCTZRM
BIREAN D e KIE B & A JRIETT R EBHRCT AR

ME— R EEREMBRELRERARILD MERK LA UIPFRBE S BRI F AN RERE
RERPTIESRMEEEEENRNIRIRRESL  UHRILDIEERE?

i RS REENAERY RXP - TGN EERBEETENRIEEESL U
PRILDRYETE /M A (Bl i@ sl X BB - Y F %) - EEMRANSBRIKRE —ERERG
BZe LEARZEARA T 1,084 B a2 ER B R A ABARIILD B E » HP47T% N B E T MR ks
ABERBMMA BT EZREBENILDAI U BERA LB MEIRETNERIRER R
AREE SR ENTER - AIERANMEZERNBE KB EBERP - TEBANEBEEHEN
RIEEBERF- LS URBXICEEMMEMEEHETRAR SNEENREZEZEATFE
REE-BE - DG 2 B EE (FIU0: =57~ 8530) KRB (G190 1246) B E - EENHEHR
B~ A )& AR RV EEY) - BRI ST BARVER 2E (BN 2 & %) -\ UK BRI if BN YT - B
Al RIS M IR S AT R B E2 B ZER) > 2018 F — RIS IRIBF14ER K A5 (UEEMM R ERM &
HENER BRI UHBERRE - FRPEBREE=FEASMHAL W TR FE LEERIRIE
NEZE - ZELHENEEZEEGTEN BEE2ERRFES BERTERENR (%) KR E
HRCT L& & mosaic attenuation (air trapping) ~centrilobular nodule~airway-centric
disease~ground-glass opacities%»BAL with lymphocytosisk?40% MAEIBERE
BEEREnEE fIffediffusion capacity FF& 440 R Bpoorly formed non-necrotizing
granulomas~chronic bronchiolocentric inflammation~airway-centered interstitial fibrosis»
giant cells BB ULMRF AIUZE A BRI K RRECERLEN R REL AL
5 & R M 5E R RV 4 IE 1 RS 2R 177 Bh 38 814 A 3¢ BY 52 BR ST > ZAT L 2R AR Rl M R AR 21 BHH
HiBHM MK ZE R E— AR BRI AR - 27 P MUENE R A SR HERKR RS
SHRRBZENTER MEFEE—TRETRAFR LI MR MB MRS RSB B A
BICBE LB ALK A2 Eh im0
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Consensus Diagnostic ltems Ranked by Importance for chronic hypersensitivity pneu-
monitis-Results from Delphi Round 3

Diagnosis Item Mean Rank (SD) *
History of environmental exposure known to cause HP 3.01(3.11)
Mosaic attenuation—air trapping on HRCT 4.80(2.38)
Time relation with exposure (temporal relation between exposure and disease) 6.28(4.10)
Poorly formed non-necrotizing granulomas on pathology 6.30(3.18)
Clinical improvement with antigen avoidance 6.95(4.60)
Centrilobular nodules on HRCT 7.53(4.01)
Chronic bronchiolocentric inflammation on pathology 8.55(3.78)
Case discussion in multidisciplinary team meeting 8.68 (5.68)
Presence of compatible clinical features (dyspnea, cough) 9.95(5.53)
Airway-centric disease on HRCT 9.97 (3.94)
Ground-glass opacities on HRCT 10.00(3.43)
BAL with lymphocytosis > 50% 10.03(3.93)
BAL with lympho cytosis > 40% 10.13(3.96)
Negative CTD serology and no signs / symptoms of CTD 10.35(4.67)
Airway-centered interstitial fibrosis on pathology 10.78 (4.22)
Giant cells on pathology 11.83(3.77)
Absence of an alternative diagnosis that could account for the pathologic findings | 13.83(3.79)
Reduced DLCO 14.35(3.51)
Definition of abbreviations: CTD = connective tissue disease; DLCO = diffusion capacity of carbon
monoxide; HP = hypersensitivity pneumonitis; HRCT = high-resolution computed tomography.
*Potential range = 1 (most important) to 18 (least important).

ATS/ERS/JRS/ALATE:
HRAMRELREAFRRILD MR ERUBHIPFERA  HFIERTBRSNAERLE RiE
K TEGFIA R BB B SN RIRIERE L UBHREMILDBYETERE -
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e BN E L REARANILD MERK LR EUPFRYEE 5 ML ht 1T M5 248 R  LUBE
BRCTD-ILD?

595w - IPFRVEZER A B 1R 14 2 HEBR ILDAVE i E &35 CTD-ILD-FR BB E HILDI B &R
RERMES2EA BN EHMELANREER AFMNERERZREREACRP (C-RFE
Q) MALIMBKONEFER s (KEX R E) - ERERF MR EAA - NMIRNSERK -85
EITHMEE AR BB 2R B ERNERTBIK 5 L4 A B Z creatinine phosphokinases
myoglobin-~aldolase~antisynthetase antibodies (Jo-1F1EM=T#AI894Z5E) ~anti-MDA5 (melanoma
differentiation-associated protein~anti-Mi-25+anti-NXP2 (nuclear matrix protein-2) -
anti-TIF1-gamma (transcriptional intermediary factor 1-gamma) ~anti-SRP (signal recognition
particle) ~anti-HMGCR (3-hydroxy-3-methylglutaryl-CoA reductase) ~anti-SAE (small ubig-
uitin-related modifier-activating enzyme) ~anti-U1RNP (U1 ribonucleoprotein) ~anti-PM/
Scl75 (polymyositis/scleroderma 75) ~anti-PM / Scl100Kanti-Kuo & 5B = B 4L (INFE
RRIE) » EBSMNIMEAIB1 S tanti-Scl-70/topoisomerase-1+anti-centromere~anti-RNA poly-
merase Ill~anti-ULIRNP~anti-Th/To~anti-PMScl~U3RNP (fibrillarin) Kzanti-Ku i1 RFUEHE
Sjogren syndromefE &% 884N RIE & S anti-SSA/Ro (Sjogren syndrome antibody A) &
anti-SSB/La M RFLIBEME XK BIMNEBE R BiFanti-cytoplasmic antibodiese RN
FREMEEHILDN B EELHRRARERESGHEEN ERERERABENERRR -ME
B o HMIFMABIPHEBAI R EE (FIN: 1% F#<6058) cFEFFZCTD-ILDZEFIH > fli &R &
BECTDNE—E-FE - M—NEREB -EHIL EEEREZRNEERRE2FRBLARTS
EIEE B RRERAEEERRRFEBE MK IPAF interstitial pneumonia
with autoimmune features) Kt E A T2 HECTDZEE BB BE £ B ERIILD?C

ATS/ERS/JRS/ALAT#E:=
HRNANBRELRREAAFHENILD MERK LRLIPFIEE  BH#MTME 2R LUE BB
CTD-ILD®

ME=  RERZERHEELRERENILD MERAK ERLUPFRYEE D MITBALAR I ?

EREAR ARUXMESNERES2,492BM3% BRI RFIREFAKL) LLERIMEITNEMET
BALAERE 18 BEMERATRERE R 32) REANE S HMILDAMIPFAYBALARME ST B AR 4 o
F It > FPI$t H FEPIA ISR A LD RAIBALA AR AR R » Bl REMERE SRR - FKAPIEIRE 7 14/ XY 2 XX
NEB P HETSRMA DT ELEMITMA T IPFESE 1T 7 BAL L8R 7T BALRBY AR A 48
BY > AR E3ER M B ik EREARM M EARMAICERL 14 B Ik 3 B iEH CD4/CDSAAA AV LE

mgELBAEEREEAHMBENILDMNBEHEETILE HMERNILDBIE AR
(hypersensitivity pneumonitis, HP) » $2PYJ&JE (sarcoidosis) » [RERBARINSIP FRRIE B E M

ffik (cryptogenic organizing pneumonia, COP ' BEARBAHAEMMAZIREXETEMEMK)
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PEEL M B MEBKAH K (eosinophilic pneumonia, EP) » MEIR M 4R SZ R B K AERABYILD (respiratory
bronchiolitis-associated ILD, RB-1LD) MM BB E MMM X (lymphocytic interstitial
pneumonia, LIP) e KZ SRR S T AR IEE LE B FI9(E BB LRSS 7 PUSK-

HRLREARSIEABALKRED IPFEAEMBRENILD U TEMERAFIHIER (mean
difference,MD) ZRELEIPFEEFMEMIER LD B EMNMAMBRRAE Eh YA MK EREA
MBALKH M MKEE<3% -MIPFEEZMBALERMEAMKXE D LLFEHENK
5.9%-22.08% S IBEMEMAXHP (MD:+4.84%) ~JE4F BRI E MM ANSIP (MD:+3.40%)
EEEE M B MEKAT R EP (MD:+16.79%) IR MY REBEMMKXRB-ILD (MD:+11.80%) Fli#t
EABEMEMRXLIPESE (MD:+7.40%) - E#IPFEEHEBAIEFEMRE MM K (NSIP) \[EIR
MEEMIR (COP) S $ERYEIE (sarcoidosis) B E B EBITILRE RARRER-

ERARAE LG B EERENBALKRT =B >85% M EE AR - IPFEENBALTHM/EE AR
B2t #49.18%-83% SN IEF 2 MR EMAMENSIP (MD:+23.07%) FEE M B MERHXREP
(MD:+26.05%) FH BRI E MK LIPEZE (MD:+36.60%) o IPFEEMBALF ERAAM H 5 LR
RIEIR A R ERE MR RB-ILDEZE (MD:-15.50%) A& IPFEE LB EUIEMM K (HP) ~BER 1%
BHE MK (COP) S HEREIE (sarcoidosis) BEEITHLEMS W R BIWERo

BERS M R MIKEL ) BEAMBALKRTERE A MIK=1% IPFEEMNBALTIER YR MKXE D
EE%2.39%-7.5% KR B EEL 1 B MEBKAH K (EP) ££& (MD:-48.94%) oIPFE & ENSIPHP~COP~
sarcoidosis*RB-ILD 5 LIPE ZE ML B mBIFER

AR LE B : 2 BRIEBEMIBALIR R 10%-15% KM B4R - | PF 8 & Y BALIR 1 F 1934 B 4R AR
BOLERT.2%-26.7% B IE EMEMEMEMRIKNSIP (MD:-26.00%) ~FHAEEsarcoidosis
(MD:-14.87%) ~F2IRIE B E MK COP (MD:-31.43%) ~FILIP (MD:-43.20%) °IPFEEHIBAL
AR LE BB A PR IR AR S R E R E MK (RB-ILD) & (MD:+3.30%) ¥ IPFE & BB S
Bk (HP) SiPERL M B M BRAT 3K (EP) BB EITHEEES MR BIRER

CD4/CDS8LE{E : B FEEEHIBALK A CD4/CDSARALEEA0.9F2.5°IPFEE R FICD4/CD8AH
FELEEA1.4E7.2:IPFEEBNBALHFCD4/CD8MA LEEIR R FEAEIE (sarcoidosis) £#& (MD:
-5.49)  BEEIEFFE MR E MM K (NSIP) BEBEEER (MD:+0.95) c Ei% |PFE & B1i@ S I K
(HP) BB RMEE MK (COP) EEM B MEKMEMK (EP) ~ IR M A & B R E MK
(RB-ILD) ~Zg M BRI E MK (LIP) BV BB L EEITIERR R BRER -

