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T2 E B RE (diffuse parenchymal lung diseases) B2 Zi&RIE » HZER - BBAXRIR &
GEREFENURBRERE - BEEHEREANENEE  BEPRZEER > MBEHIRE
FEEX R AAREIR A (infiltration) ~ MAE(L - RIEAMIESFELAEENMAREIEE - ANELRIEE(ETE
BETEMBES - FHIiEEEEFREABE MR (interstitial lung disease » ILD) °

ILD A B A KRERARLER (B — ) : &R EER (HIAIEERRER (sarcoidosis) ~ Ft&F4E
HAHRRIZAAE (Langerhans cell histiocytosis » LCH) ~ FEE& IR 4TS (eosinophilic pneumonia)
W E 5B LI A E (lymphangioleiomyomatosis) B2 fifi 32 & H & 3L & fE (pulmonary alveolar
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BYESE - REREZ IPFNBARERER —E5H - BTFBUEZRALSBLLEWREIE (126
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fibrosis f it ia Wi (rh toid arthritis ILD)
\ rimtapenoien | | (ndeleteD) | gy e
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& ZRENERAEREA

#AE—IE fibrosing ILD #AE R - (EIERIBABHAARD  EREKIVRBEEIE - BUINRY
ILD BERITRMEF /B I0BAF 7600 - £EBERSE 10 AR 74.3 ) - BIRAYESR « CTD-
ILD MR IPF 2% REVMAE(L ILD » BTRMEDBIAE 10 BA 30212182826 ' -

BEX BT 1T IPF LASMNOFR B fibrosing ILD B AH » B 13 & 40% BB PFRIFE - 4
SSc-ILD K% 40% Jm AEAETE 44 5 RA-ILD 8974 32% ; MiBRE®REIA 13% A A ' -

Eoh - Fi#AE(E (pulmonary fibrosis) FIEEATRAH A& > AAR « HIRRIEERZRAE > M
MEMER - IPFERTRMETAE 10 BA 8 £ 60 - fEILEZHEBUNMNERITRSRE R EMitE
EARRBELBREZEANBRTERS  FHARE - 8ERTEE—F IPF 1997 £ 2007 £
AT RmEDT 2 - BRIEARE PF-ILD tBALTER - BRMRE ZEE L EEY Mt E
ARG E B E PF-ILD Z B m A ( ANERZ 4RI &1 3¢ (rheumatoid arthritis » RA) ~ & B4 W8 {L1E
(systemic sclerosis » SSc) ~ E1& & ECEEERE (Sjogren's syndrome ILD) ~ 2% (dermatomyositis)
%) HPF-ILD BB ABAIREEIBIB IPF 2 BRITER -

SHME ERARERIR

& KHEIERAERIA

(—) MRIBEIEE

HIAEML fibrosing R ER SR EEBRAZ I BREIRGE - RBRECSHEESHEAE (myoblast)
HEHRBREHA (collagen) ~ MEINEE (extracellular matrix) R AIBAE(CAABABTE - - TERHAILE
ERORA - EEREEENSERER FRES S REEARRRTIEX B CRE - ST
{CABIEE R ERINEEIETS - BEMZACK LR - RS ERRRENRELEESEE - N
MERESBESBOEENERCRMEMECHEF - BRIMMANAR - ARERRNBEREF - 5
RUMEEIAR SR KR EE R - EEAIRAS » AR  A—SHEHENE—EARE -
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ZEEHEENRCHERLEMEE EIREASERN — SR RAFEREEEE » ikt IPFHRE
ftt, fibrosing ILD Z BB REZ B - HIa0 - 2 EIRE B REAE THMAE 2 FHE/ER MUCSB &
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B RESE(ZERE (anti-synthetase syndrorme » ASS) RIJ#&[Eg - E1E IPF ~ RA-ILD £ CHP Jm A 2RI
B RS f 4E 55 BIm M AR RS EL R 9= 8 (TERT ~ TERC ~ RTELT B3 PARN) - —LEZFE BAGEEE R (fai%
Hi telomere 1HEIEARE ) BEAEIEMERER -
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BER - EOBOEABTRRBEA  BET  SEM - BRIRMWBERER TSI ENATFREMEER
(granulomatous inflammation) &2 B2 MA4E(L - 12 SSc-ILD FUIER T » X -~ ARINAEE R EMm
EREINMERSERZERAENMEHEL - AMTERE - Rl ERENARETR » SEEX
RIEFIBEERR M CRIBEREMNRIRENE A (LHEBFE L4 REAF —B(transforming growth
factor beta » TGF-B) ~ &5 #4F4E 44 £ E + (connective tissue growth factor » CTGF) ~ M/\MRETA
M4 EEF (platelet—derived growth factor » PDGF) » & Wnt B2 Hedgehog RS EIE ) - A
TR A R b AR —TEEHNR AR - B (hbroblast) &1 B Db Al 44 541
iR DS R R - —BEA - ERAME S CRREH(EIRIE - T2 KIELREEE -
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RE7 SBRE A BEER > AJAMNTEA IPF RANRIASETER - It o] A EER B AR BA BN
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£ 6 DEETERREELD 150 AR ZBA -
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[RZ] 78 PF-ILD MAEITPN—EEEHBENRRENER

AlAR B ERETEIE

B ECHRER {HRYHARE

1. FHINEE FVC FERMERE TEZED 10%

INBUILD, EfiERI 24 AR 2. FhINEE FVC TERNEMRE T 5-10% » HAITFIRELE
NCT02999178 (HFEHHP—IR) (S HRCT {1 L@ g n

3. MIREBERBILEHAE HRCT fHHihhd 4 CEEE N

1. FVC BN FRRAMEREEFEIE >5%

ulLD, —— ) i .
NCT03099187 HizA] 6 E B 2. JEEHOE ~ BnlE ( BEB R ullD B1EkRS ) ~ MBS E
REEA ( B EFAFIE ) 5IREAERBRERL
RELIEF, AR 6 B REVDBE=EHEFENOREER  BECETLESRA
DRKS00009822 ™" B FVC TEHI{E % WETRINED 5% (BE1E)

(=)~ B85

HRCT Rl AR R AR ENTERERERE > 22 RRAIMBAMEBENEBERS -
HRCT £51{4 ILD OB A - EERAFRIIMN—TERENERERMN PF-ILD » HipEZOABE - I
BEHFZIER TE I UE T2 - EEfERI2EREEE IPF Y - MEIREMy Al S FE UIP
FER& - MREFE - AEHAEERZD - HIR CT {REHE IPF EZEM » 5N UIP B9%m A E1THY
PECT AR ENEND R » BLEFEAEABREERESEINEGMNE - BREFERREMEY
PRIFEREREFEETRETE - MRESHEEERNOHIEERE - MEIREBRT I HRCT FZAR (MK
1% 2018 FEFTARENFR IPF 1551 R AN B D R/ (R= ) » HRBAI—Hk 2011 FEREBN =1
2018 iR Z T & EmERA UIP (indeterminate for UIP)y i5—IBH4E » BIAEA UIP (probable
UIP)) E&HIFTETER possible UIP » MIARAY UIP B2 E ZABUIAR °° - UIP & B9 HRCT H58 8
FIEEMEE - BRI X REESK (traction bronchiectasis » TB) M ZEH1F 4 7 & #& 5k (traction
bronchiolectasis) » 15 4% ] AE EAEIRIBARBIR (ground—glass opacification/opacity » GGO) F14H
BRHAARBLRE (reticulation) BFFFTE < IRIBFTARIGSINIRE - UP IR EZE S HNAMEESS (basal)
BNAET (subpleural) » @ REEMRELHIR - IS HEA T RERRNEN A R ETRRNE
RERIR > IRFEIRDFERBERNE ° - EF GBI LAMEFRERBDBERE(CRT - HEE




Progressive Fibrosing-
Interstitial Lung Disease

ek = H g
B2 PF-ILD 327at;

i o P A (L R BT 1 Bt s

% probable UIP » ATEIZAf - D B'EEMUAMETESERE(ELIR  ERABERRENMXRE
&SR > IERSRLTT S probable UIP B9&M - #1ZHY indeterminate for UIP @kt T BB E D MRMEE
ERAIBNAET - BRERKRIFZEEM - BEERME A C AR > JEESSHYEHF GGO (BZ) -
18 —18 BLARE2HT (alternative diagnosis) BIEIEZ @0 AEM » FIaR TRy HIRU B UIP =

RIEK ~ HERRFEEMERLEE ° -

[R=] 2018 FHhREIPR IPF 55 im A8 HRCT 2185 RIUEAZRS

HR UIP

(UIP)

BB TR ERR A
EoOMBEEERE
i

BrEREEEREH
FRBEEHEAENE
Rt R ERRNE
RIS RERR T

AIHESS UIP

(probable UIP)

BB THIBHE E R &
EoMBEERRE
A9

MEEREBREHE
BRI RERERN
BRI R ERR

AREREENERIE
AABERZ

o) B A TEER A UIP

(indeterminate for UIP)

ABE T2 E AR %
*

CARIRARTZRS 5 &
AEEAEENERER
Bgs o aSg e (YR
HAR9 UIP FZEE”)

fifi 48 4 15 B9 CT 218
R/ o mARE
EEASERR (“HE
EREER UIP”)

2k IiE <]

(alternative diagnosis)

B —TEZERIEIR - 84F

o CTEB4FH:

* fhEREER

* BRENBEETAREE(ERE

* TEZIREWIBRIER

* BT DM R EZ M GEER

* Bl NEAROEEER
(centrilobular nodules)

* fiAaED

* fEE

o XEHM:
* TREMNE-DER
* MEEFE
* H_ERHER

s HE:
* BYPERE (pleural plaques)
(ZERBLER)
* RIBIER
(& CTD)

S=E A

* HEEIRSE
(EE RA)

* EZAUMHEERER
(ZEHERH )

* BHERIEIK - BPEIEE
(Z& CTD/ #15(E )

YEBAYES : CT = computed tomography EBASERE ; CTD = connective tissue disease 4E4F4EMET ; RA = rheumatoid arthritis 3EEVRIERIENK ; UP =
usual interstitial pneumonia =% 14 & 1A .

" ERNDH  BEEZIENE - TAERETE
T ARSI CT 458 - ESEMNERISRIIE « AOIAZAR » BB (b (pulmonary ossification).

14
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[BEZ]

—% 62 EBMAFBEREBITHN PF-ILD - (A~ B) 2RITEA THERAK (A) FATEITE (B) KRB CT fHHAh e BUS RN E R T AR T & B8 1R
TREEIER] GGO & HIEEMENIM X RERE « MAMBRRR 251 ; SEXHiZIEE (fluorescent antinuclear antibodies » FANA, 1:320) FiZBHIE 14
B M ERAARR S 12 (perinuclear antineutrophil cytoplasmic antibody » pANCA » 1:320) A& » FRIR4A4E 7888 UIP —3) - (C ~ D) X 14 B B & BH CT »
TEBLZ A1 A F B ABMUKER CT AR RERBRRER A IR -

£ INBUILD 887 7 » PF-ILD H HRCT 4 EImMs G245 ( RN ) BERE S M B FA
M REER  FAEAUAFAEEREE N CHERREETE >10% % - THTMIES U TH
FREBEEIR  GGO » LIMEsEXREMEEE DA (upper lung or peribronchovascular
predominance) ~ & & 5 2 #& (mosaic attenuation) ~ g B2 /&% &5 (air trapping) ~ /) E /0 45 B
(centrilobular nodules) » 1BR 78 5F IR 52 il & & (consolidation of lung) 3§ 8T 3 14 A 18 4 4 1L
(progressive massive fibrosis) « it PF-ILD BIEZ AIAN > 1RIE CT GBI R BRASZ ML
{EHERESEREN 24 HMARNENREEZENTGEEE (B2 ) PF-ILD WG EEARE T
RENMACITEE ( Z8EEIM >10% FAI1IR% ) - CT i EMN BB EIREE LR UP-like 5%
Hh a4 EHZRE (a pattern of UIP or other fibrotic patterns ; thA A3EZ IPF » PF-ILD g}, non-IPF
PF-ILD) - BNRI#AOAAE(E CT 845 E - BEREM S RIREEMRE(E - FHIRKIR - TB MEhI14HE




& Py - o 4 . 2 8
9| £\ Mk A O 0 Progressive Fibrosing
mﬁﬁmm‘kﬁgﬂmﬁ =72 PF-ILD 327533 Interstitial Lung Disease

TREWEE /5 GO &4 TB H84L » MUITEESFEIEAE > I B R FEIEHEUTE > FhI2
4580 (nodules) MHEE: " -

[RM] 7£ INBUILD 887 » kBB HRCT & RiFHRA D AL UIP G CRZ RS Hh 44 EHZR

Definite honeycomb lung destruction with basal and peripheral predominance.

BRFERVEE BN E 2 AR » R RSNFESE

Presence of reticular abnormality and traction bronchiectasis consistent with
B fibrosis with basal and peripheral predominance.

FEEARZENENM R ERKR - BURERNBESENEELE—N -

Atypical features are absent, specifically nodules and consolidation.

Ground glass opacity, if present, is less extensive than reticular opacity pattern.
AFEIFARSEE > KRIZMEEMMES -

GGO( tNR177E ) RAAIIREEEZ -

HRCT AR R A 2 SR BRI UIP AR EFZ RSV R MABAR(ETZRS - BRMARFE A B F1 C IR ; 58 AT C AOIRE ; S5 G B Al C IR - SR
£R7E HRCT LEAELL UP @I EIZRS - ERFEELRRENRAL HRCT LEWRES BB EMBMEIE -

CT A BB EMNEENRE - BASARBRERIGER (B2 )" » RZERDEREE
CT &8I AMAEHIABIEE HEZMHASMmME - 72 PF-ILD 2% LNEMT A SBEREMm
W& - mENSEEEENI/IMNAIES B MBI » FELENAARRTAHEEREENMEZLR
BERBHEME > RBE LD WZEHPHRREEE=ENRREASGENNER Y - BAEECBENE
EHEENHBERNERE - FHMEESEEM - MEFRBZMNEROEFETZE > WA BFETE
BARM  BfE—ERELRS XM BNAERERIIENER - B XRIEEN 2011 F5
2018 & ATS/ERS/JRS/ALAT HEZ HEEIIR IPF 155 | IME DB ARG - MR BT D & B0
HWERERE - MERMEIN 2018 FEIR IPF 155 1226 - HEET R BREES -

FAPAIERR IPF 20 & PF-ILD W ARKBIEN AR EEIZEEMINAGE (pulmonary function test »
PFT) B9 F% > 4552 FVC TREAVRIE - PFT 22T BB AL R RIER - BEEHEXEZIAN
HRCT thimEEEMAE > HRCT M PFT) ME 226 ~ BRI ETERNEETA - B2 - HRCT #
EEREBRNFEMENRSFSEEBNEN > WRARHEEGEZRSTERERELLNER -
HAINSE FERAL—LE non-IPF ILD &5 R beE BIPEMEBIAR REE CERERBEESREA -
BEBREBNRE  ASHBE10% (EAMAGEYE ™" ELEE10% (CT L4 LaE s 20

16
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BIE > 10%) fEABCRORE - MR R E HE 10% BT > [IRSHE LEGEROBE - 5
SWRAMAERARNHEREENE  WERMETENEEENELE > BEEREBENE - 2
Pt ESESEUERBHECNEBEERRNETIIE MBEVENEZETE KR BE RN
& fIOEM IR E S A AEERORGE - MEEEEHR)  EEEERTETEESS
il 5 UESh - ILD ROREMIE RSN THEES - AE8EVELRHENEFTEERTERETNE
HUERIA/N » ELb 2020 42 ASEBREZIVER EKFEEMIEE © > SRERZIEEUNT
FED - DASBINEI IR T AR AS SRS - PREVNEZKFAIE D BIA « (1) EBIBKS (aortic arch) ~ (2)
REDXER (RERD carina) BAF 1om ~ (3) ARMFFIRES B (4) TE7KF 3 FKF 5 By E, (6) AiE
FREITE L7 1cm(6) AtEfREITE T 7 2cm - EERERFTE—AREMN 5% 1FBRIE - ETRETE
5 PILASEASFER D AREEE IR - MBI R BIRNEBEDH - HIEUNE= > BhE—RERIGESE
KEEE DS —F - B—F 510 50%EE ; AREF _MEEGEENKFGREFSD S AR
RIESE 25%NEEMNBEEHN D RRICENE D /0D - RISESoHENETES 5% - BAUEDE
WA ERROARAZ A 4E(E D 8L (total fibrotic score » TFS) » B EHEANBE R TIIE » #HEDHEA
B ILD BRERRE - RO BMTE - RAESKRCTYIRT ILD (FRE (FiAR CT M bAE ) EE
RIZITHY 5% - 2RERNERET R BN ERETIE - MEESURARNETRBEIOH -

(B=]