H¥IPFEEREMILDEZEBALRPMAERNERGEE AT ECIEE R - LEASHRENEHR
BRDSEMAENBEHREL D UKARFSBEREENILELEER K ILIN BEBEEMA
#EH (LEERHHILDFA AN EE B RN REHRE SHEZHILDREE) o b5 ZEAERY
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WEFHRZEES GERBATFARAEREZETHIRRNEAENMZRE L ERK WMAIEE
HRERRRNERRR LAREEELOB AR ERRES R RILERARLEAERRERZ -
BREERMASE AR FHMILDAEEMELLL IPFEENELEBALMRERLHIEREER
(>10%) - B2 {2 ER{EIRSARLL - IPF R E RYREBL 1 B M Bk EL B BR A 18 0 > MRS BL 14 B3 (i Bk A 3k B & RO 8K
BES;HIt EEEQMXBBSRABRIEE LRI E S AT B MK K MIEIPF-IPFE&
ERBALMEXRMLEHIFICDA/CDSMAELLER BN EREE  MBERNBERENHREXES  FIt-
MEAME LI CDA/CD8MEMLEER R A BRI EE  LEER AT AE B A EREEMIEIPFo T AR FIAE
HRA I ER | BALIRRYVAERE DA e LA E BN & 73 IPFEA R L H Ah R R RYILD - TH 2 FEREME B M Bk ¢
MEBREIE

AABFI AR RS R B A S it 585 RS BALIREBS B A (A BN (B B
REE-BEAMRS BERBAA LEELHBENAR I EEEEETREBRE
Riio

5w BALMRE D TEHRCTE R A AE A UIPED MEAHES AUIPRI S EMZ T (WM EE MK
HEEROE B 1% B M IR A 3K SR PRYERE  RUAVE A S M) B E B BALIR IR IF R IR T IR R - 2
TG R 88! 52 i 2 IRIERL 1 B I Bk AT K ~ SR POV IE R RERT  ETTBALIRAIR S BB Z >
AHRCTZIRUIPEEZEE > BALMEM D ATSEBEBRV H A2 R IE D> L  BALIR AT B EBREE
ERVIREEIR T Tk

ATS/ERS/JRS/ALAT#E:%

HRAHMEERREARARILD MERAR _ERLUPFRIEE > EHRCTZ R AIAEA UIPE o SR FESD
#AUIPE Sy Hthe2 B > AT ZRFEITBALA KA SR E (R R EHRCTZER ZE B 208
e\ B S~ BRIRME 2R B AE A % SRR AE SR ARVE 5 | 38 Z SR FERS) © GER mE 2 RIB(E) o

MIREM : BN EHRELFRRRBANILD MK LRLIPFHEE ST REEHMITINIF AT A
12 (Surgical lung biopsy, SLB) » WAFEIL AH 4 7RIE S FRIUIPRYAEEOER 2

BRER 2AAMXEMESNEREZ945BMTT BRI R FIREFAFTEZ BRI THRIEITSLB
& BEIERARTERAE R FIL > FMIEIEE 7 iZTSLBa2 Btz (diagnostic yield) BISER BLERAZTIL
MDDH#ERIEA AL 2 ERRVZER o AP [EIRE T 54 ]2 Y18 » PPk T 26 /R AN A 3T - FR B R ZEUR
ZNRAEERAERERREAMILD BXRPEBRHRCTZIRUIPERZ o b RS R AER (GRIDKE) - FrB
WZm B RISLBYIRE R T B #894RAE (115 H13E;918/918 A > 100%) » BI{EUNItL » BR PR A4 T SLBEF It JE
ANLEENER - 48 R SLBRESS H s 4t R (ANs2 B ass) BIEEBIRE S (26/=H3852,338/2,651.A088.2%) » R
DBEATERRRS T (2678H13T,313/2,651 A0 11.8%) o (ERALFSENFF 9B =Dz —FE2 AIPF 458
B3%5752/2,360. A > 31.9%) » EL1th % E4e2 R s A B2 _E e aRaYRE > 3N R E ~ F8 B iE ~ B E M At
3~ FEFL M MEBRAHZE W B M & 5B AL & 5E (lymphangioleiomyomatosis, LAM) ~COP> F1M & K Fe
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AR AT P RIARRESE T RAEE K (2358HA98579/2,268 A2 3.5%) » B FHIERASE TR LLARRE
SETRER (6B, 7/410 N> 1.7%) » BABRSFE TR E > BB R HIRISERE FE LR AR RR o Lt 5b >
AZRIIAERLARBFFIETHES) RRFMAERETRAIEER W EAFT PO ZERER 5
MR BEREFRETIEDFEE -EtMHZESESSMMERE (15FBMFR;116/1,891A:6.1%) il
(TRHA3E;6/756 A 0.8%)  BREE I (4REHFAZE;1/461.A°0.2%) ~FE M &R (13%HA3E;90/1,527 A
5.9%) ~MFIRE R (9RHAZE 5 32/496 A 6.5%) ~ A& M (LREAZE; 3/ 66 A0 4.5%) -G OEE R
R (45%8738;14/430 A2 3.3%) I FAZE R 5t BUIRFI A R R ER MR IZE R Z — B U R B 5
REWREFGRZEE N SHNAOMERAIEEEERRSR WHHSLBHNREEZRR IR
TG FrFBUE IR B (R

BEEEMAER KRG L —hREMBE M (CERRE2EIES | IPFRURRM ST AIRIPFEER
—FIETRIEAI8%PEES.5% HIEEHRIEIZ R B LLHIH11£60. 1% £168% (129) o & LU 5T
G ARTINERD AITREE R 10008 BEMITSLB B4R R BRI HRED E50iEHe HE 5882
I BE GRS Y2 E > 31911 R E AL IPFRYES o

BRRFEBEZER AR AEEREES1000R2ZEZSIBNEER —FARLE TR BB AI2673
[EE18% SN IEE R RERMNEBE hIE192EME2171I- X B B LR BRI 2B HE
RIS RAYILDIm R < AT DB L TR B A SERT R FMME T 6 1B A S EEFMIENZ
MMERE EBEBCSIUHAGEFM S| EMPRER LN ARG RN mE a0 ITERE
T SLBEXIS B STk A BRI LE 1 2 100% ER B 89%RY B E RIS I )52l T A9B 30% M2 2
IPFRYERE R AZR[EEMILDZ BN EE P ESHEUN AR

MTABARERNTRER SLBAEEBENHSE ERREENEFMHERMBTETES (1.7%)
Mz E R ZIFIRERZ (6.5%) - HMMHZEES S SMMER Bl M EFFEERRE
KRR NEOREIAR BEEFTRE RAVEREEHELS6%-

Wi 2B/ INVEEESLBIIAE RNAREEG RN mA ILIE R T SLBREFAREZE 2R A
Al RES e HEEE M MR EHHRCTZIRVIPEMN B E KRR FEFE LA

20184FATS/ERS/JAS/ALATH55 | %
BB ELEREREARBAHILD MEEK EEEMUUIPFRIEE > HHRCTE2IRAIFEAUIP M E ARSI UIP
Hths2 s FMEBZEMEITSLB I EBIE T RS 5 MmE D RIB(E) o

20225 ATS/ERS/JAS/ALATIES | %

ZEEEM018FRIFE MM E(CIES - T BEFENBT A2 ERIEE (E28) IRESHEITESE
FSERFE R R R B0 AT RE B UIP” IE AR L UIP” BUBE I S R B » AR IBMD DT s 1% » BREE B IR S 2B
WE-HERAZE/NABRR ALEERANRBATEAGEEENEREANERES BRE
T B M A BRI AMB LD B L ABER A S ATIES | FRiR B > MtbsR B o
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MER AHRELRETRBAMILD MEER LR LIPFNES  REER UL R EMBEIIA (Trans-
bronchial lung biopsy, TBBx) BRI FiThiit] A 8 E (Surglcal lung biopsy, SLB) » LAFEsR 484
JRIRE FUIPRLREMFIRE ?

BRER AAMXMESNEREZ45REMIT EFP L RBRERMREZLREHITNERK
BITBBx& > BEMERRTARA R -EIt B[Ol B8 T FZETBBX:2 i i s FISTEK » 15 LR 25 UMD DAY
ERIEARKZENZRN MR T I6RXMEXE P HETTRMAAD T PR AR EWRENRK
ANEBEFRRBAEREEMNILD BRHEBRHRCTAUIPEE B 3/4EENTBBXIRER T B8V IEEE (5K
Bf3T;640/825 N 77.6%) 3R EFI B RBHNEER VWAL —+EERAMEIRTEZEH (TR
B35 5409/948 A »43.1%) » A BRiB B M BE (T AFESD 2 T (TR 25 5539/948.A.256.9%) °ff
EFRBEZTBBXNESGIF EF 1/3B M EZ e (AIs2Era) (TREHZE;409/1133 A°36.1% ) ; 7R
FIERNE BB REIERE /v Al REE RN B E RN TR ER L E N FEEmAE 4
BB MR EFRE (granulomas) » B AEBR B 52 i 1 2R o AR S8 45 Rl SR 33 IR FATAERARISE T
26 (13, 0/49N) ' ZAEFRENHBESC AW (LEAZE;5/49A:10.2%) MFEMRE
(1BBHFZE;3/49N26.1%) °

BRI RETHRE) > EREETBBXI R A ER — R E R ES I BERZ LB MR RABRENKRIE
EBRRZ—BE - HEEZEXNAREE—R BEEFRSNHBEZEREER - SHREAWE
IR TRZEE M O ERFISEEL KRR (selection bias) o H It #HFTETBBXE LK
BEERRERNERNR FIFNEOEFER - BSERMEER ERF10008 BEKTT
TBBx> L 7801 Al H* &£ 2| B 9B 1R RS » M 360 (E L 13 B 52 Ef (TRENTERTEITSLBEYIER ) <RI TN
BH640(LBREENMITTBBXRE A  EEP SR EREEIZRSIBRE-RAEBREGRAILLST
T ERLI02MIAI SR EIRM 61 B EHEFEERR-

TARABER R m AR | TBBXENF B SRS E R B LE R AT7.6%° HE36.1%BYRER IS E
2l BRI E LR R EITSLB

NMABABEENRNAREBR A64%NEETMITTBBXRNE EIAF RS-
ftom B HCHRCT 2R AT A ?%UIPﬁE\ﬁﬁiiﬁﬁ%ﬁ%uwﬁg’iﬁﬁfm%ﬁlﬁﬁ%ﬁﬁa’TBBX%E?&?U)\T%“%E
BE HE-NNER -HNEERZUTBBXEASLB HfE AR TR ENESR THETHEE