FRERER M D &% 100%( & T/ NS HE
5% BHESE) - RET AAMBELAR % 80
BRI - BUCEEELY % °




pipcAe Rt I A e d i fr A i PF-ILD 2iaii [k

BEHSEME (FEMLE) PNESIREL (honeycombing » “H”) ~ #8AKFEIR (reticulation »
“R”) ~ ZRIM S REEIR (traction bronchiectasis » "TB") ~ M (“GGO with TB”) HIEEAI » BIR A
HERILER - BEEETEMES GCO RBAH TBMABIEEMELEET NS EETEY » MatE
TB FTaRILEAI R EESRARME CT AR LB RERERNMET B DL - B8R CT )R P4t
HLEBIL E ZE RIBITRY 5% - 48518450 8L (total fibrotic score » TFS) R2IREEM AL (H R >
TB 1 GGO with TB) FFEDA2FMS D - WEPUFT/T » f BB RRNEIME R 2RI Fleischner
Society }REBRIBARFEATEETRE © (1) BERIBIXIEE « BRIeMEEEEMAIEMNIZE - H\Iﬁm’ A
HME R RENARESE (RE T XRENMENES)  FHItESE L RIRLEFEENFERES
RIS AR BIER ENACEEIR B IRREERNMEREETE ; (2) fiR%EE (4R EE - fAiRRIR) ZEH_}HEE’]
RYBEHEZE ( 93F )N ERNERBIEES/NEANBEIRIEE ) & HIBENMENAEHM ; (3) EERE
£ A HRCT LRIBAZBENFHNENRTE > FEFBNVESLBEE—H (3-10 mm > (BEBEFAIE 2.5
cm) s EEBEEMUNRET r mMEBEEBSHERGHPENIINE  SEEZEMNEHHELCSHIMBR
AOER ; (4) EE : MEERZHIBNNEER S > EEBBEPHVMEEMAE ; UK (5) fib
RAE © ARIHAZRERHREKAIER » WHIE T FhEEE -

[Erm]
(A) —# 55 pES 1% SSc-ILD A - Hi =BT EMETER SR ERE K THUERTMRIBIMGEE TE GGO &if TB MM -
(B) LR AHAD SBEREINGEE A - BEIKTHETD - BRRERETEE (total disease extent)= 8% e

18




(M) - BERRERE MRS

o #ELZEIRIBIENR (connective tissue diseases » CTD)

CTDEEEXERE - MERILD BRERNRIBLZ— - MEHRBANTARBERELE - B -
T HASHIR A 2l T DUR /D8R R B R AN ) RO AE (B P ER -

—MmE > B IPELE - CTD-ILD A B FIBERFE « KNI FREEEZ - AM AR
ERELERBAAR > ZENEFESEREESE—EHPEAES T ERMMES - MERIRAVERER]
BEREDBIEN EEASERZETMR - 558 CTD-ILD BAXRMIETRAE » WAIRIHIRE (systemic
lupus erythematosus » SLE) & 1% Z 15% > RA % 6.5% Z 33% » ALK #919.9% = 86% > SSc
43 40% Z 91%" -

CTD-ILD MERRZRIREIEZ S IEAERFIFIREEN - (EELEAZZIFFEMNENR - ERNES
A EFRRSS © BEMEERE - &5 RIFIREEREEFREEE  EIHRZEAENZE > BE
RENEREE - EthAREERPIESENRE » O1F « [FIRSIEIZM - BREFERRIRS - CTD-ILD
B BAMEMNE  NIABE  ER% - BBHERSR -

CTD-ILD Hz2ERNIR A E A & EHkE: - (1)CTD YIRS EMERER ILD RRAE BRI B
(2) fhEl A 2R EENEBPRERENMBR LRIFNBARE HHKEIR « (3) RABVRNSG A
MBEREERANFBEREZHRN ILD NEREZHEMGIAN RN EY S HER (4) CTD-ILD BRI
BUBE -

ZAT > CTD-ILD KIFEFALE IP 37 - AT MR EEEN % RIHIE G E - (BRIELLEY
MEITER  BEBIZErTAERRAME © W5 —BERMAERAMMEL  BEMEEEE - ALLA
CTD-ILD #IE A LB %A » EEZEHERESE (multidisciplinary discussion » MDD) » £13& iR}
B GRE ERIEN EMNZB IS TE -

o Z2BMMELERR ZBEE M (systemic sclerosis associated ILD » SSc-ILD)

2EMBCER—RBERERBURNIENBRERERR » X8 MELE] - BtEEEFE
ERFIREEE MY BIA R AR - HRSEERANTEEEIE - @B ENREARBERITIN Scl-
70 SAEERGIE - WRIFA ILD ~ NSIP &> BA9 UIP BURBHERas (s ™ -

FERB(ERERDBA T » 324 SSc-ILD MLEAITEARD R - ILD EEZEEERDER R BN -

£ EUSTAR T ZR B8/ » 695 BIBIEERANDE > KO=2 22— BLENTRAZLEZTHRIRR
(Raynaud phenomenon) % » TE= ERZFFVEE AL DLCO /A 50% BIIERZ ™ o tb4h » ILD 2FF(LIE

R RRRRRRRRRRRRRRRRR———.,



& Py - o 4 . 2 8
£\ EE A o34 2 Progressive Fibrosing
mﬁﬁmm‘kﬁgﬁmﬁ == PF-ILD 2754 Interstitial Lung Disease

BERECHEERRAC— - BB HRCT 8RR > MEfME tNRENIECXEASERR - £—18
RIS FREET - BN BB T2 \Z 30 BUREMLER AL 10-30% FhER& AL AL - ZETER S
H=1ZB E (hazard ratio (HR) 3.46)"° °

SSc-ILD Z f BRI ERAIRIR - RZEZMEAMM - ARIEE > FERFIHIRIG ~ §21% ~ BRRESE

EROEN - EEEBREIEEER T RERIFIN - BEZENZREIFMIGERIERES (Velcro®-
type crackles)® » #£ SSc-ILD B Hf - PFT a] LA IE & # - PFT & & 3 1R FR fifi ¥ & (restrictive lung
diease) - BEABIRIMER I AIAE R E A REMNE BRE RN RS ENRIRS AFERANES - BmA
#9 DLCO th& /b -

ZEMELENTEAZEILDNEREFAEEZHEE B ELIE (diffuse cutaneous systemic
scleroderma) ~ B #8%E (nail-fold capillaroscopy) I EE EE ~ 15085 ~ BRFHEERFEERE
BB - IR BEHERSE (pulmonary hypertension » PH) B9EA 7 o

%Eiﬁﬂﬂﬂﬂﬁbf}\fﬂﬁm FVC TREIRENEF - E1FEBMRA » modified Rodnan K& 2 #= A
RESRETRIBAE ® -

[RA] SSc-ILD Ef5EE M4 iR Em AR LEER

=g EHMECERR ZEEMEhRE Ry ER 1% A (e

#3 80% Y& 1L AE A Aﬁﬁﬁiﬁﬂﬁﬁﬁ‘ﬁ{t ’ N
=AY 5 ‘J ﬁiﬁ.iﬁ —

BENPIFIRE S > 520% > WHAERZE  EMPIFRER > 820z > WHAERZHE

= s
A EBAE AR BT IABEZ IR S A 1B (crackles) A IABERI IR R AR @S E (crackles)

hvdr AN /u EE“:EE"]%*E%‘%IE ° ( )ﬂrg ) [[]1 )r_.‘ﬁu.’é , e
masshEs T A .

ERREAR (FLEERRE  ALER  MIIETEXN TEMEASNE - HR
ERPRIETE BEABSRRIENRIFRMEED ) RIHERERE > FEHARUEY
FEPUHA 5-8 F 2-3%F °




o ERERIENXRIE 4R (rheumatoid arthritis—associated interstitial lung disease »
RA-ILD)

FiE 2 RA A 5 HIRRIENIME AR (extra—articular manifestations » EAM) Z & » #4098
30-40% MR ABELERER > MEFRSE 10-20% KWHEAEEZ ML 2 HIZEMR © - ILD 1%
R ERERNER © HBITRGEMRGEREZE AR AR - RES 4-68% FE > BBEH
ZBZEIEEY - BRN RA —MHIRNLZ M » RA-ILD B2 HIRNEBMHEA - MELR 50-60 w4t
WA . BREELHBREHEN . EREENES 7 - BAXEIEL - RA-ILD MERRE F -
PREVGLELACEE AN - TNEIEHAE ~ BEVRE T (rheumatoid factor - RF) B3 /IR ER 17188 (anti-
citrullinated protein antibodies - ACPAs) &R % 5 54k » thAa BB KR IBBERTAEEL RA-ILD
BERGER - MEREENE IR SUBMIES Z BRI IE % < iR » BEERMRTBER - &
BABHNEMERPEERRE 2% -

RA-ILD BRSEMELIRF B EMNEE - WARAMEBEER > —RmsS » 3 HIRNERRERE
HAh ILD 481 - a18zIZSEEN R ITIREIE - BLIRR AR AZERM X EREHE TE > MADHE
3215 % - BEEREAE R OMEEIR (tachycardiac) « ERIFHEEERRFES (bibasilar inspiratory
crackles) » BEFAMEEIRE (pleural rubs) » BEEEREREFIAELIRZEAH (cyanosis) ~ BAEKE » &
Hit PHEBZEHSR *; EUPRABE L BEREMER - B85 HIRMFiREE (clubbing)®™® - RA-
ILD ¥4 RORSRILE: » A EMIEEEB AU 40 FEMEIR > AMALGEHMPREEZE 2N
BB IRIEAR 2 B %0 o

RA-ILD AT RIF ZBAEBAAE » a0 UIP ~ @4 M IEF E MR E 4R (nonspecific interstitial
pneumonia idiopathic nonspecific interstitial pneumonia » NSIP) ~ [HZE M40 mE % (bronchiolitis
obliterans) ~ #A#{EAH X (organizing pneumonia » OP) ~ B E £ AH % (lymphocytic interstitial
pneumonia » LIP) ~ B 8 M RS & 14 Bt 3k (desquamative interstitial pneumonia » DIP) ~ 3@ M e 18
18 (diffuse alveolar damage » DAD) & *° ; L&A B RIRAEES it - REREM CTD-
ILD R ¥ FIH A NSIP » RA-ILD BB UIP LEI&R S %% RIRA UIP EEERMNEMEAE » 24 B -
HRSLEHRS - BERREEIEE - FERINEZE 2% « ZRAHE IPFBE > RA-ILD Z UIP » HE4C
MBI DA RIMRAT - MRTBRREFIIMIEEER O EKILE UP hZEEELN IPF 2R

(acute exacerbation » AE) 14 *° o

WA 1/3HIRA-ILD RIFH NSIP » B _E RIRIFIR RS R EEEBEN LAYEIEZW -
BRI HIRN B EIE R TES & RA Z A1 “* < BRI UIP > NSIP X2 ERFRERRAER - JARR
FEIEH®RY - FEEHRE - BIMEERBBEFRE AR 70700 W » B DEELERHA

TREEREE - HMMRIRFABEILF®R D - BEROQERLE - (5K L RA-ILD B5RFEAEH
D 2 F B MERHFEZEESR (chronic obstructive pulmonary disease » COPD) J1E1E » T 2B
S fRfG -
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£\ 2k B TN IO H Eap Progressive Fibrosing
mﬁﬁmm‘kﬁgﬁﬁﬁ == PF-ILD 2754 Interstitial Lung Disease

o (ESIEEACAEIZEE (Sjogren's syndrome)

ERERERREEREERNBERERRR  SUEIDWINER LFREX  HEHEEE
EBEERENES - 140 - Ro(SSA) M La(SSB) ##E#% & B RF AOHEE - R EERIN D ARV
( EEZZIREBFERAR ) BOMEMAIRFMSE - ERELEIN D IWBRER D 0D - ERAREEFR - (REE,
&L ERIREM © o

mASEEEMTTENRIE - BEMRET > 1€ 10-51% R ATTETIZEEREKERMA
ILD #9884 - th B KR4I 10% BIRA » BTEEERIEEIZT RIBHR Y -

BB EGERNMIRIFEERERE  ILD IMEAMILE - LD IREBEBLEHT - £
PREJd 75 E &S Rl HERR IR AR 25 [REMY ILD - EHRE RERBF TR ARKIBEZ2RZEARE
RIRKY - BERESAERE - AAHEERNESEM -

ILD E BB REREEE RNER - £ 41-61% NESBRESHE ILD WA RE ZBAAE
iR BRTIZR  EIEERESHA ILD BARE ESIFIRNG - TR EIRA 30-50% SIS REREES
HE LD MABEBMEER - MEXEIEERE - LEHERZ Y2 E L S8 ERRTR -
FIZFIRER T - ERERERHEHE LD BASELERRNERR - BERERE  FREES
PREENEZE EHAXRETAZRENE « XREFRM B REYEN - LIRNEETZE PJRERERE
BICERAFRELARE - ERANBACEREE » ME - MUK FERRE - (E1850 EIRRF S tH
B LD BAEROBEEA— » HEERIBRENITRIGE B AIAERE -

Boh > LD WBREREMFEEHRE - A —ENEHEHECERERNZERELH EERIREE ™ -

ESERENE - BARKIRUFREMN - HFRIEAKEEE - ERTFRERERZRENEME
IR AR IENENES © -

FE—UEREREERSHE LD R AZIMI) R RS - BIREAEREEMNILD - B1F
AR NSIP > BRI NSIP ~ UIP ~ [RIRME B E Ak (cryptogenic organizing pneumonia
COP) BAK FiERH9LERRD IREAE (amyloidosis) #l LIP » LEEIR SR HAFISZIRMZE L hbrosis ILD BIfH
)\ 13 5

SEMEARALEREZZEERBRERESHE LD - E—EEMERANBA - hBAJEE
BN EES R RN IE ©

T — T



o ZHMAIBIIRE (systemic lupus erythematosus » SLE)

SLE BR—BRILZEREHEAKNBERREER (autoimmune disease) » IFERZMES » HiF
HEEMTIBESIZEERETSTE - SHSLERALIRBREREINEE - Wi DNA (anti-
double-stranded DNA) #7152 Z Hi#182 (anti-Smith autoantibodies)' « B1EE %A 7] AEA A B 824
BIRREEMNGES  SREHIBE - ESLERAS LERIFREEN » FTEIRCEMERMNE ~ ;Y
BERANAEREOK B XA ER I & M2 - SIMEIERM B E1EEF (pulmonary-renal syndrome) ~ =M it £ 48
ME K (acute pulmonary capillaritis) - & 2 25 & A2 4 A8 [ M (diffuse alveolar hemorrhage >
DAH) » BR T IA E&FERIR - hrJAES AR ILD « /NmiBRIRIEFEIRALINAERERE - FFITEA
Fi%g/)\ (shrinking lungs with clear lung fields)™ e

S MIRERRE (acute lupus pneumonitis) EAEREEXRIRAZRENR G2 FMEfES2EM
157 - ERSMIREMUMRE —EREMIRERAMSEESMHAMERES - MASE RN - 214E -
BEEARZMMNRTESE  BENRAEZZEETTREIE  EREESHETER - RT 2MHIRER
RSN  BERBREEMME - ESLERMATIEARER » BAERLY 3%-9%7" » TBHEEHESH
FEHMBRRERER Y REERANEEMAURERA - £—IBM%EET - SLE BRHE LD K
EREFEEELRANRKA  BERFERE  AEHEER%E  A2aHE 2B LERRA > -
FE—EPEIAFERT ¥ 505 {8 SLE AR EIAMEFREIR » FARKIIER (KR 60 BmImA ) > &
EEA—F  AEEEKRS  HE2ARLITRSENHFEA - L LD WERE EF -

EIRBEE MRS - UIP ZUFfdi4(b - Ai4E1E NSIP ~ COP A LIP BB R m GRS M E e’ -
FREEEN AR - COP WEERARE - M LIP #EERRMNERRE ; UIP BUFMA(L - @M NSIP
$HHEERE A SR MEIB R A E - BAMEENRRK L ERAER ° - BIPRBEME MR LR
11 SSA BEEREINESER -

o HEHEIMIX AN PYREERIRI E LR (idiopathic inflammatory myopathies-related
interstitial lung diseases)

15 B3 MBS M AR (idiopathic inflammatory myositis » [IM) 2—40 B B2 %% Iz FE S Rl AL 7 25
KMEERER HRREAAFNNE S MK (polymyositis » PM) #2357 Bl 3% (dermatomyositis
DM) > BB % ZE B M AL AEIE 2% & (immune-mediated necrotizing myopathy) ~ €1 5 B2 Il 3%
(inclusion body myositis » IBM) % ; UbIEE$FRALAZE RSN - MEMEMREEER > BEILDHEKRTR > 0
RIEMTBAR R RNEEHEE *°°° - BN BRIEERBIEA - ILD BRAETAELIRRAAER Z AT - BER L
AFr:E TEYAERZ KL (clinically amyopathic dermatomyositis » CADM)) - IEEERALES
SHIREMEEREN ILD™



& Py - o 4 " 2 8
Lo\ Mgk B A 34 H ap Progressive Fibrosing
mﬁﬁmm‘kﬁgﬁmﬁ 28 PF-ILD 27a 35 Interstitial Lung Disease

ILD 2 IM ZICAERM FEXRIR - BEMMARERREAHFNARE - PAERERITESR 20-78 % K
% % o JHFEERY IM AURRAN » E—EBE AT S RIFE M BREINEE (myositis—specific antibodies >
MSA) MERRAEEMESHER - BRBNRIBE LI ILD WERIIASE *; B4h - BEAXBIEEE
B AAY ILD 2K EEAE > HIRHIRA ILD SE W EMNA B BERESFH Y ILD(interstitial
pneumonia with autoimmune features » IPAFs) » SELR K E R REERZER *° - B - B
RV RIFDE » HIFA MSA FEEEE rTAEEE ILD MORIZAFRIE > -

HRKARAE > BITREERA  BEXTONERKAFIEL DM/PME ILD & - BEITERA
17%-36%%%%; ShERIANR B4 ILD LERBYR » £ 8%—13 %' < ILD AJ:R 2 IMERRALAEER I} »
SRRZHIRER ¥ MHIR LD MWEREF - BRI REREE HLA RENER - BRRERNEE
WA RIF > REMABEDRAMNZEARRIME MSA £I18 727° - 85 ILD WERBEESTHS » IM &
RCAY ILD BRI E MR R R E TR G » A8z B R IR T - JEENINAE T 0% - HIRMFARIESE A
ILD HIREFERAENTER > LHE LD RIREERHEEER » AFRABEERR L AE

IE;}:E\ 68,69

ANFETH - REHY MSA BIBE RERIRIBE - 470 : MAHEIR anti-Jo-1 IEE A RIS AUEBAE 12
% (anti-synthetase syndrome > ARS) » BLEVE R B1E : BEIR B ERIRR B I1F - FEUR
ILD* o ARS WI&EE > HBRMBEESHNENFTAMS - HILD BAXRES ; METD » JEanti-
Jo—1 BEMh IS R EEINES (40 anti-PL7 ~ anti-PL12 % ) » HI8 ILD AILEReIEIN —ZI=5 > 1B
AE ILD MAIARIRE R HIREFRRRE *7 - AFFEHEIR anti-UI RNP & » SXEHFEAKRRR 7 -

Anti-MDAS5 (anti-melanoma differentiation—associated gene 5) 8 —IET FEZERAI MSA >
BEEMEHIETEER S HIRR DM » B ARRREANE 7%-13% RIBFIHR - hWERREEANE 7% - i
BEIS M E(E 20% FIAE B IRERRASALRIEAR 2% o Anti-MDAS BRE 354 BB EAR D » B50E - FHEEKIR
2 FIFHOARLR . BRKLERSHIRRERERN CADM & RP-ILD®™ ; FIL - inEnEE
FEFERA LD WS ERIRE - BEEWARBAERAA - HEBIEINEE % -

MEER MSA TS > anti-SRP Sk /R D BLIRIEMAKAEE - LANEEFERRZE > lRIALBA
ILD #93R3E - MRIERAY MSA $H¥ ILD BRISCEIRIE 2 *° - Anti-PM/Scl £ 2 48 L BRI AR B
BE4182 (myositis—associated autoantibodies » MAA) » & HIRREHE = S MELENE 2128
(overlap syndrome) » RIEERRAER E B S ARS HRENR « & FHEKIRZE K IF LD UK
FRImAECEL R FL S ROERIR ©2°7 -




IIM FERBARY ILD 818 RIBFZZ - BEMh CTD-ILD £81) » SREFREAWIRE ; HF NSIP - OP »
S b ME (NSIP « OP) SRS RIRNEE R - UIP 188 2 TEEEIRE/ * » thoh » e M Ta & %A9 ILD B -
HRCT AJ BEEI R IR IR AR OIS MR RIR - th B IRE R IMBRF ILD A9E(E > M E ZA9E L -
XEPIEHE AR AR ERITIRERTER % - ZERFHBRIRNED - SEEEMA - LERS

& ERPRREIRE

HRE— ~ GEHERIHAERARYAEM - 1R B SR MNE (A LR B M A it e B 2

ERAZBNSHE PF-ILD BRIZEL (41 IPF~INSIP~ IPAF~RA-ILD~SSC-ILD % ) RIE fE% %
Ay e ILD TR ABIIEIRIRAE AR DIB - th B PIRERRABEET PF-ILD - &E& 2% £ HRCT A F

FLH—R ETRIFREMIFIFTE UIP pattern BEEE] -

Shil EBEREETF

& ZRENERGERER

HINEB PF-ILD A » ABRAKEREAEE Z2EKIE » EMELIBNERZEH - BER
IR AR MTEE L B I RER R B B EREL2E1E1R - WIMBRIBHERINRIBEMEHES -
4a4E B RIE PR E AR TEEZ B ~ SREMEHERE (broncho-alveolar lavage » BAL) Bii&
BAEYIZEEN T B - ED ERABBRINAERERE (A0 KL-6 FUR ) - 44 S 4mpm i A B M SN E B A R al
Ein(FINEEEBEEAE -1 MMP-1) S RZEBETE & (F2 CCBEE FhEE 18 » CCL-18) fIFETE -
BEAZBIRBBRRBIFERMEMEHENL > BN RERZNEEMEECHEAREINEEN - 2
BEAYELEERAR R > BRRKBESE - EABRET » HMFEEIMEYERIFE 218144
HEAERMRAOIBRI A MIZRE TR AR R A RS 2 R ~ 228 - TER BRI E DAOARAR - TR IPF &2
HAth 1214 a4 bR < M EEER - WREA PF-ILD A - 1R BRIAEYIZCERRAE AT
ELARRARAFT 1



& i 2 2 ive Fibrosing-
£\ 2k B TN IO H Eap Progressive Fibrosing
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(—) BRMERZEEREE T

BRI —LZRIERBHNEMIZE 2B MEMHEER - LHEZ IPFRA » KRR MUCSB
ERERMEEIF5 » 38 H IR polymorphism rs35705950 » ¥R &4 IPF 8 RA-ILD HIEE 2 €12 THY ;
HAh BRI AEIZS B S - F1 TGF-B :SEMERIRY TOLLIP EE - BlisHESERAN TERT K& TERC A -
In MRS - AR R R EIRS2BAE IPF ABREMIERS -

ERE—IEAERT - BRERTERLLE 3,624 i IPF A K 4,442 ALIEE A » 2518 FAMI3A K
RTELT M1EEAR R ARARINACIERE RS R - B354 IPF RUEBSHER (K7 ) © -

Eoh - TEALBAMIKIUR (HLA) & » BB HLA-A*02-DRB1*04 RIEE(Z82 (haplotype) » Bl IPF 2%
SRS E B ; HLA-DRB1*1501/HLA-DQB1*0602 » HLADRB5*01:05 » HLA-DRB1*1502 » Bl & 3]
BUEARER - 25MELE - BEREEEXAEY ILD BERBRER -

TR AEMIZEE B MMPs fIRIREL IPF K non-IPF ILD RYE2ERE & IR s MMP-1 &
MMP-7 7£ IPF i8 ARYINSE ~ BAL FIE&E S - B ERREIIRT ; BEN RATIRE ILD B9 A » RA-ILD
HRALLB S - 53R MMP-7 f9RIBBEREZIRT ; MMP-2 7£ iNSIP 5% A B9FH5H3% 7R (bronchoalveolar
lavage fluid » BALF) KRS - SN IPFHEA ; MELARBHENHEAT > MMP-12 IRIBEE R
BN 2IRFEANIRS - FLL > ZZAEEIE MMP RIENRIR - Rt IPF i E it 12 M fhisi (b
2t BE—EM2EM o &P~ HP » CTD-ILD RIFATERFHARME K BAL # » Krebs von
den Lungen 6 KL-6 B&EKEEEREEIRS - W HEIRE S100A9 (calgranulin B) BRI SER
IRFEAAEE INSIP K% IPF 2 BAL® »

MERZIBENZENEEMIZEE T - RREEMS  BALF S 2 fEEM S » SSc-ILD 32 E At
PF-ILD > CCLI8 #EAREMNERIR - LEEHRER ILD \HA - BEZIRE CCLISMRIFAR—
TR ERR RN £ IZEE - N CCL15 ZREBARRE - C-X-C motif chemokine
ligand 10 » CXCL10 Z X RA-ILD %5 © Interlukin-6 ~ 7~8~12+~18 (IL6 ~ 7~ 812+ 18) % » BHAIth#
EBESE PF-ILD b tINRESEAE (RN) P

b5 B BB R RNTEE - WIREREBER |(anti-topoisomerase | antibodies) ~ #1 U1
RNP ~ #1 U3 RNP ~ 7 —U11/U12 RNP ~ 1A 2 4HAEH1ES (anti-endothelial cell antibodies) F9ZIR
#0 B SSc—ILD 2R ; M7 INSIP » B2 2 IR 5 /R % =% B (myxovirus resistance protein 1
MX1) thAE 2B RkiIE ©° -




[RR] EBRELS R EVIRE

HEBIRTE

EMRE

TR

IPF R AR ThREREREL MUCBS5 ~ TERT ~ TERC »
ECM &% FAM13A ~ RTEL1
RERERE TOLLIP ~ HLA
BAEEnREHRIFE R 4RBRThBERE R EL MUCB5 RA-ILD
RIS MR ECM E28
REAMES HLA WS ~ SSc-ILD »

RA-ILD

HLA = AZEEIMEKIR 5 ILD = RIS ; IPF = 5FEXERDAI4E(E  RA-ILD = BBEIR ERIENEAERIMT ILD
* EARER e RIREAIS MR -

; SSc-ILD = 8% B HR#(LAERAY ILD °
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[Rt] S2EREEMIRR

PEHIRTE 4ER mT5an °
IPF R AmARThREREREL MMP-1 » MMP-7 B ELfh
ECM =28 MMPs

IGFBP-2 ~ VEGF
BHEER ~ PA-1

RRBEEE CXCL13
S100A8 ~ S100A9

BEAgMRRE LRARBRTHAERERE | KL-6 P~ HP » CTD-ILD - $BP94&%% ~
HOIB MR ECM S48 R#RAER ~ INSIP
SP-A ~ SP-D HP ~ iNSIP * SSc-ILD
CC16 SSc-ILD - BRTETR - ALEiLER
MMP-1~ MMP-7  MMP-12 | SSc-ILD
TIMP-1 $EPAJER « RA-ILD » SSc-ILD
FEER NSIP ~ [ERIEAR A ERh
RRAEMEE CCL15 ~ CCL18 sarcoidosis * iNSIP » SSc-ILD
S100A8 ~ S100A9 RA-ILD - $8AIE5%
CCL18 ~ CCL2 » CXCL10 » SSc-ILD

- FRIEEEEE | ~ i1 -U1
RNP - #1 ~U3 RNP ~ #1 -U11/
U12 RNP ~ 1 - AR 4RREES

IL=4 ~ IL-6 ~ IL=7 ~ IL-8 HAER
IL=12 ~ IL-18 ~ sIL—2R CRP

SAA

1 -MX1 iNSIP

CC16 = 16-kDa Clara Al ER ; CCL = C-C {2ES#B(EE FH8E ; CRP = C RIEEH ; CTD-ILD = BESG4E4m18RIAY ILD ; CXCL = C-X-C &
EEBLRTF ; HP = BEU4RTX ; IGFBP = BEEFARAFESEA ; IP = 1FEFERIE MM ; INSIP = 15254 IRS EMRE MR ; KL-6 = Krebs von
den Lungen—6 ; MMP = B2 BEA ; MX1 = RREMIESEA 1; PA-1 = BEEFELMINEIE 1 ; RNP = ZiEZE 8 ; S100 = S100 54550 ;
SAA = MEMBMINEHE A ; sIL-2R = ALAME IL-2 88 ; SP-A = REENEH A ; SP-D = KESRNEH D ; TIMP-1 = BB EEAH -1 103 ; VEGF
= MERARERRT - EZLEMMERTHERR 10908 -

° ERREA N S RIRAAY IS EFbAEAR(L -




(=) TEREERERRE T

AR B AR FBRVTERIEERF (R/\ ) » MiET SP-A(surfactant protein A) 1 SP-D RIFE >
] LA ETER VBN ; BEMREZIR - Fawe IPF _JZ%EE?? PF-ILD B9¥®A » MM+ SP-A
B SP-D RIFSIRFALOIBEBEBUR AN FVC K& DLCO EE & » E—H AJBEERASET B
£ SSc-ILD fm A » 7812 YKL-40 9 EFHELsm EFEZE ~ DLCO —FB¢)§21&§EK S8R - FERTa 2 ER
RFARKEN MMPs X - 5t Al MEATERTENEZLENIREL - MMP- 7E’Jﬂ‘m EREHET L
HP W AEFRIN TEER ; MMP-12 & TIMP-1 (tissue inhibitor of MMP-1) th#£z&E& 2 Bll#2 SSc—
ILD %A FVC BB & DLCO TB&EHRI *° -

BEANRGEEBFEERTF > £—BEZH0O0NDAFREIR - JUHIBS CXCLS ( BRI &
REHE(EMNETF ) - fEATE SSc-ILD mMAES R EINFaBREZEBHIE S ANTEREREA T » 1 -
CX3CL1(fractalkine) 9= = IRth AT LAYE A SSc—ILD R B EEF *° -

BREBNEYIRES - BRITE IPF EBBDNMERR > 74T > Efth PF-ILD BB FEE—FN
R - IPF B AFE(ER T I 455254 nintedanib 5 pirfenidone 18 > #i@ 175318 IGFBP-2 (insulin
like growth factor binding protein 2) EEARFRIREBBENBNKES LEHDAENRA s k2
cell-free nucleosomes 5-methylcytosine 1 mH2A1.1 FIRIR » BI 2 EIES A A LEYBIOKEA S
BEERIRTRITE - BRATIIE R MMPs » 7£ INMARK 884 » LE8({$ 3 nintedanib F{ERA % &
B 12 BEK IPF B AMBEL - &RER MMP-1 & MMP-8 RIBINR B REERNEL - AMEER
fER - BEESHEBES (RN) ™
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[RN] TEREMIRRC

PEHIERE 418 imFEER °
IPF R 4RBRThBERE R EL KL-6
ECM E# MMP-7
SP-A » SP-D
YKL-40
ICAM=1 5 VCAM-1
MUCBS5 » TOLLIP
TERT » TERC
CA 19-9
CA-125
Tenascin C
RIZRMES CCL18
IL-6, IL-8
LOXL2
S100A12
BAERE R Rz 4R ThBEREREREL KL-6 iNSIP » HP » CTD-ILD  SSc-ILD
RIS MR A ECM &8 SP-A ~ SP-D iNSIP ~ HP ~ SSc-ILD
YKL-40 HP ~ SSc-ILD - $8A¥&Em
MMP-7 HP
MMP-12 ~ TIMP-1+ CC16 SSc-ILD
Tenascin C SSc-ILD - $8RER% ~ HP
CA 19-9 * CA-125 CTD-ILD ~ SSc-ILD
VCAM-1 CTD-ILD ~ HP
GRRAEEE S100A9 iNSIP
CCL2 » CCL18 SSc-ILD
IL-6 ~ IL-2 SSc-ILD
CRP SSc-ILD * RA-ILD
IFN-g SSc-ILD
CXCL4 ~ CXCL10 ~ CX3CL1 CTD-ILD, HP
CXCL13
1 -MX1 $re iNSIP
MNKREERTE RA-ILD
4T = HEls HAER

CA = IR ; CX3CL1 = fractakine ; ICAM-1 = SBRERIFEMIN T 15 IFN-g = TR v ; LOXL2 - BEESILASEER 2 ; VCAM-1 = MEMIORHIH T
1, YKL-40 = 4T EME 3 5EEH 1 - ESHMEEFHRER 18K 2 A9RA -
SERAREAIETRIREA IS AL -
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(RN] BREWIRE

AT PEHIRTE YiERC
IPF R AR ThREREREL KL-6 * IGFBP-2 » CRPM-1+ CRPM-8 » C3M » C1M ~ 5mC ~

ECM &2 mH2A1.1 ~ TOLLIP ~ MUC5B

5mC = 5- REMIBIE ; CIM = # MMP-2/9/13 DR ZBBREMR 1; C3M = # MMP-9 Hf# 7 BBIRER 3 ; CRPM-1/8 = #% MMP-1/8 9fi#2 CRP -

(=) BEBEME
FILD & > LR BB EME  IAERFITRAR 2P REERE PF-ILD? PF-ILD R 7 BefR L
FhINAE TBE  EMRMAEERERIL  ARBRBELZ2EAMERRE(E ? —fRME - PF-ILD 825

WEEER GRS CEERE LM © -

i - R 2 98l (radiological scoring systems) 2 F&RIE 812 (predictors of prognosis) B
BIARRIAT ™

BLE BB YRR IS UP (HRIRESRELNENE T RERE ® JUBHERETE
%°, WT UP BEEREEBNIEAIRET ; ZREIMEETRE (extent of fibrosis) AHIEE - BE
5 L UIP [ 288117 - B4h > CT B AEEZE RAEHEE 2 EHZEE (interobserver variability) » Ffr
LA quantitative CT 3123888 (machine-learning methods) RIAERTLARI/D A B 2582 *° - BHFLIE
i > ILAs (interstitial lung abnormalities) PIE 2 ARFEANAE AR AR ZLAR T R ZEH 14 X R E 1R
18R B ILAS ATFRIESE - AIMEHE 6 SIS ERERL * - R AMMBLEER A (extensive
lung fibrosis ; A i & % fibrosis >30% of lung volume on HRCT or >10% fibrosis with an FVC
<70% predicted) - JEEMEBE - B > hBZERA—RIIEFZ HRCT #15 * -

MERERE » BLARLERREIEE R / M4 (non-inflammatory/fibrotic) » 40 : %4
ARELRE / BB BRI REVREF emphysema ; BLEREIEMEEXK (active inflammation) »
Blan - B &g %~ GGO ~ B E (L #45 & (parenchymal nodules » NDL) 1 & & 72 A 1 54 = Bl (mosaic
attenuation - MOS) ¥ - &2k FIAERTE B B &1L DT (automated textural analysis) Hl 1835238 & 3%
EBIBARF 2SR "
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& [RARRERE

BE— ~ AL AARENEREF - BE it E AR R E R 2 E R ?