Enﬂtl:'nJIEZﬁu’ﬁﬁﬁg‘?ﬂ‘?ﬂﬂﬂur%IE/R%FExE'E SHE1TTBBXx T fIsRZZZEHRCTAUIPRNEE
AEMITTBB HERBERRERIFUIPHANHRRE A AEREEHSENRRETRE-

M2 F458 (molecular signatures) #E1T#2822 8 (machine learnmg) Spsul=Ra =3 i Sul =]
i E E R T FE A ZITBBxgfE £ LUETTUIPH 2 F52 > R 2 B AT E R E RERRERR-FKM
mHEARSFLE TRARANES BRAERESTBBXBBEN S FRBRMERAZERE -
RIRIAZE A B LR ZTREEZRMAIB WM R G ER RIS | EE @R A St H B E R
ERATAY R
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ATS/ERS/JRS/ALAT#:%
HEEHEEEFERRENILD MEEKLERLIPFHEE > HHRCTE2IREIAEAUIPE i A
AUIPE sy a2 i bs R S EMITTBBx ZE/MEBRMES T R HEE-

BN HRHMAGSREREILD BRLRUBFIPFNREA RERRIITEIREM SR A
(TBLC) ER1S42R8 LME(E AR B R IR A0 2

AR —2018F 5 MMMME(EE2 S5 P AR B AREREILDNRAEREREM SR A
BERZRAATHEERER LR EINRS —BHNER -BRI—iRkiE5|IHRE BB ZEMMRERL,
BIES | ZEGREENRRAMEIREM S RY R R BHBY 2018 F 453 4 M C52 h
55| RN R FMHZZ L R EEHTF G-

E51 28 giEHm - RAREFEN AR IE LY MEZREM SRR BARITEXREM SR
TRV B REM SR A BHRBERITINEFMMT] R > KERRITINEFMITIR)
ZEEEmIELRIEREAESRE FIMAES I RSP SERNERARPIEL BANESRE
i R Y] R ARG S B 3 IR SN Y] R ARG 2 B 3 3R - L B T X R E S IR
TR BN F M) R ABRASHRILER AL ZE G LEBESXREM SRR 80%RIEHE2
bR (IFIRE R AR EIRR) BN F MY R 90% M E 2 R (KB TA E RN —EHRRIED
) WEEBEEEENRBR T RENZEHE OABEE - EPRtRNEXREM SRR R
Ko (9%) MBRELHIM (FR) Bk X BRI R FiF (ME DR A6% FR) (FLER-ZEFENEX
KEMSRT R FEAMMNBRERE AEERAELR A ZESERIEHETAGREBRLE EX
ERELHABAATR EARREERBEERE TEERITTBLC M EZERER &S WthEF
M-ZEFMAKIREM SRR AT AR URIREHEA ST R FHERE NIRRT A
BREEM (BRI FMMIT R LEAR) HERAZEFCRMBRTILAENEARS FTIUE
2= MmIFaZZE

ZE G RAEZREM SRR ARFBESFHAAERA BERL HR AT GEIREMS R A
SN F MR AT R BREBECUNEESRE-FEMINGERE MAAMMEE[FVC]<
50% FEAIE  — S EHFTRENE [DLCO]<35%) R EE =B AR EEELEE>40 mmHg) »
EOAMEERNL AR K/HEZERME (Pa02 < 55-60 mmHg) BREFRERE AR BER
BB TIE

R EEARMINERSH RN AMBEZETHEIREFMORA ABEREIREM SRR
BEF 2R EE.

WABEMRFEFA R ZR BEHETHRAERSEAHBERBRNRA KR EMSRT A
A SEER B EEFRAZRNPO-—IRE2EFORALICHART B AR (BEE
B1581 > 35 kg/m F#e < 155 A HNESE < 50% —R LA E < 30% FhEhARU4EE >
40 mmHg HBAEROEZRR) RAEFREREERY(FHRER LT EER -5 —HH6993
RARITEXREM SRR BAER 5L BBEMINGERE (BAMEE < 50% —A{CHH
TALE < 35%) WM ARRIEF®R HREERKEERSEHRITRK-
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B HEEFOEREZEEE RB S EARELEARREZ2MEEZEEHE (modified
Medical Research Council score)=2~BAAMEE<50% UREBHLHEIESE (Charlson
Comorbidity Index) =2A&KRI0KXKAREMEIEEE ARNTEREFo-ZfZEH 90K EAMAE
BBEETEA0.78% °

B ZEERR-ZEERRUT BIUEZETRUECZREMLS RN ERBEBRNALH
(8/33,24%) - BIRHBZEEZ BUKEIREM SRR ERBEEENTZE (23/33,70%) B IFHGHR
EEEZRUCTREMSRIAEABEERNTTE (2/33,6%) ETHES BUEZREMS
RYRERBEEBRFE(0/33,0%) - —REBMERAFERDEEXMNRARPERE

MRFKR - BAEFMREERFERENA 2 Hhaf o X BESIN EM ER ML
RERBHEERFRELC BTAEER - EITRABLEMRRA e

ATS/ERS/JRS/ALAT %
BEHERTREMSERDRHITMHELSENEERAE BRATEEILDHNFA IBETRE
fnS R R EAMTIR FMNTESERSZE (BREES BEREER) -

Mt HNAMEELREARANILD MERK LR LIPFHEE  REEZEMDDEITRERR?
MDDFEYNEETT? 2 EMR ERAE LN ? R EBAAN?ETEULFZUIP [ IPFER?

BIREER AR RS SNERE I 18BN BRI KRB IRTAMEEELERBAEEN/EE
EMEBEERER (single discipline decision-making, SDD) #liEEMDDIEITEFAK %R BEMERKTAE
BER; IEAMI R R AR IR T UMDD S B4 R A ZRLERIGIRSDD ST -H It > FHFMEEEAFRZESDD
FMMDDHVARAER BT A BRI - FRPIEIRE T 17 % WP BESR SRR A DT BB 5T
LR T AR B ENBRARET A —H i BREIE LR R E EH SDDAMDDREIRIEEE
AR A Do PIEIRERIS R XA B — RN E R G A& HSDD B 4 IPFIVEE » 53 SN B
RNEHRAKSDDZENAILDNEE  HP G 064 IPFRYEE o 15 LR 38 B IR BI MDDz
Hetem B EEBMDDFISDDRYES B4 R o

2HEREES . L AR E = RAENSDDREEES— (I MEER BN, —HAR P ES—
MupEE Rl BB Ema AR B AT 5 — RSt R R — B R IER BB A ESDDAKR B -MDDIIE 7 AR E
PR =RARNZER ERE R SR BT T BoRIER B e & — B FrAE R, — B SRR B K
FRRRERBEME — AN ; 5 — R aE—R R EER B — 2 RIER B S50 7
B PREE K BfFleischner Society ¥ iR IPFE2 Ef I X E A1 RIS MDDV R 4B A\ EFE B IE AT
BRI B AT S Rl R AT R IER BB AT W R B R R B A E A EEho
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MDDHVIEITRIZE 2 SN RO T ER AR RS IPFH R RREIEIPFRE - UK ZAIRERE
HRIBMERYIR A 405218 B B35 @2 i (BFEunclassifiable disease) ~ AT AERVEE B2 i~ EE N
NEE S E5 w0 BB ST ERIEN 2 Y B4 iR BB M2 BB B /R IR R BB AT IR
ERE (N . EERPEEEEY - EERMERREMBEER) BEFRHREMRAR ATV 26
(#:indeterminate for UIP) » B HRIEH EBEMEMRAAMY R SRS M4 T 28 (W probable UIP) »
REHREBER—LHm L2EE5EE (W MR A ERBEBIPF likely) 48 FRAZSET-IRIR
REZEHSHBERMDDIALS BREHE Z AN R BN Em &S Eindeterminate for UIP>
— 813 probable UIP:{BIFIEEEET45Fprobable UIPE E52 T E 2 EEF ZM:T:R, BN
BARATEFTSIPFE X RBTRNREA  BERMAEMRABEN ERERNEELTERAKALES
& (working diagnosis) ' It FEEZRERH UL ERIE O ERL R TR E—BREFEE REX
EBHREZERAMNEL) BZFBEERLEERN R T —RAMSGRAEZEMDDUFIEITAIAIE 3
IR50%ZHEMMDD2E ABA3IHAN SR EGEI0%FABIBIOAN FHEFRBZ A30E6001E:
A ABITMDDRI 2 E 280

ZET—EIEER D @ EMDDH R IPFRZ B —RIEAEER (K=0.71) 2> Al SR IPFEARIU 2 E R
551 B R 2 SDDFMDDEM — B2 R LR S RE R P U BCETET0% SBE T 147%E)
87%z e Cohen’ s kappafED BT —EBMEAFF (k=0.331) R E/NER R IL—EIERIETE>
FrEFNEOEREE RASS: (1) BRRR BR LD SHAHENKRES GENTEE—D
HY1% B> TiE R W E R I R B2 B E ERR S BREFRAFTRZEEE R AT sEE R
mer; ) AEERAERA RZ—E; Q) RBFRN; (4) BIEERI A FT SEE EREIFE I ER
i b RPIBENH R EEAKRIERAIPFEVRBIRE BB LM R LR FRE I HRE (M2
G5 T B2 IPFRYRER)

EEEMNEEMRARE EEF10002RAIFKIBBERRIVIBIZ BT700 REZELESDDHM
MDDFr{EH B2 BT g B —EBY > M3001I BE R R R EMZE ; EAMDDRR BT i R A3 E 28 A
ZE300(IREE A REHERAF ERARNY AARRINELERENBERR

ITARFIER KRB m AR | SDDAER A MR M Fh 52 i R SR> AABGER  IEMDDREFZ T BTEE R Z
MEEMBE NS REMERBEANER-

MABRAEERNAREBR ARFIEMDDRFmAER S REZERELE > HE SDDFR{EZ BRI —
HRLAFRIER (PAE-T70%)
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iham 165 | ZE/NER S REELEMDDE #E BFHE—D B ELRR LN HHHRCTZEER
AIREAUIPBEAESE AUIPE St HME2 M  SERAREER R ERENEREREEREMY
A I8 A UMD DR SEfR (R AR mm o /MBI MDDV B B R B FIE N ETT T KRER
st A EZB{EMDDENBIFA T R Z Al FeffIs8 24> MDDE 2 E R BETE R E 85 s# ° LLEERY
ZERHENRRER GRIBERARRESRRRER) MR ARER -MDDAVEFEI KRS EY
BEME AR R Y EN# EBshsTsm WEHMEK /| EFHH -G EEESBERE BE
HEFEEREF —UERRHNRS - EFNAENBAMIERNRER R D RSB AEHE
BBV S VB E TR o

ATS/ERS/JRS/ALAT#E %
EEHGEHRRTAMILD MEKRLERLUIPFHES  BEUMDDNARETLE RE I3 EB
BETES B EREDRIER) o

MEN . EEHBEEERERRTEMNILD MK LRLUIPFNEE ST EERAMBEYIE:
(MMP-7, SPD, CCL-18, KL-6) > A 1% Bhs2 i 2 £ ¥ o] LU E (T8 B I PFFa B M $51E0E ?

RIRIPFRY BRI RS EYIRSC T BRI D AU TR

1. B8 _ERRAERIEMIZEEE (alveolar epithelial markers) :
1) Krebs von den Lungen-6 (KL-6) 2— a7 FERER T2 E LB AMUCIFER R
FZHEBESHENEFHARME (regenerating type || pneumocytes) Frsli&o
2) &RERIZER (surfacant protein, SP) 2F 1 B4R IE S M ER bR T ARIEE
R-BROMENREDRDZIM EMERETHREtL B A

2. MR Rk AR SN E BB R A MAEEE (fibrogenesis and extracellular remodelling markers) :
1) BB £ BE B (matrix metalloproteinases, MMPs) » 613 FMMP1EMMPT 2 — 4R $ 5 F
RFEM A AAES - BB SNE E 3 AR B T YR AERE o
2) B RIBEIREE | 1EES (lysyl oxidase-like 2, LOXL2) Bz Periosting &l £ 2 5 ¥8 S 4 LT
FY AR R o

3. #1EZ& (chemokine): HE Z R ffAE AR (M2) FEEEEBEER (chemoattractant) : CC
motif chemokine ligand 18 (CCL18) AR FEH 4 B MEKAVEE(EE B 1 /v B ES8 (interleukin, IL-8) ©

4, S REAFHEFESDTF (growth factors and adhesion molecules) :30YKL-40> 4AAE R FHE E
F (intracellular adhesion molecule, ICAM-1 and -2) ~E1 M E A 4 KA F (vascular endothelial
growth factor, VEGF) °

5. Hfh: AT E B 704188 (anti-heat shock protein, HSP-70) B1C-X-C motif chemokine
(CXCL)-13¢

MBEMZRBARZENERER AR MEESKEE G ERENES RN ENIEMS

EYEEREER Y R E R EEE D IPFEEMILDAE AR
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MMP-7

FAIEIBE12EXEE EHFRET 2R XM - ER—REXRMEEIRR T MMP-TR & UEERIILDRY
RABRDHBIPFRERIGES > 5 —RBRIREMMP-THIPFRIE LS EILDRE R RE S B LE
HEAE S LEREE HREREABINSIPYBEIER K CTD-ILD M ZEH) 5 ERYILD - MBEMMP-7BYR
EHR2PPFAMEMBREILD EERIE 5 R 1 RN BB E L AR DR AT71.7%:
64.4%68.4%7H14.7°

SP-D
FFIERE T 1672 X (e 1R Xk S RETREH NS IURERIILDAY B A B R D HFHIPF>
SP-DRZ RIS RN IE 5 M N2 B RS H EE > 1351 4370.0%265.0%+68.5%703.1°

CCL-18
FFICIEERY6 R X B > REFEEEI 5 BRI SCRAZR O] FE L S 8 -

KL-6
FFICIRERYS5 R X EH » REFEE RIS BRI SRR 2R O] FE L I 8 -

ZENEHNEEMENELEFEE RANXBRERRP2EREAM W ABPREZRERETE
MEBRZEAEEMNBEE LM BGHRZEEN WA EERRRELE - RNENL - H
B S IR TR AN LU F B SRR Y K 58 P B PR BB B == U & /& 1% 5 (Clinical Laboratory
Improvement Amendments, CLIA) #Z /&R A T EITIR Al

BEBERNEEAEERE BRILDHNEEDTEI0NEEIPF HEATEDIPFEAHMILDEAETmIE
7T MMP-TEY4 A F M S5 1,000 2 E EH6T2 BE A HER % (true-positive) E
P2t% (true-negative) ' R 2 B33BMUEBERFFERMGER (ARMIABY) ERNEERETS
BRI AT AV ESEREN AR -BEN ESP-DIRR A E 81,0008 25858
6558 BERIEENZE FING5ZEEFIRMER AIEFEREEREE LN ERKRH -

TABEREHRNIGE BB —FIEZMMP-TISP-DIZRIRYILD B & > 1§ SEIEFE st A8 B 2 | PF
BN EMBE S RERILD - LESh > MBI ERAI T BR 2 > IR Ae RV ENS BB B 5 B 3 EMF H e
MARAEENNARER BB/ 3HNBEERFIARBERBIEMERGER FIEE AR VT
a0 AR AR ENERE ME A5 | AR M EE B BEMBEYIRCHREH RS
ko BERASFRERE

wham - RERM S ARAEERBERENLERS A155| BREZRAET BB EYRCIRAE
B HMBERIILDE FE&R HIPFEY T %o
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ATS/ERS/JRS/ALATE %

HEEMBEHRERBMILD MERK ERLUUIPFMNEE M ‘N BREEATEDIPFEHEM
ILDEYAE > ZRAHEEMMP-7~SPD~CCL-18 3% KL-6 (38%1i2:% > B mE D RIBE) o

BRT Bz R EYMECHRIPFRENTRAEE BRiERE L ENEMMEN; HhEET
A EEBNMEEYIELEIE BEMKL-6-SP-A~SP-D-MMPTECCL18- B HMKL-611;5EE
tHEBERENSMEERMERM - MIERCEERERSE RRPHKL-6REHEIPFEE
B2 fhEEFE (Total lung capacity, TLC) 2818590 EEMpirfenidone’8FERIIPFFE /L
SRR EMIMESP-DEE AU EEEREAER12ME B RFVCT BB 10%MTE R E F - &=
SEMMP7~LOXL 2+Periostin~CCL18 YKL-40~ICAM-1 and -2~VEGF~HSP-70 IgGEACXCL-13;&
EtwEREARMIENSEAEREBTEEM-E2 ELEEYERKRSEEIEANRERER
BRI TELEBMRBEZERZA BRIFEREREREWIZLTEAIPFRITER 3.

RN TR B2 e SRR ERSRFHANAZ 5 1EE > AT S HEBRIPF?

sYem -2 ERIPFERD EEHIMGEMAEEREEMMENRER LEHEER &R HER WHERE 4R
R AINMIRES ARERABKA LEEREREREE EAEERRVIPE . BHIEE
BRFZANA & HEBER R B EME2 o RFEAFBRE M BN X R R ERAERTAR B RSMER M
AMBERRFENRERT RIRERBERIN @1 FFERAE (EBV-HCVE) R BB ARIIRA
EWO G EMRFIES; MELAIE Nt TSR EHA—E/NEHFZE085IR18.4%iBiE
60U L BEREREHERNEREARFEGN  BEALHARF valueld s ERAZNER TS
—BXECERRBEANBEE S Z5F10M AT RERF-FIZIMBANAR —HEZMARPHNEZE
B SRR AR TS (S R B AT (IFA) R BR B AR AR 45 & SR (%8 BR IR £ — AR A FARIE 44
RARARHERL 160K RGM D ANAE— M ARGLEERA59%F30.8%FZF O REKES
BoHEDNA31.7%2A1/40serum dilution»13.3%%1/80°5.0%21/160°%3.3% at 1/320
VEFEH8SEU EB24% AR ERERN—BA LI WE20,970 AR IEEENRA
1,24111 (5.92%) BIBANA> SEZE8861L (71.4% > L& ZEF R/ ARL.2%) A1:40 X HH
355 fIANAERER1:80Mm A 47% (16711) Bt B2 E A BRRRBRER MiELEmAEANA
ZAKR1:640 B KA EREE BIE - REPTHEBHE (tightness) FEN; HIFBERE%
BHEFRERANAMESHNRER SEFEER VEE -RER R ARE LRERMEHEE
AU BRIZERIPFAB A HE T RIS RFFANAR I E AR 2 BRIPFZ 2 B2
RUR R BRI E R EBMEEI Mo
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BE+  HRERAEZAEILD EERZEREXREMI A BRA > REREIMNIARE S FIRE
LEEHSEERE RS (UIP) 895262

AR -ERSERANREE TR RAKSE2E UKRINLF M) R FrESmAER 2 2348
RNAEF T HIE AT REMY) A BMES R BRN -BAERHIESINBRER KREEEH
BEAEREILDNBANTER D ERANEE -

1B ZE R —HNEELRENR T —RER 155 28T URERN A HEBRITER D
WAl ZEHEIFED AWk :A  ERXRBERDBERANZERASRELRHITARESR
EmNEELEHEN TR EREEIMRE L FLABRERZE AR A RABER D EIR
ANZESRERTIEE BAZRBNASAA: D MAERSHRE (FARTEREEZRE
MREEEREEMR) ) NAE-—THRBAREERNBEER 3 TEBRINARBRLER
R RN 4) BANBELIE 2R EERMA D H18E v LURMIEBIBER R U KR F B sE
RMBERNEEINSEEE LEHRUIP Patterna] SEFENRZREILDZHHIEIAEM;5) BRI A0
AERESRERSR BEHNEZENRRAER 6) THRNMAECERENBRT  #5
UIPHIEZEMAERRE, URT) LERENREEZRB -AZLZETRAEEBATERASE
WAR WERREBRITEZREMI A REAETREBE IS EHEE L ER A5 R
o BHEEREA—RZEAMBEINRNR ERNHEMASHANERDBERANE-—THRE
KRB BEMERZ-

1HIZEERA-ZEGRAN T RINEREBUER D BERAFREEERSE(2/34,6%)
BERHEZRTRUBRRADBRAABEEENTE (12/34,35%) ‘BERGFTHEZ BUER DR
WAEABEEBEARSTE(16/34,47%) BT HEZBRURRDERAGLABEBEERSE
(3/34,12%) - —RZ2MERFRZ D EXMN R RPEE-

MABR - EREEERARRER) ERERENE (GREMBEX) BRI REEIMNAKE BT
FRENSRENRFREGEE LI hBEMRREARMEISRE SRR

ERNBEZE (MR RVIPEERNRBARTERSEUIPEZRERNRBA) LA EERD BIEA&DIPF
FRRAUIPH Eth A8 B R E M A fm A RA U IPBYBE D

ATS/ERS/JRS/ALAT 2%

HRHERHERAEILD EERZEZREMIA R FEBETRINERDEER15S
PHREASEMEREMEMK (UIP) -
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1 0 IPFaEE=R

" EYaER

BEIPFIEA MNEY) BEEMEECEYRE L IPFAAEA BRI ERE 2020155 R
1S5 B ERmEREZ MM IEEY nintedanib pirfenidoned| AR ZEREY AR X
FARARWTFER RME s imatinibretanercept- R BRI S H R ERBHEF L% &
B SBAFE BRI SEIG NEIVER  BAIIES| I EEER GFHERAFER2015F R A) o iFFE
B Z%{Ereal world registry BRI CEY R AZ IPFEETER  ARIFNFIER24-HILIPF
ZEHERA TN BEEER BENABREBE IUEEEREREFIMINAEIKRE-