ERMATBFZSEMTCRLKEFRBRET - BERKLERAHK CA-199 8 CA-125 BF5 LI
SEVSTRIE - B LABEEFAHRCT R UIP BIEAT - SEEASEEE RSN 2RIE
BIENZRE -

PF-ILD B—E1 iEEEEI CTD-ILD - REREMRIEZE - BERAESHAERBHRBERS
£, 1 CTD-ILD IR EHBIRE LA » 54 PF-ILD EHM CTD-ILD R RA ~ SLE - 1S1&B CAE(E
B BMAARE (MK / EANK ) SSc ¥ AEERA CTD 843 PF-ILD WRKEFE
BELK S ERISERREE - 372 « BAL s KL-6 EF 99, REH CTD X & B A ENRME
BT 540 : SLE-ILD RRARRIBEEATHRIRE - %5 anti-U1 RNP 152 *" - RA-ILD E BR B4
SHEEEEFRIR - BN (anti-citrullinated ab) » [MH#&E CXCL10 ~ MMP-1+ MMP-
7308195102 o fig 1% B8 FCUE & 2% 2 [ 88 5 carbohydrate antigen—153(CA-153) #1 carcinoembryonic
antigen(CEA)103 » R MR E Z% B anti-MDAS #1824 anti-synthetase antibody(PL-7 » PL—
125 KS» EJ » OJ » Ro52)*'% o 2 5 ME{LAE » BRHIE (limited type) B =G ILD - 8
AU (diffuse type) B7NHEH ILD » A SP-A ~ SP-D « Clara cell protein (CC16) ~ MMP-1 » MMP-
7~ CCL18 - CCL2 BE FF > BALAF CC16 ~ CCL18 ~ IL-6 ~ CCL2 tF > S HINIAEERIER | -
FAZERZEEE A (anti-RNPs) BEE%REHEE (anti-U1 > —U3 and —U11/U12 RNPs)®'® « 45 RIEF B /Y
EHZARECTD NEM At BHEREMMBMEEZ ILD - HI20 methotrexate(MTX) 1 anti—-TNFa
inhibitor'®'%%” « 75 PF—ILD i CTD ¥5t532 A PF-ILD B CTD T8 R 9= » SSc-ILD E AR FE KK
FEFRTER > M CA-199 F] CA-125 REE « UIP FET KRS “0'%¢ .




B—5 ERIERZERRIE

B—H ~EER

B_EN ERARRERE

F— TEER

e TR fibrosing ILD » FMEZEZHRAZEREI & (multidisciplinary discussion » MDD) 975 U HE
EH fibrosing ILD RIREA -

s HWETEAIPFIF > BEEFERMAHELCEDNINGE A CNERREFTENAMAECEE 4R
(known interstitial lung disease 'kF-ILD) BB A BRI =& A SEIBEERD 2 EIRAEE -

o ERAFMREAFMEMMME LR E MR (unknown interstitial lung disease » UF-ILD) » BIfEE
BREEEZMET) R EER e E R T HMEEE LN ER -

o AEECHEEARIFERD fibrosing ILD - 28718 B EHA BRI ARESR = m A R&
o ERMANERLIREE - thE2ELIHERREMNERERRBESERS PF-ILD » BRINEREE

(1) FVC 8 12 R 25 T 5-10% ;
(2) DLCO 382 12 A B 2 & TFF 15% ;
(3) HRCT RE& AR B LHIREZRRENER

o EHRALIREI=FERZR  ARTEREARLIREBE - FILEGEIS AN BHRGE B4
RAMIR LI =RERPNE—IE - ARLIREE LRSI - BERLFIBNEECEDRERE -

. EREEHEMSEERAERARS HIRME NS  FAREET MDD SRIAERHAR
AR EAREESNMGLEDAE (BE) -
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FFES MR A AR
2E 4B LAE
ZERE R
D(F”;u'ﬂil'iﬁ'p'ﬁ‘;%) B . % e
SR LR ftFﬁEmﬁT s SAEREAMEERRREERS || | | BWeE
P [ (kF-ILD) [ SR LR
1. 1121 AFVCFHE5-10%
[fﬁfﬂﬁlzkﬁf& [ HﬁinﬂtﬂH ) 2. 81218 BDLco FFE= 15% ERRL e
s (LRI RS 3. HRCTEE Réi LR RSN M ERE M
[ (UF-ILD) l EE%AE Fififs (PF-ILD) (R

[Ex]
Fms b AR R S R R 2 E

ST BRAFRRIE

FERE— « ¥5AA fibrosing ILD HIRA » {HEREEIZSEHEEA PF-ILD?

EEILD B A - Ramaefrest (idiopathic) 3R ZE M (secondary) » 4G 4H4E4ERWER...5& ) -
FERTESERAE ( FEENMELEY ) 2T » IRBATBRER ( ©5ENR ~ 1208 - E355 - &5
MEZHRE...F)AEERE (BEE2RERENEZRHEXN T ESEHE - BHIMSBEA LRIBE
1 ~ S MMINEE2 U FVC ~ DLCO ~ xotEE AR, .55 ) DSBS - 2RBMmAIFEE &£
ERIRTAEEMB(L 2 SEIBERER - MBFEBAZRERE PF-ILD AU2EMZHE 7 - LEHERA
BEETIRKEBAETE BESNERIEE PF-ILD : HTERF ~ GERD Z2HIRME « 152 ILD FFFiRE S
98 CT B EBRAREHE 2 B (ERE -~ VRMIEEEIERRKRE - KEBILREERRER (HEH2
BHELERA ) « EAKEIPEEZBHRE (#¥E CHPBA ) o ZRNEBERRTARTE
R PF-ILD » TERAFRUZ BRI > [T IPF B SSc-ILD 4 » R EERIRE sy Efth/RE B
2 fibrosing ILD » Hi#REZE PF-ILD - #RFIN_EHTAAE (YA R - TRRIAEEARRIB /AL o002t e



RIRE_ + & fibrosing ILD B9RARIBERIERF > BRT PF-ILD » AMfLERERIZZERREER ? HLtim
S B REIREIG B E I 2RER / RE » RIIGENE ISR kR 2

ZRBEMBLATENRRRAZE 2 EEY  SEBEFESHMEHER - IRMDD 2REBE
9 o ILD FERMNE—FIIARL P ABRREMUL 526 - W)X R2Enth PIRE S IEE R ~ BEWAREEL
WeREEHTEER / BEERMELE - A1 - —FIRZ2ES INSIP > ] BEE & &R A L IR A ER A
IV RESEENARE - URIBEMBESENBENERFA - MiE24A CTD-ILD ; JREE - —FHiRZEH
AR D AR E MR (unclassifiable interstitial lung disease > ulLD) & > E&@EE—F G EE -
WERAWAER T IET) R BERIBES ST - BRER LS IPF - @1R:2E < @)% - FRERIFIEE
AR ~ 1EHHIE

MIZENEEY % > 2 ABMEIETL  WMABREREEXIBHERD 2 EHRAE - BRE
CTD-ILD A » BRE RS BN RERMIEEAE ? HEASEMAMERNEHEESRY
ROIEEI 2 B0 - BAEIFE MR A ARE (idiopathic inflammatory myopathies » IIMs) 348 CTD
BHEBEMME / A ErmA - Ein ~ BENSZ HBAMINEEEZE » R T DA IMEREE e
{EMNB - TRAJAER CTD A Z LRI AE « BEEZWERABREANBRICER " - thih - FLRIAE
ZHEESMERIE MR (40 INSIP ~ COP ~ BIE%... %5 ) » MRS sy aBn s R I WE » &
RASTBEIESHE AR '? A CHPRA » SR EHEITFTAERR < BRRL ¥ UMK R
BERE " ? BEHMAEYSM (2 methotrexate (MTX) ~ amiodarone... 5 ) ¥ 5% 7 R & 14 B /
Fidis(t - AZZ2REYE2ZEETRGZEDARRE * 2 RAFRERERBINER(ECEE - 28
BHEEMHFRRELEAES - DEEESHECEMRBEEE (02)E B ~ 1z (hemoptysis)
e~ BR2EENTREA—N - EBOLE - K TR (subcutaneous emphysema) ~ A% B2 7K ESL AR
HHERER.. .5 ) WREBENZEHZEEEZE - IRBEHLEREESEEZHB 2R > AIZEBEIM
RIZERRR ZERIZHT > 40 © TIFIRIE RN (lower respiratory tract inflammation » LRTI)/ flisé
(pneumonia)( B T ¥ REMIT 2 TRIREE - BSREHEVABNBA - IR/ VOVEMME R )™« [k
(pneumothorax) &4 AE)ARIEZE (acute pulmonary embolism) ~ &2 M8 1 [T (diffuse alveolar
hemorrhage » DAH)...% » EABHELOME ( HIA0IHIEM (valvular) SEERITM (ischemic) OMENRE
NS ) BITERE ( FIanAHFEZE (pulmonary embolism » PE) ~ &l (asthma) 5 ) 2 WL HIRE M
SMERE o IESh > FFZ ILD( AR M RE M ) th 8B MR 1E (acute exacerbations » AE) »
AEEBYEISHER > BEthREpEsr— 7. BE  BYNHBSHEERTEEREM
MRIR - FILRANBE ( A HSRAFGARE S 2 5Y) ) MAF MR RARIE % - HRAH
TERLBERERIE - FREERE (NBEBZE 1-2 F ) » 3268 aiFEM PE™ « JE2ZE M
5 B (non-thromboembolic pulmonary hypertension) 1l ( LEA CTD 89%E A ) » 24 7 fhiEp a4
202 CHEOMER R ZARILHEZBIL. . FAE - 14 FSHRBERMBEMCREZ 4
f R R A I E A B o R 2, — W CTD thEE MR v 3AAM ™ > FLLERI2H S
thEFEEERE (i - MEE - HESREHMEER ) JIIAZE - 0T
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(xR+] MEEMEEEERZERZE RIERIEZE

1 REZEEMMRARIEZEE O

2 R ZEEEMEEIERE
OMELFE (ARAR IS ER I 1 O ~ RIS )
FERSR PR EHRAE (ANFHREZE - Wl )

3 Hu@MHmERBRILMSIEZER

TIFIRE R / Afisk

-

KL

=

3K

=M I2 M ENRIE 2=
IR E LA E
EYRRER St
10 piEfEsEtSHER (HERE - HERMIEEHMERER )

4
) R

6 B2 MR8 H I (diffuse alveolar hemorrhage » DAH)
.

8

9

AANEE RS ERENAREIZEEREREZNT R | (iFRFESEREFMERNE
R AEUSERAE - EMTHHEENSR /28 > FRRIEERERRE - flW - — T
IRFREYILD WA - [FIR AREAMRBAINBEERIGRF AR - SR - BiRinE X100k = B
2R IEENREBE RN X XRERIRIIRMAENRABENER - BU - #2
A CTD-ILD 9B A » REBEIERSHREMHBERRE ™ HRAFREZREL  SHAERS -
1Z M ~ (pulmonary hypertension » PH) B2 ORI HNEI F 8% - p1 LR D-dimer 1258 BEREE F
S > BIRIAZ B L HE CT MENARIES 8 T 1T (pulmonary arteriography » CTA) MSERI 2 H 34 PE -
FEMRE (X REBEHZENERMEME (BAL) IR  SMEIIA .5 ) » UWEEEE2H PF-
ILD - EAGMENREENERZE 2B " BRBHRANER - BE  BE%sE «  BHHETIFHSEM
Wi/ REZER  KBERZENEEFINS - BEHERTREEERA ( HRIINEE &R IFHIRE
ALEHF RV ) o A FHRMZIARTETR > ELMRFPTASZERENIIEFEEED T (WM KL-6 -
surfactant proteins ~ MMPs ~ 5 E(EE#B{EE F (chemokines)...Z& ) » MBI L ER 2FEE—#%
H B % 8 4 (single—nucleotide polymorphism & #8 SNP » 41 MUC5B ~ TOLLIP ~ TERT ~ TERC ~
FAMI13A ~ RTELT... 558K ) » ¥REFE ILD( 8235 IPF « 8(& CTD 1HEA R BNJEwERE ILDs...5 ) 2
HmEE - 228 - WEREE  WESCHBER ZMEEFEIEEARE  NNABEZENME
AZ SR, (BIE A YIIRIZ R B 0 BR BRI E) PF-ILD 28 - 218K REaBE T <IE - B
RIEARAER ™
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BRE= - BLERELESEEBBRENER > MRIBLEEENEE /8E > ATLAREIBAPIERI2H 2

(=+—]

B ZERRRIE

(HERARSE ~ fEA
HERERERE )

bl <]

AJREREMNE—SRE

%5 B35 8] VA0 R O 38 AiE
HA (BIGNNTnR 2
1%z B ) oo Bl (<30
X ) AlREEHERIE

+/- Rk

RfE

2385 (dullness) *

REREEAAR—ER

e & M Al =& 14 = 1E (acute
exacerbation-ILD » AE-ILD)

REAMERK (1232 RyRilHlE
BEBEAEIERF)

REAMERK (1232 RyRIHIE
BEB IR )

FAEMARERm (SEEE
FEBRRER 2 B MR )

EIEDLIREES
IFIRGE / FiaRAETE

FhENARIEZE

OAEM (B0~ ORIB -~ &

EEIHAR IO\ )

(FF2EM ) FEIIRSER
IFORGE / AiERAETE

REAMERDE (1232 RilHlE
BEBEAEIER)

IOVEIRRFER

ANREAER

FEI84% (chest x—ray (CXR) » HRCT)
BRI BT E  EAIAEYRRE 2 MBS IRER
BE - MRRHEE (procalcitonin. ..etc)
WERFIT R ERGE R mEELM (BAL) (F
ZREBAMZE )

e85 (CXR ~ HRCT) ~ FEIRGBIEE - |
AR EANAER 2 MBS IRRIEE MR RIEE
(procalcitonin...2 ) ~ IAEERS BAL ( EZERAM
2E)

REIFZ1% (CXR ~ HRCT) ~ MERENEMAT =458 -
BAL ~ ERIMINAEREAI « R EEFEATAEER L M
2B

M D-dimer * Electrocardiography (EKG)
ICMERBER ~ CT- MEi&ER? (angiography) ~ Al
37543 (lung perfusion scan)

HEIEA% (CXR ~ HRCT) » XRES

KEIE& (CXR ~ HRCT) ~ BISFBE K

M D-dimer ~ EKG ~ D\EBEK ~ CT- EiE
87~ BB e st

TERAMEEE ((OAEER « B-type natraretic
peptide (BNP)/NTproBNP) « EKG - (OMEBE K
DNEETOFRIE A ERERE

EKG + t8RAM R 1EZ (BNP/NTproBNP) « L\iE#3
R DB ORI EERRE

E18% (CXR « HRCT) ~ R &S
R IE TR - HAanEWER < B IRR
WE - MR (procalcitonin. . .etc) ~ hE
TS REENER BAL (EZERAMNSE )
HEIRZ% (CXR ~ HRCT) ~ EKG ~ (VB SR

METFAA& (CXR ~ HRCT) ~ BUEREBE IR ~ AIEEFER
THIRAFHRER +/— BOREY]) R SUBNRRRE RS R R SR




B 2R RIR

(tHRARE - FEMR N S ESHE
HH#HIR)

IR E4E)N ~ RERIN2EBHEIRE:
= (hyper-resonant) ~ F T

FE ~ BBRIEAAR—ER

ARBS/KAE ~ BAR ~ SRR
IHAAITIR (orthopnea) » BRI
(murmur ~ gallop) »

FRBS/KAE « BFR ~ SRFFARESR -

EBith N\ X

FHELE (prominent P2) ~ 2341

BSERTEER(SE HWELT. ..
F)

LSk - RAITECNEFTIEEEY)

\]

—+;

st

st - IREEBERIRIEAME

=

EBREE (HF / RIFPES
WE - EFR..F)