SEE /B / B [ 10T S B R 17 S e 5 1 il e { D 32 53 (65 A RO BT 2012005

&) Fet 4] BIEER
Nintedanib 019 BiRMtERER I
Pirfenidone @201 BRIt E R ERY I
%% (H2 blockers & Proton pump inhibitors) 2019 Bt EEFER" \Y
EAREHER AR M RbEE o B thEHER v

o R R 2 E 201 1F155 1 B 420155165 | KRR ; 2019 2E 20155155

LE AR REAGE A P BRI FINAERY TRE > AISERT LUR D SE U R AT BB =R

#Zﬁﬁﬁuﬁﬂﬁﬁﬁm BHETELERUR SEERMERRATERZ R/ MINSER T - 18N/ 2 E1TER SR
BERILURL DIEC RE R MR E# E xR

”EHUF‘* BEERRT ZIPFEHE REERNEES b ERANBEMINE T FESMEBCASTTRERE

E B LUKk 20225ATS/ERS/JAS/ALATESS | RNiEa& 4 7 R & WIRAERAA IR (FRIRE SET R -2 EBERIE

BACEERT) - 45 T HIBEE Y NN EITHUE R F T o

“REFEEEEANRSHZMERLERE BN HEE MEAREEREETAGEEZ.
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X/ BoM / B / AT SN & S S I R S AR A o0

Ly TERER RS R
Sildenafil 2019 Bt ARERERN I
Imatinib @015 AR ERY I
BEEMAREZRERS (ambrisentan’ 2019 ST R Il
kA (warfarin) 2019 SEZIR B ERT Il
Prednisone~azathioprinefIN-acetylcysteineff &% 2015 MBI EEER 1]
AR Z% 82 (ER-ATIER-B) £ E#%5H1%] (macitentan, bosentan) @019 | H{& &t REEEH 1]
N-acetylcysteine 2015 BIR Mt R ERER m
ERAREEEENRESRE W SRR LR \Y

#12018FE ANintedanib plus sildenafil in patients with idiopathic pulmonary fibrosis (INSTAGE) By8$ % »
£ & HtE ESildenafil Trial of Exercise Performance in Idiopathic Pulmonary Fibrosis (STEP-IPF) 891&35%
Z T REEMER FRIFE HMthEREES-

2ERIEBREN N TRREER BRI sEIE NAERARITER

SEATERET A A I TR AR RFEAMRIEE HithEREE-

“ERIERER N TRREER

Nintedanib

= — TR0 O ER REEL MBS (tyrosine kinase) RYHNHIE » A& M E AR & REAF (VEGF) 44
BHBREREF (FGF) ~I/NMrETEEREAF (PDGF) £ A EL-ELEZRASENNEE
EEARE MR B WINE EEZRBRA R PFNREER  —BEBEMNBHRERAR
(TOMORROW) #t#tnintedaniblMEEIE 2 BEM R L2 M HEZBEETHESR BREHRUM
E|150 mgMinintedanibal BE R/ 2 M4 BIERIREME (2.4 vs. 15.7 / patient-years;P = 0.02) >
BEREENFVCTHRIEETAEXRERLVIEE (-60 ml vs. -190 ml;P = 0.06) 46-BEILHEE
BYRRENFRREZEX - EXEREFE - HELEBREFARRENIE IR Z B A HIK
(27.1% vs. 30.6%) *-BEMIEE = BRI E®RERAREE (INPULSIS-1,INPULSIS-2) BD
FASHBRUME150 mgME £ &£ RERBETnintedanibtb R EI E AR BURAEFVC T REAY
ARH(-114.7 ml vs. -239.9 ml>P < 0.001;-113.6 ml vs. -207.3 ml>P < 0.001) ;B &
nintedanib BB B4 IPFRIZEZEY -EMERBITFARAZEnintedanibH RN ERE—RZHE
BEEENUR WEABGEREHIMETTBERNERE RS UHEBEELEEGCSY
(P=0.001) - BEAIBMMEESESLEERR -
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A IPFAERER ER 2 UFVCIEA A EIEIZ LRI =BFDAR R T — (D EIEM RS EPRETH
IEnintedanibMIERR &R > B mnintedanibfEiRARFVC TR R R RFET X LbFRFIE L #EFRIPF
REENTGHIEERAE TR - BENRFVCHREEREHIE T XA TR ELLFVC A4
BEMFTLIEE - RN LB REEBAE R 2014FnintedanibBEEEZER E REYEIEBFDA
(Food and Drug. Administration) ~BUMZEY BIEFEMA (European Medicine Agency) 12
B NICE (National Institute for Health and Care Excellence) #Z &R AEIPFEE B> —
BEHRE M (network meta-analysis) BE& 7T ZLIERAKRRENER IR B nintedanibfE (R
SUHBEEEZRBILEMETERKRANntedanibMEBE  HERBEF FTHZHBBLEERE
AIEBZL (OR:0.70) *2otboh - 5B = HABR R ERINPULSIS K D 45 REE R~ Fim BE LIS QB
At ThRE A Al (FVCTERIE B D tEE:mE>80%350-80%H<50%) ' e BB EH A EMHERFE
BREY) (WZRERERE -REHERES) O XAERSHMAE nintedanib— &R ] AB K IE
BFVCTRERVDEEBEEE -AHnintedanibERBE R RECSHEAWBAKRIEREE
INPULSIS-ONRR &R BERIFEFEAnintedanib R E R IFEIELEFVC TR — Rt AT LUR VD &
MEEES HMRAINPULSIS—3 BREREMEEM BN S5 BR HERTENE
B ENMEGREN FAnintedanib JAEMANEE L ZRA L AT OFENFI9FFRS

fEAnintedanib@ERNARREZAEE - BOFHBEFAREMF WA EEREENFEH
EF (H95%) -BIERBERBEASERERN=-"FERZE ZBEEFE JEHFAREREE
B E (S e AR AR I RI R 4550

BEIPFREZRMEEA EnintedaibMBEARAREFEZEHRZSHIPFEEHZ AN HEH
BRI EEnintedanibREANFRNEZ 2 FERRAGRUBTRAKEERN
YRR oARHKnintedanib/B RS EBEEEETRERBFHEERMIEABENREIELEE  URFRS
EERENBRER

Pirfenidone

E—ENIERR (pyridone) $1E &4 EBE Z M (pleiotropic) ~ I X~ CHN M ALV
M B R TGF-BHER -—IBE HA b B pirfenidone 1 & T B AU BE 1% ¥ FR 50 B% (SP2) 3218
pirfenidone#BRI52BAVCR B R EBAREHRE (-90 ml vs. -160 ml>P = 0.0416) » E=(E7ZE R
A (BIEERAFETHVCREARNI0%U L) FEt MU pirfenidone#BE {E (P=0.00280) 6o R A
DIEIR W ELREEE (WVC=T0%MEZERASP02 <90%) »FApirfenidone’a B I BAZE
RBEERKRMINEZ Sb LERES(CEERE IR EIRAENE=MBAVCTMES%U L
& —FIECEPRER G

EBFDARLIEE T BN IEE R4 55 = HpirfenidonelEtd ¥ B84 &% (CAPACITY-004,CAPACITY-006)
B94E R > pirfenidoneECAPACITY-0043 2] T TFVC%TERAIEMRN R ERMNE b2 It TEF B THE
12> B FE(E (effect size) A4.4% (pirfenidonef@R L& E) » {BECAPACITY-006KEE] -
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FSEERBRVNEETHELIFI—FR LS BEFRAHBMIINERL A —R-MmE /8 EAM™
HNETERRETHE pirfenidoneZz FER BRI KRB AR LIMIBEARETESN
31 (pooled analysis) % #IR#EZ pirfenidone’8 BB N Z R EHH BERERERES(CEIEE
(Progression free survival) (ERBIEEZRAFVC%TERIETFEL10%IX E~DLCO%TEAE T F
15% X E~HFET) > FUMLEUMN R EZ BB IPFIaRIES | BB EEFREIPF (ERAFVC=50%FEA{E
EDLCOZ35%TEAIME) ‘Aiz=pirfenidoneia&5-61o

B CAPACITYFpirfenidoneZz F/ENM G L REI  EEBMFDAER T —IHHH
pirfenidone/8EIPFZ MR KRZ 2 MBI R MR R 5 (ASCEND) iR2014F R o 5
ERBI[E S pirfenidone’8 B I B RURAEFVC TBE (52BBFEFVC %TEAE TE10%U £
IETRIA BB FVC %TEAMER TREMNASLEGIFAFVC T RERABRE) L EREBICES
R (BRIEZEZRAFVC %TEABETRELI0%U E~/R BT EEBAES0ARM ESIET) oA
MEMBREETE (P=0.16) KA IPFFAERZIETE (P=0.23) AR B ER HARAFETEXRE
ASCENDARBPRREENE BIEECAPACITYETTRLIEENEB SR 2 (pre-specified pooled
analysis) % #IR  #& S pirfenidone’AREE M E52 BRI ARBEMRMEIETER: (1) MBERESET
Z>pirfenidone vs. placebo: 3.5% vs. 6.7%°HR = 0.52(95% CI 0.31-0.87) P = 0.01; (2)
HIPFFAIERZAETEXR (ERARBRIEERE —BIMEZYEREB28RXANET) »
pirfenidone vs. placebo: 1.1% vs. 3.5%>HR =0.32(95% Cl 0.14-0.76) P = 0.00652¢

PirfenidoneMWRIERA BIEBREFAREMH (ROVES BB VHIERRE) Hﬂﬁﬁﬁ%ﬁ;%”éﬁ%“ﬁ%
B AR (photosensitivity reaction) \BBE T UKEZPirfenidoneME BB EE
CYPlAl’Fﬁl}(%DCYPlAl}[ﬂ%UF“UZIDfluvoxamine%ﬂciproﬂoxacin—iﬂﬁﬁﬁH%E'gﬁﬁéfEEpirfenidone
B mCYPLALF EYMomeprazolefMER B EIE Mpirfenidone I FER A BRI B A &R
BRER-MBEBREEEETRAIFERHS S

MitpirfenidonefB iR B PAIIRENH R ZHFABEE TR ERFNEMAELRESRE;
5N A EIEI £ AR R Z BRI REBE R D RRAREHAEST MR-

fAnintedanibMpirfenidone

FE—1EA8 128K ST INJOURNEY) » FERIEZEK Z8nintedanib (150 mg» EXMR) &
fpirfenidone (AIIE MM ZE pirfenidonetZ#EHIE801 mg' BERX=R) RN RAERHIEELE EH
nintedanibf5 B &R EA 2 £ RILEHIES (69.8% vs. 52.9%) »{BEEFEMZ 2 MK A HBITER M
TR LUESZHY; N RN RERZER Enintedanib R S HAENEEEF12BREE
EHIRRAA RV TFIIFVCABEHME T (-13.3 [17.4]ml vs -40.9 [31.4]ml) 6o{B 2IRIFILIER HAER
BI4E R BRI R E A4 S nintedanibfpirfenidone’& &I PFAYE FE A TR B BRI A9 225 o
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A nintedanibMsildenafil