(EX0%E CTD B9mA ) 5US ~ Al
M~ BAERMEA / RECEIE

EAMEHA RIS ITIRERR
AE (W5 ~ FHPEZE / ffisAE )
HIRIFIRAEEE © IalS © 120~ 5%

bl

IDNRIBEE

f=BE(E

PR ERAETE ~ BB IERE
TRHHREREERS

ELYRRARTEIE / FhsE

A5 ILD 8 CTD #=H#R

(E3

BEABZBAFTER
BANR B8R -
BME ILD AL G2
1EMEESIERRE -
FIRERT R RN IS | e
BEVERER R R

AR5 CTD $ZHIAMEHE
R

FrEtHZ 18I IRE R
TRIEHIAER LTS
Bt

Epdedt (A= ed T e &9 PF-ILD 2iasti

KREIE% (CXR ~ HRCT) ~ SR8 E R

MERAMEEE (ONEZER  BNP/
NTproBNP) ~ EKG ~ (DB E K ~ ONEED
IDBERIE RS E

EKG -~ 18RAIM&RIEE (BNP/NTproBNP) ~ 1)
e ~ OEESOEAEMEREEE

FERt A / BUR ~ IRER% (CXR
HRCT) » RIKIEE E A SEMHERIEREREE
HE— SR AR E

FHmARIEEY)SE (40 :amiodarone
methotrexate * immune check point
inhibitors ~ biological agents *
methotrexate + cyclophosphamide...etc)

KT8 (CXR ~ HRCT) ~ CTD &R ME
BA1EAE (R CTD & » A ESR~ CK »
LDH  RF ~ ferritin ~ immunoglobulins...
etc)

BREIEZ% (CXR ~ HRCT) ~ MR mERERA -
DERFFITRERIEER BAL (FERER
INEIED)

CTD & a4 ERIEIE ({kARE CTD M
£ > W ESR ~ CK ~ LDH ~ RF ~ ferritin ~
immunoglobulins.. .etc)

ETE8: (CXR ~ HRCT) ~ FhTHAE ( B350
IREEEEAER ) - 1BRMRSEEE (IgE
EBRIEER... 5% )

ESR : erythrocyte sedimentation rate ; CK : creatine kinase ; LDH : Lactate Dehydrogenase ; RF : rheumatoid factor

Progressive Fibrosing-
Interstitial Lung Disease
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B—H ~EER

B EHMHECAERR < BB (SSc-ILD)

E=E HRIRFEX EE AR (RA-ILD)
SEPUEl Efth 454 4E BRI (CTDs)
SEhEN BENERNK (HP)

SB7\El 2EAIYETR (Sarcoidosis)

SBLE BT RMERE MR (INSIP)
SENE BEDEZBEE MM (uLD)

F—0 ZPEER

» BRIBAN CTD-ILD 18RIRYEHE - {258 SSc-ILD BLER ZHIFEHE D IKERIRAEE - Efth CTD-ILD (£
A/ N R KB PREUBREL EIR I 5T -

o HEAISSc-ILD & KA EEE S %% & &l (immunosuppressants) » 4 : cyclophosphamide
(CYC) ~ mycophenolate mofetil (MMF) ~ 4 # % 7| tocilizumab (Actemra®) # rituximab
(Mabthera®) LA K i #4{E 49 nintedanib (Ofev®) &4y » Er tocilizumab (Actemra®) » UK
nintedanib (Ofev®) 242 ZIZEE] FDA #EFERE - Bl nintedanib (Ofev®) BEVS & & i FEE & 1R
ol > m e EINGIRE RSB CYC BRIRGN -
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& Py - o 4 " & 0
£\ 2k B TN IO H Eap Progressive Fibrosing
plcaEdoiI4ui=gediitegl S PR-ILD 2iatil [t

* INBUILD itBa% 55 = HRER ARG - N8R T35 % PF-ILD MR D R - B8 HP - BREER&1EHM
BR3¢ (autoimmune ILDs » 8 & RA-ILD ~ SSc-ILD ~ mixed CTD-ILD %5 ) -~ idiopathic NSIP
AR ulLD o ¥R &BEREEE DT > nintedanib #ERAEERN EHER4H A I RUMIRAR FVC RiE -
IlEZE I FDA B 481/ nintedanib 89 PF-ILD FBFENE - % BRI —7A PF-ILD BIEERI AL EEY) ;
MM B R ( AR 2021 F12 A ) ABRBREARGN -

e RELIEFiBERA&% —HARRARAER - iR T 83 CTD-ILD - fibrotic NSIP ~ CHP A & asbestos-
induced lung fibrosis £ PF-ILD BYZR D $E1%ER*  LEatBR ¥ PF-ILD FE & E INBUILD SR -
ZEPRANERE DT A] 251R pirfenidone HHE N RAATTIA B BURAE FVC RiR - (BAGBHNIE
REXNIEIRELILAER - MELWMARINR BRI B ERERE IR RIET DT

s AR EREHAEEN™S PF-ILD €50 ulLD B ARSE —BiERREET - pirfenidone 1BERA
HWIRAAETEBREZL (24 BEEABERMMEEFTER ) FVC ILMAFEER] » MEXREZBE (24
BrERERTOBMINEEFTENR ) TEEHBRMN FVC ZREE - BFEMNEMEEE R
PF-ILD M9E &5 INBUILD AR B EE BRI ARER -

*  FFARE PF-ILD R MR AR B K B R SRR B @ N &/ EisFatt -

B8 ZBECERRZEEENS (SSC-ILD)

& FEIERASEA

TEMAMEERE (diffuse parenchymal lung diseases) B2 Zi&RIE » HER ~ BRIRFRIR ~ &7
GELFLFER LD BEKAE S MHE{LIE (systemic sclerosis » SSc) BERTEMIERE » =D —
MEESEAMEMEEMIET - MEBUNAKERERARBERNEREZREN LD RILZERE » ELRH
BRI BNAS P B A B M INAE Bt AT BB A O - BARKREY BN R BT EY & E -
IR T A B Y HEG R EBATIERE - AEIEREEN 4 SSc-ILD BRRAELEEY)  (FRFHE ~ I
R B3 2 B FA SR o

R — T



25
B EUSTAR cohort
20 B Diffuse SSc
° M Limited SSc
o)
i)
S 15 -
o
o
10
0 T
& 2 S &P & &
& F cé‘" o@@\ eo \o«° ° \o*\ & o
& %0 Q (\'b
O A O A Q@
\/\) QQ’ %\So Q®
o o
B 35

311

B EUSTAR cohort (n=1072)
M Death certificates (n=2719)

Percentage

131

[E7<]

(AEUSTAR FiBERA MK BIRMBEE 1 EERFA N (FBEIE ) FER °

(BJEUSTAR BAFET BB ARIZEELLE - LRIMIFEC B EERER ©

EUSTAR: BUMRE REFNRRZEAR ;PAH: FEIARSEE ; SSc: RARIERERE ©

(Seibold JR, et al. Ann Rheum Dis 2020;79:1478—1484. doi:10.1136/annrheumdis—2020-217331)
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L\ B A 34 H ap Progressive Fibrosing
mﬁﬁmm‘kﬁgﬁmﬁ == PF-ILD 2754 Interstitial Lung Disease

IRE— - (i sZFaa % 2

55 SSc D IRIRZAET H R HRCT sL2MERt) 1B A & Hims b <M A ERIRESIAR -
—1[E 826 fiI SSc-ILD ERHERT » 27% MATE 12 8 BiEHt ILD BIHFELERE - FILER FVC T
BETAETEMBERBNEE © - BEIb SSc WAL E RIS S HAITIREERE - TUEE
FINAELAR HRCT @& 2REHE R B E A SSc-ILD » AMEEFIBRATEVIZE SSc Bt 5 HRCT
R E RS HRCT B R HASEIR SSc-ILD - BRIRBEERTARGREM TR - RILHEEERE
B AIBIRE - MINAEMERAEE HERIBAR - & SSc MARILUEHAEH -

BIRE « i REEYIRVEE > BEZHREY ?

B A% D RERRL RS E A RN EY) A cyclophosphamide (CYC) ~ mycophenolate mofetil
(MMF) » A3 tocilizumab F1 RTX I K348 4154 nintedanib (Ofev®) o AR & & B4R B R

TLES N\YTD
ALBRAR o

(—) CYC & MMF

2006 £F Scleroderma Lung Study (SLS) #£5f O Ak CYC J& & SSc-ILD MR » INEm A &G
FEAER (diffuse) 3 28R AL (limited) A9 SSc 4 BAL B =48 X (active alveolitis) 2315,
HRCT B GGO HH FVC Fas{E %A 45-85% - HEFR N RI&HEZE %A DLCO FEERIE <30% ~ ¥/~ ME B
HES - FEEERE - EEEYPAER PH - prednisone & H{EM#B8 10mg - FcAl{ERBREIUEN
OfR CYC H 2= @M R A _EREFIRES] CYC ~ MR ERIAB ERZ B RZRENEY) (disease—modifying
medications » DMARDs) * #5527 158 ifm A - EIRIFZEHO R 1-2mg/kg CYC JAEHRIE
R RIEIEESE 12 AR AEENTFIHEFVC 27 2.53% (95% Cl 0.28-4.79 ; p<0.03) » FRitb 2 4h
I~ REEEMREERENAE —ERENRS » A DLCO MEMARB Rt LREEER 135
ESLS XM Rt ER CYC AL L TAIBBE R AS MM - BEHN GCO UK tEERERE
(honeycomb cysts) M4H 7 Il FEEZE =2 136 - Z—1@ SLS R oM EE~—Fta HRCT B E
RO4EARIS T (reticular infiltrates) MR B BRERIR B RIRE IR CYC REELT ™ -

Rachel K. Hoyles 5 A 25 &R 7E 2006 FH— R HR T FF KT ST CYC ¥R SSc-ILD B FEH o kiR
PReBR - WERIEH 5 18-75 mm BN A2 B HE(DEZE HE B HRCT SiMERY) R & B 2 A4l 4
EBA o INEHRIE M &SRR BB 3 18 B #9 azathioprine (AZA) 3 CYC 34 ~ SLRIESBBA
=B B HSE £ R IEREEE 2% (30mg prednisolone/day M ) sl 2INERI =B B1EZBE XK
10mg A EBIO AR prednisolone A& - ES I EMERE CYC A ¥ RA - HiILRF19 FVC FEx
{EEB#BHB 80% - AT SLS FFR I EMIR A T FVC F8:R1E8IA 68.1% ° AmBIESEEI £ O REE
fig (20mg QOD) M @& REMBE—XEFEIHES CYC (600mg/m? » FHHEIE 1050mg) » ZE(EH
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AZA (2.5 mg/kg/day » & AEIE 200 mg/day) E1EAERTAE - SRERBAICERHBARENFES
ER$512 (primary endpoint) thih 2 FVC UK DLCO fBR BN ERiEMET FBEZR (P=0.08) » (B2
IBEIA FVC HEAEEE (RFELS ) - mMiER FVC FE:R1ERIA 4.19% BIZH (95% Cl 0.57- 8.95 ;
p = 0.08) %~ 2016 FEEBNE R MELEE (European League Against Rheumatism (EULAR)) 35&AY
SSc KA RS [t AR IE AT E M B ER AR BR4E BRIE CYC M A AEERS| - ' 24T CYC RS2 AN RLZ »
SHEHH (myelosuppression) » ERREZIS (gonadal failure) H MMHEAE LK (hemorrhagic cystitis) #4&
1$13 CYC TR _LFRSZEIRRS] o

R CYCHEIER » FiBREYth =BT - 2016 SLS-II #5EEEIRE H O RM KX MMF
1500mg 2 FE[ORR CYC 2mg/kg/day 12 {E B & XL RIAEIMEEL - MMF IR CYC BHEIMATERL » &7
IMBEZE I E SSc-ILD 24 {E B FVC 8:%1& » 1B MMF 8% CYC BEERIMISE 0 -

(=) Tocilizumab

£ 2020 FEHH IL-6 ZEERAEY R tocilizumab £ SSc RIBEIE D fER RN ER T » BRIATFSRYE
EARIERHNEENNES2AEIMRT LNESER - BRERXEARISERET tocilizumab B )
WE FVCY - BEETEMNE » thiBkaiE Mt ILD AEE R ERISIEA SSc—ILD BERES - IEIARIR
FeEt EERHE R EEENE » PTMAKRENRAKRZ ILD #EE&EEH - HFE FVC (SD) ¥ iR4A
Az tocilizumab #8%3 Bl1% 83.9 (15.0) 1 80.3 (14.4) - DLCO BII% 76.8 (18.6) f1 74.4 (19.2) » INZ
RAESE 2N FhIREs Bt EEE M - 1 quantitative interstitial lung disease—whole lung 718848
LA tocilizumab #8954 14.1 MK 16.9' - R E AT SSc-ILD HEIEETH D » R R LT
FAREARIETERERAFEEE - 6 FDA BAlth 24 tocilizumab A2KIEHE SSc-ILD -

( =) Nintedanib

Nintedanib (Ofev®) 2—7#& tyrosine kinase inhibitor » AT LA R I RAMR - 75 2019
BERTEMEREBEFNBEIE Y IRE ST (SENSCIS trial) #1 » ISARE A& ATFE SSc 2k 2 k&
I HEI12EBABRESZ HRCT B HE/DE#BIE 10% Wit - FVC ¥85218 40% M £ H DlLco
FEER{E 30~89% - BRI EMEREBEWRAUW RS RIRA 10mg AR prednisone S @ B2 E &
F3 MMF 8 MTX @387 8 B 2 T IAMAIR SR - R EZHRFEAITIEHER (BB 15 FEBEL
BR ) ~ Ccr < 30ml/min ~ E—# A HIERE (forced expiratory volume in one second » FEV; )/FVC
<07 - BEPH  WEFIAWEFEASTKBBE 10mg prednisone ~ I ZE B /\i81E FB 1@ azathioprine
(AZA) ~ hydroxychloroquine (HCQ) ~ colchicine ~ D—penicillamine 8§ sulfasalazine 2247 « X2 /i
7N E B {E i CYC - rituximab  tocilizumab - abatacept * leflunomide ~ tacrolimus  tofacitinib
cyclosporine A (CsA) 3§, potassium para—aminobenzoate » i R4S R ZIREE 52 FIESEHM
R 150mg nintedanib tE#E = R A 4H BT AB AR 2> adjusted FVC T (-52.4ml/ £ vs. —-93.3ml/
T MAAER 41.0ml/ & 5 95% Cl 2.9 — 79.0; p=0.04)" o AT A AR E i ER IS IERE R EI R L
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mﬁﬁmm‘kﬁgﬁmﬁ == PF-ILD 2754 Interstitial Lung Disease

& modified Rodnan skin score (mRSS) ( M4EZHRI —0.21; 95% Cl — 0.94 — 0.53 p=0.58) MUKEE
BIaIERA % (the St. George's respiratory questionnaire » SGRQ)(1.69; 95% Cl — 0.73 - 4.12) »
nintedanib B RIHI4EEEI EEEEZ R - 2 nintedanib BIYERERD » M4BEIAECIEI1ER DA K B
EE/EA (serious adverse event) 19181 = Nintedanib HEZ BB EE ZEEE (75.7% vs 31.6%) >
/08 (31.6% vs 13.5%) LA NN (24.7% vs 10.4%) F&ITER -

FAREER T ERFRNE - —IEETE SENSCIS tRRETHRDTET » BRDUSBEITER
AAEMEITHY nintedanib BIEFE I RERR DRI - 1BEE SRR DR RIS EE RN AE 1Y)
tEfl - MEREE BB EMINEEREERRBELE - BIRMAREBRMEREBNAEREP
MR ERBENESED °

BAIAERIRE nintedanib 7£ SSc-ILD MERRES : BWABRE (1). KHRRRETIEAE
i22 SSc (2). HRCT & A & MBI R B A5 B BB fEp 4k £ B i@ #ERILE D 10% FhEF -
R EEEM MR 2268 (3). MEAR R RERZEREMEZ%A SSc-ILD » BRAR FVC = 40%
B DLCO &¥a(EZ 30-89% - fRWEABRLERA 2 HERAEN (IFREH - IH3ZHE )
(4). £ CYC 5 AZA S MVF 6 B A RS AIMZEIERABEEN  FEM LBEESREERER
Bie]{EA - BEESTFEMNE - Bl AZARBRREESEBFEA A UNE SSc-ILD » MMF E 2R EFERE
WEBE > T CYC BRZMEIER » FULERRERMAUTEEREE nintedanib TESRIEY)EE F EERE
mABRARU KRBT » RABRONIRITERREBRAR » RIEMBHIELZIAEK (shared decision
making » SDM) F9IE/R °

(M) Z=mY)S P88 : Nintedanib + MMF

BrifRARABAZAE—BEFEH » RWOSHEMEY) - RA nintedanib WERRART B S HE
FA MMF - SENSCIS trial 53 H 48.4% & BB EHER MMF > B FEFRIRDFTHAER MMF 2
EEGEEMEER » 7£ 2021 & SENSCIS trial RO P A RIERAD A EBFEHR MMF ZLE
RER - #5REIR 288 i{F A nintedanib K& » B 139 i (48%) —BAIABER MMF - M¥HE4E 288
AL%m AthA 140 i (49%) HmE—BAEE R MMF > 4R F15 MMF B E| 2 5% 2000mg © &
A MMF & B & #H{E /A nintedanib » %1815 FVC TB§ 40.2mL/ & » MAR{EH nintedanib Bl T~
66.5mL/ F ( MABEZEHR 26.3/ & » 95% Cl-27.9-80.6) - B BIFKER MMF 4851 > € nintedanib
% FVC T B 63.9mL/ & » 1M A 1€ A nintedanib Bl F k& 119.3mL/ & ( £ & 55.4mL » 95% Cl
2.3-108.5) - #at £ nintedanib TEABERR L A EZE] MMF 822 (p=0.45 for treatment-by—time—
by subgroup interaction) » {BIEHE MMF B EEABER - EREHREEKEZEX (Modified Rankin
Scale Score » mRSS) BAK SGRQ #tat LRSS R MMF 522 - BREIER A | - A MMF il 1
IEIWER AR BERERITER - ELE nintedanib A MMF I $ 7R SSc-ILD 2% E BB A EIEE »
BINEESHERRAREEE -
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BRE= - EMAHERRERNE  EREMBEYIEEGER ?