PEtd H RS ERSTEP-IPFE2IR7EDLCO<35%TEAIEMIPFEE » KiBAHA12#EMsildenafilEEZ
B ABRZRBEERZ AN DETEEBIEM20%MEA B2 HsildenaflilHRDLCO K E
RmMaEss FREENSGRQE D HUIEME - BAIEIPFA Asildenafil2BR TEE 4R
EEER %

SATMTESTEP-IPFEYE& 247 (post-hoc analysis) > LIFE A LEWAEINNER B HE % Esildenafil iy
YF B G ERAAEE - 55 DLCO<35% TR REMRABE KRS IPFRVER R = B HEPR UL ZE » At E 1Y
BHNEERERBRERERENFBAERnntedanibEN (BELLZAITRESHE KNI
MzE Bisildenafil FERFREEER) < BEM ¥ BRI BE INSTAGE R LE W R s R B E EEME A AR
BERBEETR S HnintedanibMsildenafil;7A&DLCO<35%TEAIBERIPFIE AL K L E B F
nintedanibfAAEE EHEMRESGRQDEN(-1.28 vs -0.77°P = 0.72) - (B R EEE KR KB IRIM
BY 2L AR EESEHERNINPULSISEHERFVCHMDLCORBEM B A EA
nintedanib®&sE AFVCEYE{EEATEINPULSISH B A Bl LEBIRE nintedanib@AAE A
B EREAER FBENEEE—PRE-

HIBE 1) (H2 52 2% BE & 2 A0 S B 7 & R PR ER )

BREYPREIPFRAPRTES BEE—FHNRAREERK B REY RAISEERIMITIENE
BRREEC- MERNEERATAEGSHELAS BEERCARMIREER MIENS
REREIBENEG - 2015FNEBIES | AB KRG MERFER Bt BEETE B E(CE
MO KBBRERABRNEERSOMPRRERAFIBREHNRA UREBEZEEENERFHHNREAR
BEREFNTEE GERTEREIEH 0o NG5 | BERE IPFRAB B RERF BT ARRREZE
AIUHIEEE AR (BRI BZRER BEERIV)  EREYRLTE & B BT AE LS 10 AYih K 0
BERRERMERACERAFBERNEEEE20225ATS/ERS/JAS/ALATIES FE&ES
THETIRERMAEIEE (MHE-ETER-SUBE-RESEEER) A FHIBE EY N E
METHERFN (BREER BERESER -

Nintedanib5s*%

A AE Y B E R N EE IR
REFINPULSIS-1FINPULSIS-2HIESEE lRAnintedanib B RN EN B S ENEIER
BIEIEE (62.4%) > 12 (24.5%) @M (11.6%) ~fE/EZH B A TERBEENRI=EA (67.1%) >
RARSEEFRAEERAREERITIAEE EnintedanibIM R - KZSHEEFRALEEZ B
AIUBMEE - NintedanibaIMFAMN AR B EIEREEEMNM TRLL:
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(%11) Nintedanib#BRAE!I R B9 TERS £ BE 12 SR %

BI1ERA FE G SR B BEIR R B
i EERKENE S 05 2 o o IR 2
% - oA Pee 1) 22 o AP BT AR 2%
- BRI HRVOIHNBRE BEERT KD ERALEE
Z (51%0:loperamide) A EEE - MR BIFERE 7]
ZBHARE S (—RMX100E5) 5 & B A ZE 4 Y
AEBIERBENE M - EERInintedanib/a &R AT
pe = i i h o Fﬁ%%fﬁ“‘]%(;ﬁﬁﬁ#\l%%ﬁ) HAENEIE 2BH
(r‘-'%ﬁ%) ?ﬁﬂﬁ%@*@o ibﬂ:zl'_‘:n?éﬂgmi°
- - B O\EM "] fE A dopamine (D2) #E#1E (metoclo-
promide) »5-HT2cZ 2 EHEIS5-HT3Z B H Al (10
odansetron) » &R AR R GERIEERAREEM T HA
BN, AERAEBRNETEEARERTEEIERE
EHAER BREFERLEEZETELEZ/Mnintedanibe
- B AIHARI N B IRASTERALT>3EE<SEEFEE LR B
{55 F3 B 7 e I A T8 1E 2 BRIER TR A 258 P EIIRZE B 2K
ERAST > ALT A0 BIE & -SRI EESXMK100=Z 5 Mnintedanib&{&ERN
bilirubine EBENEAEREREZBRESRIMRIS0ZR ; & PE
g AEMABENAE = REBHEAERZNEZIAERMRIOZRD
BRESAEE nintedanibe
FFIneE Zz#&m - BASTHALTAMRSEBERE LR HEKRNIBEREEL
ERES=@EA [REEFEEZBRIER FBEAnintedanibe
1R ERARFT S - B ERENRACEENENERER SN LR
BERBRIRENIERC
- Nintedanib@P-gp= & FFFt 2CYP3A4MZE (B
BARE) -HORMIP-gp R CYP3A4INHIElketoconazole
HHAR ZEIN60%MnintedanibREE -
Eif==h Bip.
%;g% ;[[‘];U‘Z’Tﬁ;)%: %Pa;ﬁ; - P-gpF&CYP3A4NHZ (5140 : erythromycin) Ednintedanib
SRy R85 5 A & - : W EREES, FFIES
~Erm | R Em . AR ATfEEE MnintedanibM R B2 FE ILEEE R

i > FEZ BRI A RInintedanibifid 3214 o
- ERRIEA R fER: > A SRR 2 P RPE F Anintedanib

BRI E-

AIRERINPULSIS-1FINPULSIS- 2 BV S E R FFISE R E (ASTHI/SHALTEIBIE R E LR3EU L)
TARER (5.0%) » BfR#Enintedanib LB E K EBiB80% 3 £ T M /A BRI =EA °
#2P-gp: P-glycoprotein’ P-BEE H o
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Pirfenidone®5
ARApirfenidoneir & RN EN S BHKRESNEIER b7 B BRI ERMLE.C B BE TR  —ARTEAR
Bmai/NER R AEE A R R TERBREY T 2RHA (peri-titration period) ; MEEHEITER
M Z AR (photosensitivity) » Bl BN RFERABEE  BE—REREEEEMRBRENHT=
@R WePirfenidonetBREEIEA BV TER R IR RIS EUN T KR 12!

(F&12) Pirfenidone BRAE!{FF3 B9 TARS & 55 12 SR B

BIEFD | TRBAEERS RIB RS
—fR | EEREENESREEER. | FEEEE- R
B R R R T AR B L B AR B RO 4
BEE | SgBR IEEE—RRA2 | BEREEREEE-
(#R) | BENEESBEERTRA. | - NERRBARAELRTMEREBHE
£ o BR8P T o
o - MRA BB R T R E RS
R 8 1&5_%?{5% ;Fﬂgﬁafgﬂﬁ%giﬁﬁw EEE%H?””E:EQEE (silver supllfaiiazine)o ’
R | gy | EIIBELEEN BB EE
it e it L i
= - BB HpirfenidonediBSH R FET-HERREE-
» . ESIHARIMIASTRALT> 3 <SS IE BB L IR
CAMMRIRRAST AT | a8 % & G NS T U0
) o | BB RREEE B SEE
Sl i ?i%;';ﬁﬂefz“g . B RUABRIMASTSRALT>5 (S E 4 LR 5 >3
:gz sits ri ,510 BESELREEHERIZNENENEE
RES=ERIREANE | 52 @ikpirfenidonefE -
- YNEASRRICYPIA2MHIE (F140 : fluvoxamines
BEERT |, (1 25 Ly | €noxacin) GIARD WAEELR—K=Re
=LY g;i{%‘ﬁ;ﬂ’;iﬁ% wE HEBRZECYPLA2#EIE (90: 750 mg Cipro-
SEER | floxacin—XMR) AR FAEE28E—X

E:ﬂo

PirfenidoneH EMREEN —REZUNBREANETMTR:

BtaEApirfenidone MBI 2R EEE

F&E% (50 h#E& (i) BEE 1% (5) 2X (5r)
$1-14K% 1 1 1 3
515-28% 2 2 2 6
$29KHE 3 3 3 9
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IR R R H

SE /B / B / 10T 52 Mo B 178 € e S5 1 il 4 DR SR (5 A RO T B e R0

FFEEA R BEEA HEER
RSRELZGREEENREREERMAZTE O SEIERER \%
FBESAE S BER SRR ZRE 0w SRR i
g IR A & 2oy BRIt ER i

eon) SRR S E 201144551 A A2015F455 | Rig ke
1 ERARERNZHEE BRNOHEBE NMEAMERARTASEER.

B /BN / B2 /AT S BB i S s SR 1 A A R s i R RV FR EEdia o

FEE AR BEEA REELR
fEREMERAREIPFME L ITRRIGZ B 201 BRI ZHEER Il
B8 1 PF i 4 2R BY A Eh Ak 5 R 201V BIRF AR AR v

o) SRR S E 20114551 M A2015F 55 R Ko
LIRMERTERNRZHIPFERE EHRN DHBENDSEEER
2HRZSHPFRERESEMBIKSE  ERNDHEE RIS ER A GERER

FEE AR BEER RRER
IPF3|ERh = B Ry 2L 15 42 2019 EENAES R SRS Gafe

B A3 & 5055 1555 PR BE A
HEMBEMERRE

BEIEE o s 20

REEREE

HREERSBRIRRARSERRIAGSRE L —EE MM EHE —FIPFEE (HHPET%
BARRZEREZ) THEFEERE SEEIMNERET SRR REREFEN ELE
IEMERREERFEAR MR -ERERMNABBENBEAP ERAEAI NS ESNRENNE
BHEERR2011FNERIES I EZARERNEBEZBENIPFRA BEZRIIGERE L S
sh > —IE S HHE R BB I S IE K 1B A2 B0 4 A 16 78 B M i KR A B BB IR ER PR 5 B (AmbOx &L ER) 28
™ EMBERAR RS ERSER (@mbulatory oxygen) HHER AR EA AR oI LG E R EERE S mE
(health-related quality of life, HRQoL) » R i@z BB ERMGFREH MMM ENE—FEFE 3
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Fii B A% 48
IPFEERZIMEBEBRNSFFERMGETA50-56% 2B —Hit H46 ZWBNIEZ MEEE
BIPFRAPTETHNEROMRER ZRMEZEENSEXETRRERE -HthERTFER E
fddEE I MR ERN R A RBFEE R IENEAEMKRRBMEZMEEZIEE-
IPFEERZRRMEBZENERERNUNSZEANISFEREBEEEFM (2011F482781E5]1) 5>
BiE (D) MEEHEME < 60~65%FEAE; 2) KSREMAFRE; (3) SIBEZX MBS
B; Q) mAUNARGER BRNEZEFZE-THRAEMNTEEEY WnintednibMpirfeni-
doneW S H W EREBENFHEABERE BREBEANTEEREBIEFEEZEFM (201154
B27THEF]) JIPFRESEFRFEEREBIM LIOR - ERBREMEZUHFANEESENRETH
BRERMESE ARG HRTRRFSEHKRE (objective deterioration) » BIRF 1T
AR EEET G- ARMERE EREEERNIABERERENRESIAEEZ R
WIRRRRY 74750
BREEARENIBEELRENBERE BRI RN ERETEANLAMBZERRA
FEMmRE AR BRI ERMFNIPFRARZZMEZE CRZVERER BESFRI) -