AYPEIE| RTX FE— LA/ B ER PR B L BB R BB B - TE—RIMEVIZEC URAR 60 fiL SSc—ILD Y
RABEE D REEFRAA ST - RTX 4HBITESE 0 RUAKEE 15 K% 1000mg RTX ABARN SN EESE
FRSEES CYC 500 mg/m’ 48L155 24 B34 8 CYC 4Bl » f£5 /N E B RS » RTX( F15 FVC F8:%1854
11t 61.30% [SD-11.28] | 67.52% [13.59]) LE#E CYC 487! ( 19 FVC FE:R{EIA BRI 59.25%
[12.96]1 % 58.06 [11.23]) BEEZ ERE B Rt LEEEZ=R (p=0.003) - FEHE RTXECYCHE
ZH mRSS RES BHE#T EER (p=0.001) - &1 RTX BER CYC HBE/DIIEIER ' -

FE20NERMOMUBMANE _BHERABRTERNESIFESERR BRSNS ABRZE
(autologous non-myeloablative haemopoietic stem—cell transplantation) tE#EiE=2 &8 B —RHE R
FAOESY 1.0g/m® CYC E—FEAEKSZ FVC MK mRSS #4 » B#tst FERBEER » AM DLCO
SRRNYBARNERT FBEEZR ™ - 2014 FA/Y5E ZH Autologous Stem Cell Transplantation
International Scleroderma (ASTIS) BRIRFFFEULAN T 156 i@ A » EIRBIBEHALLERERES—R CYC
750 mg/m?/month 12 REG)EE - BEEBRZH mRSS (-19.9 vs -8.8) » FVC (6.3% vs —2.8%)
FITLC (5.1% vs -1.3%) &R - BEAMRT LREEZER > A DLCO AIIMEEZEE 145 - 2018 1Y
FHIBEERIR T BRRE M MAETBIETE 75 AR AR » BB ERELLIEES CYC (F—1E
A 500 mg/m* > #A%& 11 {8 B #) 750mg/m?) Ja % » 1£5 54 A B A BSMNTFEE (79% vs 50%
p=0.002) - KR EZLEWM4E FVC > BUFBEAERSLERN FVCEBEMLES - B FVCHH
FASIER ] B4 - AN ERBEBRRAA S ZNRREAEREE  RItEZZMERBRED
151 MBS 2RI ARIRET -

BN « TR EELZEMER > EEBRAAEEARE ?

MERBARATHEBERNMMS > SSc-ILD B E IR T EZ K B = I 89 diffuse cutaneous
scleroderma f5 &£ *° » MR EE(CRIET 2BEAEYERLEENED - RtEMSEABEA[E
FEARK - BREIFAMNIAE SSc-ILD FIZE4 k& T nintedanib LA tocilizumab ¥ 73 57 8 %0 SR 81 B PR a2t
RS IFHIREIRSN - BB CYC ~ MMF ~ RTX EE 2 BRI I AR AZ mRSS - B AR
RIAITHREBERME » SSc-ILD ME HIREREIZ K ERILH diffuse cutaneous scleroderma 5 & >
MmRAR EE BT EEREYRARERNER  AEMERAERAERAK - BRIANAGE
SSc-ILD FYZEHIBR T nintedanib I K tocilizumab ¥53 K7 BRI R EER R R ST IFROEEIE SN » Efth
#1490 CYC ~ MMF ~ RTX B £ 2 B #2181 ] AERF I E mRSS -

BRI FRERR ERBRECRTE « EME@ECINSEER - TEY SSc-ILD #REBFE
REERENEEZRBEEANNEERLIOR - INEZREERARZER - BN SSc-ILD HEEE1T
/e

EITREEE




igcdediit: A =i d o &% PF-ILD it [bchtyisbeln

BRER - EEAMNEYIEEERKREERST 2

B A B& PR 52 52 48 1 (clinicaltrials.gov) IEFEE TR R EE B 55 —F1 —HARY ACE-1334 (31
TGF-beta 1#] 3)(NCT04948554) » 58 —HARY ixazomib (proteasome inhibitor)(NCT04837131) ° 3
— 4 #E LY pirfenidone fE5CRIAYEE —HBER PRALER R \ﬁkﬁﬁﬁﬁlﬁﬁﬂﬁxﬁ B EEREE
¥ > MEFER MMF LUK pirfenidone #9585 — HAERPREUBRBITEESTH (NCT03221257) 7 »

—IRFFE B B EFEER TR EEROFTEMR  RERIE IL-4/IL-13 ERkHES romilkimab
REBHEZHZ S MELERBNE ZHRKRMFRER - 72358 romilkimab 48 48 i ~ #8848 49
USSR ENE _BARRED > RTIEEREMINEE VD ENZHAEENF DK BB primary
endpoint » BAFBIKIE » HBERN placebo > romilkimab B 12 BRI A B I E FVC/DLCO £ /i
AE2H (FVC EHELEERIRR ) hAllEREE IL-4/IL13 BZ R LA RRABNEMIR:
thymus and activation-regulated chemokine (TARC) B9B RGNS o #2AE ERMINAEIRE R IE(E
12 Bz X0 ( REE(CESAIEE ) - (BZEMAECEN T S HELERERBER
B9ET 12 B2 A ~ BMEHA REIIEEEY) CYC/MMF th 8 B # RN HI i INAEAI 1L » romilkimab Bl A]
AEm TR B FENE B BT EM A LY E WA A ERMINAE - FEULL romilkimab &k EFAME(EEN AR
BEREBERREBEZRERNLE -

AFVC
Week

Baseline 4 8 12 16 20 24
100 1 1 1 1 1 1 1

—m— Romilkimab 200 mg QWV (n=48)
—@— Placebo OW (n=49)

a1
o
1

40 (n=46) LS mean (SE) difference 70 (60)
95% Cl -40 to 190
p=0.10

-10 (n=47)

LS mean (SE) change in
FVC (ml) from baseline in week 24
I
o
o) o
1 1

-80 (n=47)

-100-




B DLCO

Week
Baseline 4 8 12 16 20 24
< 0.3 1 1 1 1 1 1 1
AN 8
X
.9 —8— Romilkimab 200 mg QWV (n=48)
=2 027 _e Placebo OW (n=49)
£o
oS 014
23 0.04 (n=46) LS mean (SE) difference 0.15 (0.14)
88 95% Cl -0.12 to 0.42
S'e 04 p=0.14
o &
== -01 -0.12 (n=47)
ol
o
Eg 02
QE T
S -0.21 (n=46)
E ~0.3- -0.27 (n=46)
C HAQ-DI
Week
Baseline 4 8 12 16 20 24
< 0'2 L L L L L L ]
N
3 —m— Romilkimab 200 mg QW (n=48)
c 3 —@— Placebo OW (n=49)
5 E 014
[0]
=
83 0.02 (n=48)
G @ LS mean (SE) difference 0.03 (0.11)
mEe] 0- -0.02 (n=47) 95% CI -0.19 to 0.24
@ g -0.05 (n=47) p=0.40
§ -; -0.02 (n=48) ~0.0 (n=47)
Es _o1d
28 -0.08 (n=48)
o —0.12 (n=48)
S 015 (n=47)
< 024

[E+]

F3 romilkimab EAREAEEEN ITT ABEH (A) FVC (mL) ~ (B) DLCO M (C) HAQ-DI ¢t E4REIZE 24 3BAYFI9EE - DLCO » —HEALHUBAHES ;
FVC - APAhES ; HAQ- DI » (EFEAHARS - R8s T Ba%E; LS s/ FA%E: QW 88— -




pidcde i I[AD el &0 PF-ILD i2iasti ik

A TARC
50

d
£ o 0+ 11.86 (n=46)
o<
gQ
23 ~21.67 (n=45)
G
;LH £ 50+ LS mean (SE) difference ~115.56
=2 95% Cl —216.87 to ~14.26
S 5 p=0.0258
[OIN7]
ES _100-
s _
| g -100.30 (n=46)

£ —— Romilkimab 200 mg QWV (n=48)

—@— Placebo OW (n=49)
~150 - -138.20 (n=45)
R 1 1 1 1 1 1 1
Baseline 4 8 12 16 20 24
Week

B Periostin

10+

a

S~
c?
T 04 341 (n=43)
D5
ch
Lo
5 -56.22 (n=45)
=0
% e  -104
~0 LS mean (SE) difference —16.92
§ £ 95% Cl -35.19 t0 1.35
£ % ~14.80 (n=46) p=0.07
[7p o] 20
"5

& —— Romilkimab 200 mg QWV (n=48)

—8— Placebo OW (n=49)
30 -27.99 (n=45)
R 1 1 1 1 1 1 1
Baseline 4 8 12 16 20 24
Week

[EN]

FA romilkimab AL REEARER ITT ABEH (A) FVC (mL) ~ (B) DLCO #1 (C) HAQ-DI #E AR5 24 BrIF9E(E - DLCO » —F(LhxiEIENES ; (£
romilkimab EREEEENBETR (A) TARC  (B) BRERMELRRIE 24 BOTFHEE - LS /NERE; QW 88— ; TARC : MRRFE(CREE
1EEF (CCL17) »

(Allanore Y, et al. Ann Rheum Dis 2020;79:1600—1607. doi:10.1136/annrheumdis—2020-218447 )




S=Hf FEBRREME MR (RA-ILD)

& KHEIERAERIA

FRELRERIETK (rheumatoid arthritis » RA) 12 IHEREMEE R IEREEI AR RILER - TEZEE
RoRRGREXNSGKREE > AR ERRENETEREE b BRBFEKXSRKE RA BE - #HURES
FTERRBE > ERAHEZSEMIBEANARZREZG SRR -

RARBLIRMEFEENHKEEEREER - ERUAZLIRMEBEMARHERE RA-ILD &
B RIE - BRE -~ IS M BEEA A AEIRRE - LD BEMNMEERRENS EMEE RARESL

10% > WARKS - * MERFEEIERE  ESHERBSRIESE P ABEEVEER &
ZRENERESEREREEEEA - MEELEME/NY - 20,108RA FRLIRMEMRENES HEHEE
2R BERIASLIBMIBHEEMARHEER RA-ILDHRE - (RIE ~ hiE - MEMEEFH T ALIR
mE > ILD REBHNME SRBEGE RMRE RAREPRLN10% » TAZKS - MEHFEEIERE
EoHERESRIESE R SRENEER EZESMERSEMERZEEAN - bt
BN

BEME RA-ILD HEIRFHE - HRAREBNIDESHREAEZERE - TS HEVMRBIBREZE
FRF 16 UL~ BRRET RA BN —EERERERHEENIETRETIRNER - KEFZERE
BRERBRIMRIEL - BENZH ILD & RA HRBEIERE - RA-ILD B RIEHEZENTER
FEIETRZHIR RA REEH 2-10 BRI - MEAERA BB EREEREN 2004 to 2016 FfE
RA-ILD B34 R AR E - ' BRIER RA-ILD IR - HRAREBNINEARBRKEE -
ESHAMREBCEZERE 15 ML~ BRER RA BN —EERERRBERNIEERETOE
MER - REAZREREZEENEOMRDIEL - HERNKEA ILD (EH1E RA HRBEBIEE - RA-
ILD 7 EBAEEZ RN T ERNEREIET R ZHER RA IREEAY 2-10 (ZRE - M EEEAHAREZ LR
JAERY 2004 to 2016 8 RA-ILD B4 2R B KRR -

S—IBREBEE HRCT 215 LHIRIR - RA-ILD BiEAth CTD-ILD ~ 41 SSc—-ILD ~ Dermatomyositis—
ILD ~ MCTD-ILD R[E » RIEZIEFEZM UIP BIAER 2R - ' fH UIP BIAER) RA-ILD BEA®R
NSIP BURE B RITHITEE - © KREHZRE - 5% UIP BUARH) RA-ILD FE=FIET R AJ3EL) 50% »
ERER—RN IPFRERR - EEBHMTFZE4ERE - LHEBEM RARERZE RA-ILD i DLCO
ERE « IR RA-ILD A ~ HEB BEXRHEEEEIIA RA-ILD SREBEZRES TR - 2

RAJIEA0E - BATIERSTAIA RA-ILD S EE R 2 a0 IRER R BRRZE B R » TIIRIRE

VAR ELAR 5T I B X TUAREC (open-labeled) FiFE4ERAE - & RA-ILD ¥ RARBNSEE M -
ZiR KA ARIRE REEHE D IRER R BRAVELT
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HhB—IEZ OB B RE RAJBEEYthAIAES |25 ILD - BRI R &E RA JAEIES A
ROBERAT - EEEDUED RA R RO MEIETFRA methotrexate (MTX) » 7£ 1970 A HEIEL
BRIBEA RA BB MBIRERRMES|IEIAERERIE AR Hypersensitivity pneumonitis
(HP) » 2™ TRAI RA KA B ERB £ V) BUEA BB tH AORBFZIRFE R F 54U (TNF inhibitor, TNFi) -
BEIMRBEMMERSHESIE LD ER - AN RIETIEY - HE5 RA-ILD R E(E
FB TNFi (BRIREBRTC PIREREFBE R LLR R ) » :BARIAER 15.5% WEFTAELIR ILD BACayRRE -
LEUNEEST RA-ILD (O3S » MR EELHERAEENERRTE > HES—EHE -

BEfER LER L - ST ME R E S DMARDs A P 8E5| 2 ILD E1E:#RE - Bite RA-
ILD {5PIBER RA 2B M ZHREEXN—IEEZRERE - FULHFRRERERRE - a5 RA TR1E
EMNEEENEIARRRY RA R R » thIB/OFTE ILD AL DMARD E1T/aBANEIE » 28174 - i
HEEREGEEHAEESNER » BHEEMEESA /AN MTX FEEEMEST - LRZRARE
REET MTX FERE RA-ILD BEERIR AN - EERFHEERENRD - ERBHENERE - *

B2 MTX/TNFi 8155 E R BN A HER - ERTVEMTZ GRS - MINERE 0 EREFRET
HRCT & R EEKGTHR - BEIT % DMARDs BB INE o

AL 2 SMY RA ERIE M BRI E N ERRRER RARE - 118 RA-ILD WIRER » St THalEsL
(= 2EERERE M DMARDs (MTX > Leflunomide » TNFi) 9%"%° » sp& i@t E i S @R « &
Z A8 RA-ILD A DMARDs @l abatacept - tocilizumab 8§ rituximab th 2R A EHBNRREE -

108,149

#8~ » DMARDs 5|#ERY ILD B—IEBERER - REIER ~ BYEN - ZHEEER26E - HEEM
[z IR ZR KA R > DMARDs—induced ILD X gE:% RAJREIER » AEEA TRERNER RE
RA/ILD #7331t ~ MEEE IR

& [RKRRERE

IRE— - (Eir sz FYaa R ?

HHETEIEIRZ RA-ILD A A - —RR M S LARBINAEIR E E HAIEHE » $HHIERIR - FhIhEESU & IR E
BABERZEA - BIEILEIBIATARE *° « UTIRIRIEEIRNE . aREY R D AN EICARET
B EaBmmERDERA

R — T



BIRE_  EREYRERE » REZHAEY ?

2T EARE MBI RA-ILD » E—GARENHELBERESHREIGIZEY) 85
AZA ~ CsA~ CYC #EER MTX th7EZ & 251 ™ o B MTX B HP £ pulmonary fibrosis R » T8
AR R B EEREIERR D Z MMF &HEBEREAE °° ° Hydroxychloroquine (HCQ) E285AHEEL TR
HBIEIE RA-ILD MORMBEERSEMSRIRARE -

BRE= - EMAHEBRRENE  EREMBEYEEGERS ?