Fii {8 [R5 7%

REEEAEREF NAONERREINF BEEHRE-EEN A UROEHEXF B EILDR
ABERMERNAER - BEHHIPPRARZRZHERNERABRERET MERTASTERRE
URIERHEEmE  HMER RER RS EHELUNER BN EEHERERENHA
FERNMREUEEARE-BREAZHIPFRABREZMER ER VBB ARSEL R EER
BERNRAM@NAPR WA IE5 | BEZMER L RBIPF BAKRBEESFT M-
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nRERIEAR

HRIPFZIEEIE (AE-IPF) ZEEMEEXR ESBRBE—BRNIPFREREZEREL - IPFRMLEE
{ERVTRR RS A 4F BBSEXRIB S R It ERRBEMERR AR IEIPF R BIERIEEZIR/ D 2AM201 74
BN RE R F R R IV IPF M B (E /A R 25, (R13-14) I RERIR B AN A FR 2% BK G -2 A
BRTERZIPFRIEBCHERSEAEPRAERANZIN TRETRGIPFRME B LR AN
BV R RARTENEEMEEAAMNIPFRERIEERARNZ T A IPFRIEBEEELUF
ERAMBAERRER

(3R13) AE-IPFR] SE£REXRY TR A HE 1t
Fars =
 RRFI R IKE R H R +
T BRRIRIEE +
RV BREYR +/-
- B R ZER PR EFSR +
- EREWWARE EESR VIR EIHEE
EARETIRE
JERBMEITIR S "
BRESEEaRAE
* Nintedanib +/-
+ Pirfenidone -[+
- B R G ERprednisoneflazathioprine +
+HEERARSHEBEPER BAHBENTFEUTBE T BENES-
+/-BERBEEENREPER BATN N AR FERERRME
-+ PR SRR S G SRR B AR g E RERSHEEPFER-
CAEEREARSHEBEPER BARZ I FRAE NGRS
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(R14) AE-IPF 34

REH B
BRI R
- (KR EMN RS +
- JEBER IR IR 28 +
- EBREREBEERAE +/-
2]
- Corticosteroid +
- Empiric antibiotics +/-
- Immunosuppressant -/+
+ Thrombomodulin -+
FgiE +/-
Hth
- BESMBIRMEE AR () -5
- Polymixin B haemoperfusion -+
+ Rituximab, plasma exchange, intravenous immunoglobulin
- JEfEER AR 1

+HEEREASZHEREPER AABENFELUTEBA T BENES-

+- BEREETCNBERER AAF SN REEN FERBERME.

-+ HARFEN RN S ENEERE L AL EEREASHEEPER-

S AEEREARSHBEDNER BARZ I HRARESER

#:Cyclophosphamide, cyclosporine, tacrolimus.

1 JERERAERA A LAMELEERE MREHITERNEEEEE) REZFAR -BRINMEEY-
(Non-steroid approach: Immediate cessation of immunosuppression (if any), best supportive
care, broad-spectrum antimicrobials.)

§ [ ZEIEAERMBENERIEER
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u R E S RIE

IPFRTRBIEE = Faiifh st 23-5F EELHSEERE (ENNNER ST S ENMAERYRE T
®BAFAE FBERINFE—SHE) ERAEFRERIPFEERIILEEEE GAPIEHH T B
PR, F i R EIEES YA A MEEE 2t (FVC) MER—SChxmERE /1R & 2 (DLCO) FREF=2
BRITERIPFE TR & EZ EARRE BGAPSEARTEAINIPFRFE TR Alth A Z 5L M IR R L
SMETBERZEMVSETIRED (EIB X BIERIRIR RIS AT > R B 60-70%RYIPFERESE I PFE BB HE
HERRECRE A SR EEF NBEGRH A B FENEMILEAR - BRI B R HIPFE HIRAHE
EMERILE EARS B SIERKA S ME - fE RS BREMEIE fE-  ORIER B e
EFER B OB AR B AR B I B 5% IR A2 2  BERR T IR UL~ AR 2 2 B INAERIB KR
FIRERIGES - BRI N aREEHRERTS X ERATRR B X ELRREEAIPFIERE
B/ afEE fhEiks B O M ERR-EREMLRES HERRER T ZH SEE S RARKIPF
7 ABYBERE ~ B sm B AN PR ZE M BE BRI IR P L EE - RIS BB B EH R EE -t 7 AR R AR
IPFis ARYSLRAE R IR N B 2976

fh&h AR = EE (Pulmonary Arterial Hypertension)

fhgEhike B B R E E R E EMRNER Y BAEFREAECENETEE R MEikE R A2 b
EFMMNEEREz— SEMBIRSENEFEENRSHEEEENSHMAEE R BRE RN IEZ M
BAEHEHIPFEE LR IPFEE MM ER A 20% 2 40% AR 2 B MBI k= B -BIPFEEH
A ENAR = BR Y LE R AR MR ZS RE B35 (1) IPFEW BT B RS %, ) MEiiR=S B2
ETNEEEEAG0EE GUVEEBERAL BB ENZE TAKEMZETERE; 3) FARMBIRS
B ERZE B BRGNS EMEAKE R 2 £ XM RE - # AWM ILIE R B IPFEE B kS B 8%
ERA20%F)31.6%RIFBRAFRZT R o

WZERENIPFEE TR B I BIARE By (E &R AR EFRFFIIMENAKE > 25 mmHg) » ER KSR E AR &
BB R M IIRE EBRHIROE FTREELRR FTRARTERS (—FERTEXEMBRSEZ
BEA28% HERINIEMEISEREEETEA5.5%) ES—EMATOZIPFEENRIIMAZEH
receiver operating characteristic (ROC) Bi#R 3 T BER 17 mmHgRYTIIEnAREE B s A IE TR &=
F0 FE-ELEBBR 2 NEMB R LUOB S KsHE Ik R G R BAR O EERERN
MR EY R RFERM At B MMM E R LA RRENFEETE AR - BRlR5%
IPFHE I ENARS B RS 4 —EE I NERARITE (IPF-PH)
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OB (Cardiovascular disease)

DMEFRFHNEERBEEERMILEIN EREIPFEENZEXRASHEMBE MBI HEES
#o|PFEE I M EARBARAEIRE (acute coronary syndrome, ACS) BoREFFARIZZE (deep vein
thrombosis, DVT) BYERE S (ORDBI#41.53611.98) ; B—IEREAENER EMEER A OMNLE
ERINEBERREZLIPHRRTRS LHRBEBMRERENREA (HR:2. - H5 BRI RI%E
BrRIHKBR TiER AR NEFERERZA MM (prothrombotic state) HIEMTAEERI-TE
BAE —EREEREERREZMBEMNITOEERENIPFEE S FREREESREIIER
HIIPFEETAEEZE (HR:4.83) - S EM I HIRIPFEE BT IMEER B 68%ERER LB &K

B Bi8¥ 7 (Gastroesophageal reflux disease, GERD)

B REYRERERITHAIEITRN0%EI4% T E {EZ  GERDHIPFNERILERE S A HIEEH
Al fE B R BRI E IR MINE T IPFRM R - FEXEN T EERmERFA— RIAGERDEY)E
BEHNESEREEFEERKRAEEHR HER YA HBHRAMFIEHERFIBE S ENIPFESE
FINAE TR EERIE - SME S LR ERE - FERBHRERE B2 TH—IEKECAPACITYH
ASCEND trialst9E & 2T IS AR EIBE T /AR E FaR R B BB HIb—IEKRBINPULSISHE %
AR R LIRS RERATIMRE I T EEEHLABEEE T REERFM (Lapa-
roscopic anti-reflux surgery) J&E¥ S IPFEE IR  (E T HASE — HAER IR B (WRAP-IPF) BEm¥ %
HEENLTZHEMZ M E SU B EREETRIGFRIBARERATBEEZE? ALLNAERER
KRB L Ee PR BRI LUE ST 020228 ATS/ERS/JAS/ALATEES | R EBsE A T U E T IR ABRAAESIE (FiTh
BB ETER 2R -RBESCEER) A FHIREEY R\ METMERFN (BRGER SRR
B o

ftifE

IR 85 A 3R 72 IPFY B & th BB E 1 N1 4.4%548% 5 B HERAMA 3T 88 R o Chest3fisEth B 38 2RI PFAmyEEAY
BREA13% HMEIAM AR EIPFRE—F - AN+ FENMERBEEER SR A3.3%
15.4%7N54.7%¢ B It eT R Az 1E | PF AR A BE 2 B iR B i RO IN e i 38 A SR o AR R e M B9 1A M AR 5T
BET IPFERE TE B ARV LB 220%%123% ) LE— G AR = A oBR 7 B4t 52 B M Bl 40 S K 748
Rz B MR A A ERBIEMEZ (epigenetics) ERBE AN RERE (altered
response to regulatory signals) ~/\73 F1z#EREE (microRNA) FRIRAIE B 5 EIEs o BR4HR
5= (squamous cell carcinoma) E1B£5 (adenocarcinoma) A& F B AR B E LU T E &I
A EAZREFRIFS - HIE B AERANVEA IS ZIB MR R B E  BIRIE AR A R AR E THE (B 2 &
RRENER S MR IPFI B ENTEEE (19-38. 718 8) L2 B R EfiEEHIPFEE (48-63.91E5) BBEE
#Z (HR: 2.4-5884%

FHZE 14 BE AR PP IR AR LE JE (Obstructive Sleep Apnea, OSA)
PEZE M BEERILIR I E/E SR8 E 23581 (body mass index, BMI) & (> 33kg/m?) BIIPFE A BRITEB
B—¥ > MmAERELOSARBRETZE (apnea-hypopnea index> AHI) th A8 IE AR - R RIBEERERE (sleep
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oxygen desaturation) EEHBEEZENIPFR A WK FIRFERRES BRI BB EETR
(continuous positive pressure) J&EEH IR BOSANIPFEETBREL B mBAIHARBRE

fifi S=URE

THAREIM BB B R A M RENIPFEE (combined pulmonary fibrosis and emphyse-
ma syndrome, CPFE) » & Bt B 4B E A S > FiiThst & R E 4114 DLCOPEE » i AR RE PR I BL ffifs o
HIa® AR EMRESREE FHIFEEREHR2. 1E8.58 8L R ES IPFMRENF S H
MIBHER Aefl BB aR - ARENETRAIEERERAGRAE M E FIEE BAENAERS
B (BR1TZAT%EI90% % BRI B R IPFAMREN S HEFEE LR —ERFEARIRE; 7R
EEHERG P REEMRE—IBHEE B BRI E RS BEFI#H ILER AR FALLLA
BRERVaEA A BRBINPULSISH BRI R iR A HRnintedanibAYEM L A Z Elemphysemahy
B SAT AN EAZ BB ER R R BE NV 8HR BT S HHEACOPDHNEY A RER R A BRINE A4S
ARgpEZ iR F B ERHEFNEREEZEMH AR aRENimEREE -