B LB —4AENRENME » O EREMRFEREYREAE RA-ILD » B13F abatacept (APRIL)
tofacitinib (PULMORA) * RTX + MMF (EVER-ILD) & RTX (RITUX-IP) £ randomized controlled trial
(RCT) BRMDFEESTH ©

o IEENIAME
(—) MMF Ei RTX

IRAR RA-ILD JAEMNREE Z R B/ RERREIAMR T - — 1 RBRBENAT - UER 700 (IE
F3 RTX AR RARA - HA 56 i1 RA-ILD » FVC HIR{EEE 2 2 (median relative change)
H RTX SAERI —2.4% #EH RAEER +1.2% (p=0.025) » DLCO thif RTX AR —-4.4% &S
Z +1.3% (p=0.045) - {FF RTX A& %EH 52% # RA-ILD B ARINAEREE » 16% B9 RA-ILD fEAff
THAEHE S » 32% B9 RA-ILD i BAHINAEE1L » 16%RA-ILD R E ILD 1HEERERIET *° - BZ—1H
REEFZHORE 25 FHHE » IR 290 {iZ RA-ILD EA » DR A ILD ERMFETEE
XIRIE 20 FEYVABNED - (FEIETNFRPAIEE 63 IERE 78 5% » B4/ DMARDs ¥7E
TXRBFE > BIMER RTXH MMF A ILD 2R A - FETRIIEE EBRES MR (RR: 0.52 (95%
Cl 0.1-2.1) vs RR: 0.65 (95% Cl 0.2-2) » 282320, (S MMF 8] RTX Ja% RA-ILD 9B A - E7F
SERSRIR(ER anti-TNF S ABENRAAE ™ o

( — ) abatacept £ tocilizumab

H—HREAMTOMAR > E—F D7 ILD BEWERETF - FHIRRHR (odd ratio » OR: 6.9;
95% CI1.38 & 4.90) B4R RS R EMIE M (DAS28) 1512818 (OR: 1.97 ; 95% CI1.01 £ 3.86) &
10 ILD BAEaEME - 2—AHE » 1§/ abatacept » tocilizumab B2 RTX 384 RA-ILD » &3 ILD E1k
ERE B (OR: 0.10 ; 95% CI 0.02 & 0.69)" - E1EMFTIHEE RA-ILD A BUEIA R - BIiEIEIE
anti-TNF B9%E4)) - B13F abatacept  tocilizumab &1 RTX » WEEFEAF » LUGD ILD (LA E °

o MAMLIARE

INBUILD #tBgUREE=FEIRHR51 85 2 PF-ILD - LEER nintedanib 150 mg BID (twice daily) 3 & &I A
AR 52 B2 B FVC TRZE - INRIRA S FVC 1BE = 10% » o FVC 0¥ T F&iE 5% (8
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RE)10% BEHIFIREREARS HRCT EZ /D 10% BEFERY UIP Sy Efth S8 RUp 4 4L/ kL > FVC B /D
E¥ERIME 45% bAoA > UK DLCO 7£ 30% Z 80% ~ fERIEE - 45 R 2518 nintedanib A9 FVC T E&IE
&% 80.8 ml/year » HHENZRIEI4H 2 FVC T 187.8 mi/year » ME 2 =8% 107.0 ml/year (95%
Cl 65.4 £148.5 »p<0.001) -$4F UIPBUAE 7 ILD > nintedanib B L REI AN ZEEF 5% 128.2 ml (95%
Cl 70.8 £ 185.6 » p<0.001) - F8E nintedanib BB INF PF-ILD11 - B EFEMZE » 7£ INBUILD &
52 663 A=A EET > B 170 fiL (26%) BBEEEZESIREZ ILD( ZAF 89 fi RA-ILD) » f$F nintedanib
AR ZREIHE 2 FVC TEZERE 104 ml/year (95% Cl 21.1 & 186.9)"° » {FH nintedanib B &
BESE (B34 66.9%) ~ IR0 (28.9%) ~ IENT (18.4%) ~ BEEFES (12.3%) ~ RATIHAE EFEEI1ER -

EE K B 7 FDA BB 248338 nintedanib 7& PF-ILD @FESE - 824 INBUILD BRIt JEE P 1 &
RA-ILD %51 » 1B RA-ILD A EMEEH(CERTT S PF-ILD NER - T AE BB L5y -
BRENERITE RA TREE ZBEH DRI FEAREEE nintedanib £ RA-ILD Z &Y - #H#f RA-ILD f5 &
Bf& PF-ILD E&EZMA » nintedanib It A ERRGTER 2 ERBLHBEENIBERT » BRIK
BRI E 1B Bl B R BASRZEY I ER -

FISEPY - RA-ILD BREEAHEI » RIPAEREFR 2

AR NEREBENKLBEE ILD BB A > RA-ILD & A £ 22  FEfZ MTX » leflunomide %
B HP 3y PF BRI A RELE - BfiEEEME FMBIERRE 2 HihERE R RS EY
(DMARDs) » —EHREERER anti-TNF ZEY)5a%E RA-ILD —F 1% - mEBEZE -~ I ~ BEEENUR
RIS EAFTES » JRBAVFHINAEE(EA anti-TNF ZE4A08%E Tt 2IRIBE 159 - FER-EHRE MR
FEREVER non anti-TNF R A B RS2 R1E Y (biologic DMARDs » bDMARDs - 4l RTX)
A RA-ILD ZEE{EMA anti-TNF 2478 B RAVIEERR ° - 322 BRI R ER R ERA0EREE
PUIRB BRI EBER - #1¥ RA-ILD W EBEREELER non anti-TNF Z £ 2L HE| S AZ L EY
B RIE IS8 EEY) (targeted—synthetic DMARDSs » tsDMARDs) 14 % — & BB R e, 2 THE 5
JEE 0 1B anti-TNF ZY){A A 8 & RA-ILD 717 ZiEIE - BRREERTEEE bDMARDs 3§, tsDMARDs
2% EETHEWREBEBASISEESE LD NER - A& EoERE) 7 g -

BER - EEAMNEYEERKREERS 2

Pirfenidone B 1k & MM 4 CAYEHE - IR H B3 K (anti-TGFR1 ~ anti-IL-12p40 % ) »
MBBELERMEEEESHE  SHHE RA-ILDREM RCT (TRAILY) EEETY > REKRETE
(NCT02808871) « B—1@EER Rt Eata 8l Pirfenidone & & 1 254 (DMARD) Z38% CTD-ILD »
BRREZEENENY - 22 M - MRFER ILD BEE FHHE R B Bl EfEE1TH (NCT04928586) -
Tofacitinb & Hf MTX A B RA-ILD M BE N B 2 2 M E 5 (PULMORA) BRI EE IR E S H E
(NCT04311567) -
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SHMEF Hfth s 4H RIS (CTDs)

& KHEIERAERIA

o ZEXMANZK / RALX (polymyositis/dermatomyositis)

Bz AN (dermatomyositis » DMitis) E2% 25 M4 Jl,3% (polymyositis » PMitis) a4 AR R ~ 235
MRAENSE / ABRBRER S ~ &Fi&@%‘lLDEWE’JWHWﬁ?B HESHEHERXMERERRER  H
R LR BEESERERERE < RIREER -

R T 1EEHR BEED - DMIitis/PMitis EERARRE ~ BZRERIL - LER ILD BBALA - BREE -
HHRBRREHZ=ZER > PV D RABRERERES » EILEREY DMItis/PMitis—ILD J& &2
ETAE ~ =A]AER MDD @& ETima I ERSR -

DMitis/PMitis—ILD B8 AR - WA E T ILD ERB(CEE - fhEl B g bilin - REZ

BYSAERE=AEMRIE » ML RER 7 METREUN D ESITEMTMEET > B8

_Jﬁ A HEEEENAXRMEBEZLETE - LAHERMHEENENGEUNREE S
RIERIZTE - MIFEHERAEERTEAREM - ©'

Mm#&4T DMitis/PMitis-ILD 2 ILD BRI BE M K R B C BRI - B BBk B E A PF-ILD 22U A
BB K FVC TEEREES 7 » BINTRARRER myositisi specific Ab ALK / ZHRETH BigEe
AT AR HE - 20 Hh anti- Melanomadifferentiation—associatedgene-5 antibody (anti—
MDA-5 » 4 Anti-CADM-140) A& 2 & & 5 IR rapidly progressive ILD (RP-ILD) BHFRIEARR
EZRIREIBHAEIEREIET -

M & A anti—aminoacyl-tRNA synthetase antibody ( & anti-Jo1) i@ % #i #8 4 antisynthetase
syndrome (ARS) BIIEGFREERIEAN Scl-70 Ab positive SSc—ILD 3—#& PF-ILD o **77'%°
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[EF+] Myositisi specific Ab FZALK / ZARYFE BEHERELIHE ILD EfE

ILD [ % BieniEiEsE

= > RP-ILD ' anti-MDA-5 ( Bl HARBREES « ZERMH )
5 PF-ILD ' anti-aminoacyl-tRNA synthetase (ARS: anti—Jo1 » anti—PL7 ~ anti-PL12 + anti—EJ * anti—-OJ)
A > PF-ILD | anti-PM/Scl-75/100 » anti—-Kut

& anti-Mi2 » anti-SRP > Anti-TIF1- Y > Anti—-NXP2

& [RPRRERE

RH8E— - A RP-ILD EIRZ anti-MDA-5 DMitis-ILD & B pliEE

BARP-ILD % & 3R Z anti-MDA-5 DMitis-ILD B A B EZH A% - ESES0% 2 HEREEL
LD > &% RP-ILD BEHERE > BE 40% BALLEH 6 Z 2 BREREFTE ™ REFERAWTR
BRIMEASEZRATR » MREXRASFERER anti-MDAS fi AWFIE T RIS RERRIES
FHEAMK ZHA (76.6% vs 56.8% » p<0.001) ™ » FItE - R EN T A B AHE AT IR -

— B BARNZHOBIEEAIREER - 1 anti-MDAS B2 ILD - BRESHERSHEI =248
E B2 (1 mg/kg/day for 4 weeks Z & & EE = ) ~ tacrolimus ( ##F 10-12 ng/ml for 12-h trough
level) B2 IV CYC (500-1000 mg/m?® Q2W x 6 times) =1& % y&iH|%E4) - Bin_L M5 il 2 s
BERAE  HARNERSG TR E2EERE 2B RN EINGIEY - iR G T 2R RN
EI{BRFA M2 E #2417 (plasmapheresis) {EHE BB R HIRABE L - BIRFHEEAEIRERS 6 BA 2
BATEER (89% vs 33% > p<0.0001) » EEBEEMIRF (cytomegalovirus » CMV) FRIZR " - #f
HRRER 2 ILD - REAMRINER MR E RS HERERE -« (5:RBMBEEIHEMNE CYC =&E%R
EINHBEY) 2 A - BEHEEEN - EEM L RTX ~ MMF 8§ tofacitinib Z %24 » i{FF polymyxin
B hemoperfusion ~ MIFE ML F IV Ig B BIEASRIREIEL 5 £ AZA ~ MTX ~ leflunomide ~
infliximab BRI LABREIRIRER 2 ILD WABRE » ERINEERERER ™ -




R2E— - A non-RP-ILD FI8 7 DMitis-ILD (& aiEE

7 $E % BB 2 myositis—specific Ab @ anti-Jo1 & A9 ARA ~ (& anti-PM/Scl-75/100 >
anti-Ku & B 1E & 160 > R ILD EmHIGENEA > L H 2 M 88 2 7M A9 DMIitis/PMitis 1k 28 & BB BF > 5
[@ induction therapy B9 & 78 B ) 54 & & high dose corticosteroid ™™ « BT AE B 5 B S H O R
prednisolone 0.75—1 mg/kg ZEI£ » 2 & ERIFELIZE ] R EFERE - AR DRIVERKINZERE
> BAR N AR A S B B IRT 8 methylprednisolone (MTP) 500mg-1000mg & 4& = H AR E S &
AR hEMRNEOESHOREEEERZERBHEFHE - " IBARENFEEEIH&LE
fBEI PR M o AR 2 2 DMIitis/PMitis-ILD f& B 1% R R BN IR > S H ORE EEE RS -
BRIR:E TS 4R 2R B IEREIL DK ~ open-labeled ABE:tER - HAJBERE IAEBNRIRESEERAINA
cyclosporine ({2—I8H5E ) - 7° AR BN E AT IHAEE MO = R HIEI A cyclophosphamide (CTX) » 7°
mycophenolate mofetil (MMF)"* » tacrolimus (FK506)"°™"" B (rituximab)RTX17% o [t CTX/MMF/
FK506/RTX U158 Z£4) [F) i th B8 ¥ A A AR » T Azathioprine (AZA) BIBREE MINAERIE D+
BN IR R MR - R EiDARRERERE L IRBEEHEERSE > intravenous immunoglobulin
(IVig) thRTBI AfFRZEE -

BIRE= ~ MK / RAIKE SR A EERREERT ?

RHEIEA tacrolimus JAEZ B MALR / RALK -ILD 2 BYHE L 2 M 25 58 (NCT02159651)
K tacrolimus & 0.6-1.0mg/kg/day Z prednisolone FAFEEZ BN / ALK —ILD Z B
BN BRREREEETHEZRAEBE (IMPPACT » NCT00504348) - —1EF] A tofacitinib %
Z clinical amyopathic dermatomyositis & RP-ILD A9 & 32 M R M B 3K 4H B A R = et B 1IE (T
(NCT04613219) - {&F tofacitinib 5mg BID &4 prednisolone 0.8-1.0mg/kg/day a8 E MDA-5
BEE 2 AN —ILD 2B L 2 MR EE R ERIEEETTH (NCT04966884) -

RIREPY ~ {E48 78 ECAE 1R RE (Sjogren syndrome) SR EEYAYIELE 2

B RIE8 8 EE (= EHABRARE B 4L AhS (SS-ILD) 9EMEH » IRERRLEE - BRIA LEFFRRIAIER ST
MERRERT CYC UK MMF PTEE#I R SS-ILD B EB) - ™ AZA ~ $5RBEAES INHIZE] « MTX DK
MM DRER D URRS ¥ - IbIMI ALK RAEYEAE RTX R AEH Y SS-ILD B -

BRER - FEBHEKRERRRASRREAE  EFEMEWERSER?

BRIBEAR/NEERNF R EIR RTX 7 SS-ILD AUEN - —EEBRUM AN 78 (IEBEZRER
LB ECIE R ANRRY - HR 8 (UK LD fBA » (8 RTXaERE 6 NS BHE 2N -
BIEEM A RTX BIERF— (1g x 2 5 375mg/m?) » BN ERIFIE N K ERZHF B AMIAE
EIZ ™ . B—Ealt R RAABEMRERMN/NRIERN SS-ILD FFREIZR 10 fi SS-ILD WAHEIT RTX 7~ {E
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A2 » BIRFI9FRAIZ DLCO ~ DLCO/VA EHIBEE E » (BFRRI 2 FVC & HRCT 28l AT =
£ BMARERFE D IKER RTX ZERARABRATINERAREA » WARPRE SS-ILD ZHA - BT K
MR AN BEE B ZES - RETHRNRRD W HEEIER ™ -

O IRARERRER - $¥ SS-ILD RYEH » ERERAMITREIRER K R/ZIH 2l CYC B &
BAZHBEA - BER RIXEAZHREREAGIENEE - (EEEERREEASHRENE DK BRARGERAY

ERIEE -

BIRE7N - BREAMNEY EERKREERS 2

Novartis HJ#1 % MHV370( #88R A5 ) ABiARE SSc-ILD 81 MCTD-ILD MR Z M » =214 Bk
BEOERIRELEREIAF I 2022 F 1 BRRIBEZHE (NCT04988087) -

SHEF HECiasERbx (FIBROTIC HP)

& FENERASEA

Fibrotic HP B —1&3 K H (51 ) IERAMEREMECRYTRTR - BN B RUBAEH RAREIRIE « B
EFIRNR - SRR RERBEEREREL  RIBFRBIRERI U AN » MaEn - HP
ARTBEBERE S L IREMEAR - FItEARARE2 LaRE EHIR fibrotic HP BIBA » BRIR
BRIFEFHEHIR - AR HP BEER/BERRRBHREE - Y HESEEREE - SRillH 1)
RBEAEER - THRIBRMEE CENM AL SEEENRR -

& BRARRERE
BIRE— ~ faIRFExFdaa % ?

HP B8 B2l e E28)155] » FULERK T2 HP #E R > 2020 &£ /\ A Raghu %
AZEE TATS/JRS/ALAT BEUMAHK2EIES]) % > Fernandez AR 2021 FRIEFA A BN D HTEL

R — T



EREMMN Chest R DR EHAEZEIES) ™ EERABMIZE LERIFNSEZRE -
MRS I EZHIEHA D fibrotic HP » HANBASIE * > I IERARTERRE T EEFLA -
R RERRBESR HWES > MEGBERE LEIREEIETIARXERRNERME - BEEHR
fibrotic HP BB ABRIR EEFRIERBENTA ©

AEHAERI2ZE INBUILD 4 PF-ILD &% ' B1E:2HTA fibrosing ILD » B M AiBHERAR I8
(—) ~ FhIhAE FVC FERIERE TREED 10%
()~ BBINEE FVC TERMERE TFF 5-10% » (+ B FIREEAR B HRCT F i i 4E 1t
BN
(=) EHREEARBIEESHE HRCT FHfha 4 &g m
EemARSERRERZILN HP » AIDUETEEY)SE -

BIRE— - iBREYRVERE » S EZHREY ?