EBE

BENEREIPFRERELEXR24.3-49.2% MEBTEARIE WA MINSERI BREIZEER B
2 BRENRIPFEERZENMRE D BRZEMRHAERBEEXERETE S

& 29

FhEhAR= R

FRAR I AR AR 2

DMEBRR fiisR A

21-49%

BRETR
3-86%

REAR PR OR AR LE
5.9-91%
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BRI G S FERN R E

IPFR A BT IR EN AR = BE ~ i1 2 il e R e iR B IR TR S R B AR IB e R FE T RE RS B A
FiE BHBIPFRAETERE MR E M BENME (BINESFEIT —XRHRCTUEAR T E4E
i) » E AR AL A M E EE T RN ER ERRERNBE AR ERNE
Ik= B SE R AR iR EN B BB R BEETILET G - EMRRABEUOEEE K
ERGEMIMTEINSERRN B R RERBEEAMENIRS B R HBREER T b T o fEF ik
BX (brain natriuretic peptide, BNP) fREHR LT R EPEZEMBREEEEHERME BINHRT
ERER I EARR TR WA RERE —EBRAFEREREE BNEETHEIINYET G -Bria Ml
OEBEMEERIMSRSBENSEREIE

HLLLHESRRNREA GINRFENLZY)  THRE2SHRBAI AT EENPHEENMTES
RID BRMATERLIRE BE BETEENGEHEMFERIUESEER -
HESUWIRIMERENRA EBERIPFEMEENEY BRIZEFHREEEREMHSEN
HmE flanimiz 2 G EIRER AR RARR - HAHHEZBEEY ENNEEREAZEY S
O] SRS RV BB

HEAEM HRIERA S
BRlE R B RS ERSRENGRET AN IPFRERIRTER - BRI IPFR B ERaERE Sl hd
ZEHe

[ IPF R A RSB aREMEIAREE?

HEBRIBRIPFRAGEMBIEE (—REZAGRAOEERER 2 F19imENARE>25 mmHg)
NEREERR —IEHIZ AR EAILDMMENARSERBA (P 1IAEEIPF) ERAFIR S B
1B 2 epoprostenol W E R B £ 5eRER MiZf MITEN N 2R AT S LEZ BEHRE (shunt flow)
MESENAEBEMRBE-—IEHH19ZRRAKEEILDMMEIKSBEREA (HFP8AEEIPF) ME
WMERE REIESHBIES BlepoprostenolZidRE bosentan’AEHHE A 6B AR
NOEITEEMMEETREEGHSS K TFERBE Zsildenafil T N SIS MITEI /12K
FRAERADRENERESENEBE EMEBEERFEZIPFAMENRS B RE A PIEITH
INBU S IR AR AT RE M I R B S sildenafliAE BT EBREBMMI MTE H 2R T TR
8-12iE IR LR F %0

B AZHIPFRARESEREMBIRSE EE VEEEMS AR ASENIEE (BIRGHTE
SE(ERSBIEERIV)
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fRE : IPFR A S HA R iEZ N frlia & ?

RIFINPULSISH E2RI B DT #ERnintedanibB B FFVC T EREEE MR CRIZEERMSGRQAR
DEFRELEARZIRE ST A IMRIE> HFEVL/FVCLLETEE=20.78 =0.85>0.8MF &5 AMTEA
MR REAME TN ERRANMEERS G EMRERHFE—THREREESH-
Pirfenidone B ATRIR AR 1LIRVERZE - 8E2A IR KA $H IS8 A S HE A COPDIR RN RIFEHR 77 /K=l
B BEXZHENERGERFERRARSERA I BZFHRAMRL 2 MMERE-

5% EAnintedanib/aRIPFIE A 2R B TR A MRER E (AR HERER JESRI) ASHNE
RESHERRABSREERA EERAMREASMMERE (BIRHERER FRESFRIV)

R IPF A S (HA FhfE R 2 e & ?

BIPFRAZ BB MERNRERES N BRINARE £ H 2 _ LRE S FMTa0ihE > U F i tIBRELF
BURE S2EKEEERERESTAERTNFERNDABFR C-MBEREY I MR ERKREER
A EHERRIPFH A MR RA 28D At E A SNEEERANEREIEAZ 2 o ot/ BB 4 5T
NERET: (1) KSBENFHEEEN; Q) BEEB SRS AERETEFZESMRL; ) 1E2%E
BRI REREIMRE (BEAFFRZH X EERAEHAcarboplatin HEIERMFERL) ; (4) E
IPFR A ERE iR R B (E i 22y RE A SR EE MR - TELUME-Lung 1B 3
RVEAIE AR S 45 8 5REEY) > fBnintedanib&docetaxe H BN Z R Bl docetaxel A
HEEREMNER{EEER (median 3.4 months vs 2.7 months; HR = 0.79, P= 0.0019) - &%
BB1E EHAE AUt AnintedanibfidocetaxelfEREE I EE (median 12.6 months vs 10.3 months
;HR = 0.83, P=0.0359) » 7E 2 R& I/l iy B8 B Z Al (median 10.1 months vs 9.1 months ;
HR = 0.94, P= 0.2720)%2-F A R4 R nintedanibff A docetaxe| BEHEUNEY SRS
EMARZRIEA BRIE Y 58 4R 7A & %0

2% BIPFRAZEE FER A X F Ry (B IRRNEEER JIEERIV) - BaiiBRE

H IReE B VAL SRR (55 I AR A BOS2 B BLA R TR Z AR M ARIE i BRIV T TR ERE % e B 1R
AHMEERBIPFREREERR FEE/EIN6E I B RIFEIB 2 FR BB B ERF /R ET
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*RFFRE

& M REE B RARE A B R AR ARV ET R T IR e R - R S EENRERA SR
MBER LBEE M EATRARBREE O EREH LHNXFotBRERRERTREAME  FILLA
£ 55 BN FRE R R R E Y IRE RS o

IPFEA B HIRZWANE IR EEEARNBEERZ 8K RAGRTE R HEY) PR AR B E MR E #
Rz BRFAREABIERANEZEL-FIBIPPRA (CHEEEELEREKRLRES) BRTI5E
TREENEF (ambulatory setting) B1F9z2 B st smTE 1L B &5 (advanced directives) KER#& R
#NZEE MHRAIPFMEARTERIEA QIEEZ AT R ERE
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1 2 = Al R R B ER PR TR 1S

HIPFRAETEAAMNEZERANERRER RSN ERBIENREE - BEARMREEHES]
B 7 FEE LS (AR BRI AZ ST th B B 15 B A B B B BY I > I B R B Tt T i@ 2 B 78
B iR RS 1A

BRI E R

HARB B A BE & S BT IREAR BYLE 10 ~ b Zh e A R4S RV BB - HRCTRE R A (EAZ EIE N B =
M IRINEERR

AEAME AT E—RE EERTEREBIL:

- BTEE TR S (R R BRERTE) o

- BELEEHRAEE FVCIB RS IS | T o

- BLELEEHAEE DLCO 4BHHE (RIMAT R ERLE) A 48 T hEo

- HRCTR R CIZ EREE B

- 2B

 FMIRRIGMSET

LR ARFRBENSHERBRASRIEMER (2RIOBNER)) -BEWEEITREHEE—
REENTHALGE BNERUTRREHITREHETEG NIFREZESE SN ARSRE
it oF S 0 1T IR R & (UCSD-SOBQ) 3 E B 1L 2 T BFHE IR ERIFZE) - R EEHAM
ARFEIRERER FVCEHETIR10%EE (B/EAREDLCOEE) » UDLCOMEEEHIR15%
RIERE (B | BABFVCE(L) R RN —REEMER - AERAMERRE TR ER KRR EaER
oFVC/\E (5-10%) BEE B RFFENEEthRARRBIENBRZ — BRI EZRREITHFVCR
DLCOMHAERHEBIERMEZEBHEFESCIEE  BNRFVCHEEIEE<5%EBDLCOER
<10%HE{CIRERFHIER ILRERERNE{CPIsEEMINERA S SFHNANTEERIEEEE T
M= FRSICRFFEERABEIER A e E BNREEENFKEALTERNEEERTE2 L
BRI T EARRB R ERE.

FLHESHP MERARECAEREANRRBERARECH AN -BERER MEMERM
B CEERMINER M RBUSIERBBE - BB B IPFR AN ETH AR BB AR bR
B EMASRRSEEFEMINERENLEEEMNIPFRASR HFVC FFI9EREEL5200
Z7H FVCERERRRARBAREBAEE -
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BEREMPOEREFZHEBRSBENECT ZEHNDLCOBHEN TE EEEEMABRENRER
T DLCOABEHERY TR ml & R E R ENRIR - MR B RlTM = #LET4E (longitudinal) #AI£
HBRARMEREZEIE (NTLCP (A-a) 02) LUK 6MWTHA BEE B9 BR &1 » (&l ItbER P ER 3 A 22 3% A R
TR R R R M B o SAE A BREBIE B MY (exercise intolerance) BYfE A BSRI6MWTHARI MY MR
M E T ERRABEERAERERMEAEENE R BRAMAEREHBE WHEFZMRE)
NEIBEMEEHMINETRRERESENTE BRI —ETERF -HENMREGFZEFVC
HREE ALLEBEHAFVCHEEAERZEATRRS NI RIER -FELLEBERT R
FVCFIDLCORBE AT SE R B IR m i  C AV s T (i o

A$55| 2 E R DLCOMEMRATS/ERSHIIR ZE R = PR 1T - — A PR ER B 3 EI 618 BRI E—RFVCFIDLCO
EABRNRERIEESE EELRBEERREXZESIMSENRATERGHK LA
1R P R R I RRNERE Bal B EXAEERAZFVCHIDLCOMREEX AR -GEE L
IR BT E M T IR 2 o R IE R R AR RN EED BRERAEENE R A I B EIRATE
EAIREI{E Russel et al.ZIRIPFEEZETHEFREMMINEE (daily home spirometry) B4R A
EEERKEEB LETEASHEEIT-FEALLE E=EARFVCTRENIEE s UFERIZET
IR HRESHAEFVCHERAERIPFERNETERN—EFEERNEE" WK LB HIR
AN S CRE EEEEFERNIT —XHRCTEE AU B E  EEBHITHRCTIRE;
MBI ENERKRERE FE BRI TEEE RN E iSRS

0 BRI EAR R E

AR (MNPEIREE) NBEREEEENEE KT WRERSEHRAREZRRSE
KB RIEEFF A G AEFIRY STl > b R By A& R 48 35 1 0 3 (MR R AR AR B R AR EHIAZ ) -0
BN RATHRERERNE LI Em - BRI ERABAM X T AT HNIREEETEL BAEFEE
HpEM—BITAEEARRRKRMA

BRI ERENRIE

HEPTARA BRA BER RERERREHFTEEAR YIS MmE St (pulse oximetry) B2
HABRMESRYMALNE UERBFARERENAGE THEEHARMBREENT
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