BEAE HP UEERES R R INHE A E - minhh4EC2Y) 85E nintedanib B2 pirfenidone it
FHH HP SAEREITHE © Nintedanib #47 52 FAY INBUILD %L ' » #8HUZ 663 A » 26% fEA
B HP > ARERMN PF-ILD 26 » EFB RS - MINEE FVC BIERRREZET nintedanib 28
F -80.8 ml» LRIEIEAABEE -187.8 ml - MAERZEF 107.0 mI(95% Cl 65.4-14.86) - EH
FEEER  REBDTT > 84 il HP 5 AIES nintedanib B2 89 (i L RIM4ALEE - MAASE FVC
=85 7312 (95% Cl 8.6-154.8) » Nintedanib 2 B AiZEE] FDA ;25574 PF-ILD M—Z&4) -

Pirfenidone #t#} CHP 1T VL2 E8RERYSE Bl RALER *°  HWHNMER REINH YA &N
& AL pirfenidone » ALt 22 A - KB —FABERMMAN FVC R AEZE » MAHFVCIED
RERKRES (3.91ml tE_E 1.25ml) » 1B pirfenidone fii L G iE i HI 24355 4878 A B SGRQ BB REE &
7 (—2.36+£2.29 tE £ 1.50+4.5, p=0.02) » EYHZMHELREHRMEARZEER - 5—@48F - 24
OEERE 2b 58] RELIEF™ > 57% pirfenidone 7 PF-ILD BB ABIER » LA PF-ILD IE S 2
B9 FVC FERMERR 5% DA E > IRK 127 AR A A 57 (i1 (45%) =& CHP » 2 Em AR DT 351R
1% pirfenidone JAEEE B URAE FVC iR (p=0.043) - pirfenidone 43 FVC £ 48 14 2 —36.3ml »
ZREI4HA) A —114.4ml > MABFEZ 80ml ; 1 DLCO £ pirfenidone At S B REENE > T2 M4
mERl > WARRKEREXNIERFRIEAR » IWARERET pirfenidone FIEEE HP EBWR » A
m o LEAF ST B RlEt ) HP BT RIRREDAT -

HETHN HP WEY S e BRERE R R /N RA & B REE N L RE G e Ein L
pirfenidone™ » ZAERBARARTINAEES - MuFEHUAM A 41 L EEY)(E A RAUL % B R I BREEHE -
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BRE= - EMAHERRENE  EREMBEYIEEGER ?

JEEREEANERNE  REMETBERNAEHP  RIRBIEREAS AT 059 8 19% ; XEE
QE—FE/NER 36 UK (farmer’s lung) 78 ARIPEHEET IRE BRI SS - FREERRAE/NAB » R
BRAhmA—{E B &89 DLCO MEf—&biRiEMAE H B RABLER BB ZEY (0=0.03) » BHATF
BENINACREPREEE R *°  BIRMMERABERENRSM HP UFLEEEER Y » T—EEWIEH
RETEBEREER CHP E= " - Bal¥REEERERZSXR « IEE - REEHAHSHRE K
BRIRELERAE FREE - REERRANETIEHRIER -

BRINFIEEESIEAZABEZHESEXREBAF2E% ) MMF( BEZBIZE8X2-3 A% )3
mycophenolic acid ( BiZEIE 720 AFR—KMRK )" » SEEERERNZENESE - AMmBRIlE RCT i

FREE -

—RENHMEAT DT 70 L CHP fEA » 51 U= MMF 8119 (185 AZA JA8E - SZIREEARMINAE
FVC #8aB—F18EE S - (B DLCO BIZ AR EMIIEN 4.2%(p<0.001) » i A E/ D BB EE(EH ™ -
S—REIAIE 131 R A » 93 fIIZZ R RN HI ZEY) a5 (44% BEEE(FER » 35% MMF ~ 21%
AZA) > £ MMF 8§ AZA el B BUR/ D RERE R A B S A a ERITER - BINRAINEE FVC AESIERTF
TEEIRE BB RS EER ¥ - MBI AEREEERASHARINFEAEESEITE -

RTX (ERR G EINHIA G ERNS B LD PEIERORAE LB RGIRE ™ BRilEEE
ARE A o AEAT ©




B/ 8 ¥EPITESS (SARCOIDOSIS)

& KHEIERAERIA

HRRRE—BRAAMBRER  UIFsEER IR LFE (hon—-caseating granuloma) &IR > &
RILEEZERE - BUMBAE - BARFEHNHERESAER » AMmES (HLA-DRB 031214 -
15) BRERR A EEACEARKE AR MR IER - MIFEZRENALIRE (hon-caseating
granuloma) XI8 - 8RILEEZERE » BUUE AL - ERBBROVREEDAER - AMmEE (HLA-
DRB 03+12 14+ 15)" MIBRER KB EEAE

BT ERBUM 5-40/10000 A » HZ 1-2/10000 A ' FBEEFFAA (20-40 5% ) HIR > X
MEMEEMEER - AHEMNEZEEN > DU - A% - IFEEALRER - BEENEEN > g
AERA 5 HIRA erythema nodosum » B EEE /DA fliFbRIR (extrapulmonary manifestations) » JE
BEFANERIEREE - BARSMETE - MARALROENREEILHEEZES - &4
Lofgren’s syndrome » 71t A 30% SR B 7 1% (Lofgren’s syndrome : B&RK / AP EREAR /

)191

erythema nodosum)™ » (extrapulmonary manifestations)

RARFIARBIRBRKRILHEEDRZEZDRRE - BEBETEEGEAYEERRNRER
FECXK -

o MEBRAE

FEEERSABREEMMERBRNE—RAaE ™ - HIAHIE 20-40mg prednisolone 3 E
F) - REAERFERETEEMERRE - SR - Sis - SEMRNEAR - FE2S 1-3 @B %
NETHHE - RIBBARIBER » sIUNEHR/DEE - 3-6 @B % » BSEEERELEIEKFE - Fu0 -
B X 10mg prednisolone sy B/ BIENRERES4HRHE - IRFBEARDY > ECELERERERES
M > BIfEZ BN steroid—sparing agent » 40 MTX 8 AZA*'™% Mm@ E Al pc R EEE 6 8 B
SR BEZERARNE » WAEHANZ=Z S Z MR AB - B—LEBERIPESHMIE cytotoxic
agents B > leflunomide A1 MTX E RIS #HER 4™ - 2019 £ H Judson M HEEERIARERT
steroid & steroid-sparing agent {ERAMFEALFAE (granuloma) FZRK B B E R2 = A ST
%o HAl 2020 FH Kahlman %2 & HREE D KRR ER LEE MTX B prednisolone A5 — 4R E A
MU
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B (anti-TNF) 258 = 428 B EY) - Infliximab EMEZAR - BRSEI £ adalimumab
PIBERAR - BAREEY v ARG B EEKEE - (B REREFMME(L - BEERIKEMREI 2-6 {E
B AR B AR R

o FRRYEEIEE

THRIEHINF) JAK-STAT REEEBRING T HARE R ~ 1A EMERTMER AR HECINE
o BIRAERMSE— « 4 prednisolone ~ MTX S &4 8I1/E RIS 0] & EB{ER JAKT/JAK2 blocker
(baricitinib)'®® o

B —Eff TR EIEY) humanlL-1B antibody (canakinumab) - 58 —BRffF 55 3Rk &= 45 i & 4B 4B A0
canakinumab 48 FVC% 2 BllA +0.5%H1 -1.9% ° FVC AEEIUFER M &8 - REaIERIERZR
48 20%# canakinumab 48 15% '*° o

AR mTOR1 pathway JNE2 BRI 24 - 2019 —FE 15 HE mTORT 28 TH17 915K B
T BERREERERERE o R TRME IR Lofgren’s syndrome @ A R HDH!]  TfE 5 1@
FHEMERNERTAEEIBESE mTOR ERH * - HR mTORT pathway TR 2 BRI S &4 o
2019 —BHFEIEH mTOR1 28 TH17 pME KBTI B ERREERIVEREHEE © GRS EIRTE
Lofgren’s syndrome & A BRG]  T7E 5 BRI EARFEPRIWEIRESE mTOR BEH *° -

o MAMELIARE

B AU R B S RE 0 K ER AR AL BRRE IR Pl SR A D R AR R E B REMER L P YA &
AR BEMEKBHMEBENT 2021 F 9 AOEGRRT - EASRERIINMMEDaRa ek
BRAME AP ENAE - BARGGEEE—SMR > BEITERE 3 4 REMEE "
U, BREREHER T HEENMEDAENINAEHRS -




oS HRABELE

REFHEERENAERE  EBIRGRENER

RIR

AME AT it i B8 R

7S
RIFR N
| | | | R )
BENERE BIEREETR BIEMREAETR =EkE  BAR o RS
BENERE BE(QoL)Zi8 BHE(QoL)F3E HHEERERG o BERRNT0R A1
e FMERME R | | IMERE R | | SETRER o {IEBFEA
REIREE REXZEEE LRE3H]
SN INAERERE Y INAERE R o /NEIHE A PR TE BERE A
o RENPEREE
o A A ARG
o (K MEAE
o fERAEMANEREE
o SAPRYEIERRA TS B
BB o IREREIEIS
ig*g A A \ A A A \ A b )
B= Bian Bigam | BigaE Bl A
mEOE BE || :IRABGCs | | Ges:BRERIE || GCsand SSaS: | GCsand SSkS; Rhuximab or
ENREN - KE: 7 80E [BIREHEEE - MTX:AZA> =y add-on TNF-a newer agenes
EERR BRER BB EBE | METER MMIF > Or LEF; inhibitor such as JAK2
LS): NSAIDs* HCQ consider add-on inhibitors »
HCQ socilizumab > RO.
VIP fris{ L2
*Denotes unacceptable side W (PR B A
effects or insufficient response l l l l E"]Hfﬁﬁﬁ,‘%ﬁ{tﬁﬁ)
N N N N and nicotine
) BRI R | RREESE | RRIEE%A BRI A et
TREEER: REHESWE | | AEESME | AIESNE | REESE vartches
TERNEAIR | 6/ @ES e MERRER | | 1FR BRER | | 1FR EREH
EHMRDEE | EE Z(GCs)BS | | R (GCs)RR | | & (GCs) BS
BERAEE EE 288, £ RIIEK e IEAE =4
jEmE (Qol) FEH (SSAS) BB
FERE
. ZREIALEE
AR
il T )
imtiobed: XFEaE ARSI 3E LI
o fif o SEE ENEFEA o HALE
o /g o 15 o RARIRET
o fTiE o DEIFHE o BRI
o HESIEERS o SETEH
o SRHNTREE ° IVIG

e CPAP and B PAP
s SRAE
® |CD or pacemaher

e SAPH treatment

(BNl
Drent M, et al. N Engl J Med 2021; 385:1018-1032. DOI: 10.1056/NEJMra210155e 201-204 ©
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Bt FHEMIFEREREEMSE (INSIP)

& FEIERASEA

o SRITHE INSIP RMEME T 1/4 89 1P - 28 INSIP BB RE AR B E - M IPFHEBEN
FENIE ML 1P (BFN IPF #BEEAEZE - INSIP B PR £ AL M 9E A/ £ (female
predominant) - B AZRD ZERF B 2ERIFELLTLL IPF F8 » K497 50 2tk h 077 -

o BRIRFEIR | INSIP NERIAARIREIEFEMN » TERBFmMKAIZREFRBEIRSE - EARZIEN
RSN - T2EFIEN BB ERERREERHERS 7 « INSIP BEH
BEEE 0 MIER] inspiratory crackles ( # IPF £8{5 ) » 1BRLEE D (<10%) BHFRIE > - WA
B RV FHTHAE 2 (5 PRI 38 & =R (restrictive ventilation defects) » H DLCO th& g 2% o

o HBELSE  INSIP BFMES HRCT B/ E /I FAMEERNIE T a4AREL (lower lobe subpleural
reticular changes) » I GGO kEHN M REREATNRIR  ERFEEZZEME TR
12JC (subpleural sparing » INSIP F94524 ) - (BE2ANME DA EEREERIRIR (<5%)>7720

e MHABREBEERE INSPHIZHARESHHIEHINBEE S BILMAIEE (cellular
pattern) B4 4 LB (Aibrosing pattern) AYYEEE & {EER AT LA - BAN IPF EEAEZR - iINSIP FhERAY
MBS IB SR TR 20 o ZAMAELERR IPF S22 E T ERMS - KERDH INSIP 11
BEEMIHIEY) R B KIS IPF 82 HP S EAh ILDs » #E—H 13 iNSIP 1952l 2" -
E LEE2 7 INSIP 52 MDD M ERTam - EIERAERIESET ~ MEIRI BB AT & IR R BB A AR HERR E
1,|i1,E,‘\] |LD8206,207,211 °

e EYARE: BRAINSPRERTMNBEAABEZERAERES > EBEURZEIH
(immunosuppression) B3 T0AREEIE © 78T B Bl R B IRE(CRAE - RIBRIIMRASRIMEIAR
FEYPAEERE PR S EERAE - SRR ZEY) ©* 7 DR T I LB ER R ER
BRI A REERIRE (4 nintedanib)™***"" o

o [BEIRTEE : F8%8.L > INSIP SUEFLE CTDs related NSIP Z—L6 2° (BE24EEER IPF 2820 » AR
DHY INSIP B9TER R LEEIFRY - H 5 ERFETRNR 18%>°777 o th5h » INSIP RUTEHE I BE R
SR REMFAENTE " MEBERMUFHERMINAEN INSIP RERFIEXRIZER 77 -
E—SRR - BIEFER INSIPREA - HREESRIRAMIBEANRBALLBLE L H IR
R BB A B BRIFH 5 EFEZR (100% vs 90%) AR 10 FE1FEZR (100% vs 35%)7° o




& GRARRERE

IRE— - {air sz iR ia s ?

BRIRASEAY INSIP B RN ANBE - MBtIRAEHE INSIP B R ERROS - B
EHR—E/NERHRM R IR REINHE UNESERNREERELZE > A aENEARR

g 209217220 o 2RT » INSIP BAEIR A RENEEIES| - — AR - 72 INSIP BRE 30 B A R B4
FEIDAEEAIRAVIEIR T - AIIASRFISHE AN INAEREE R - BERMRFNERER - RIBEIIGE
208,221

ML 2EMAEE R TER MG TEIR ? 3 INSIP & AR S B8R AT INAE (spirometry) RYEMER
ERNAEFEE > %IR8 12 AR DLCO Tk 15% BMFET-RMERI * - A1 DLCO BIE{E 27
B BEEZ T FVC B—REAFEMAEEIWAERE > HREIR6-12M@AB A FVC T >10% $3E
CERBIUAER ™ - Fib - WAHIBEEAREEMERR (FIMRZ « PAH) 8 FVC T >10% 5 DLCO
> 15% BEEBHHKAE - EEENEARRITRMEABZRSIANENEE - (KD —LSWARE
EYRIVEFRIELER *° o

tEoh » FtgAERAIth B2 2 INBUILD trial7 # PF-ILD E % » 81524 fibrosing ILD » H
EReLRERET  MEABHBABEIRN NERE = z— » BIRTAEENRE (progressive
phenotype) :

(— )~ BIHEE FVC FRAMERE T EE D 10%
(=)~ BHIHhAE FVC FERMEIRE T 5-10% - B FIREEMRBILE HRCT IR i a4t
BB 33180
(=) EREEREILEHE HRCT iR B
ERRMANAIRK DEM) iNSIP > AT IAETEEYDARR -

BIRE— -~ iBREYRERE » S EZHREY ?

BEAE INSIP » R EE (SBEBMREINGE ) DARAENESR - HhE B HEEE
(corticosteroids) 2 E BT B i@ F 2 INSIP BRI ZE °°% - AMA R EBENIEE S H SR
11 glucocorticoid B Z D EIET A BEZIFTES R ? —LHFRHKREIELMIEABEEES 0.5 to
1mg/kg Z 40-60mg prednisone (in non-weight-based dosing) £ & & R Y 2°27*° @R AR
MIAE ENEERERSFEE) BRI EEE ALV IR - 1 INSIP FEREEERN T8 &
BR17.4 « 121 @R 7 - EB B XEEIRERNESNEELERRER - BAESHREN
prednisolone #IAHIE (0.5mg/kg) MR EHEHIAREEAR] (4.7 compared with 7.7 months) ARfg *°
AMREABFEEZZ SAEE - W ANB RPN ERAEES BB
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BRI 2 b » —LEARABEEAEIE0 AZA ~ CYC ~ CsA fl MMF th i I E B FIfEE B & & - AR
SEE EEERABRIME 7 - AME N ORSEZE HER MBS EEY) (cytotoxic agents) @ ERTE
iINSIP A2 SRR AR IR ? 18 2R R E & (progression) Bal &4 KX B AR BR RGBT BRI ER 2
BRIEEER *° o BRI INSIP BANSAEMTEIR - WRIEAE ( ARl R L EEE R
oy BRI L ARESE ) ASiE 81% NRER - @B - EH 36% NRAZHE
BETEIVAE > BNA—BOWA (19%) BAA 5 FHEERE  MARESRL -

RIERER - REFERENREING + ARSEEEENGERE  BHAREHRNHEREER
BES  MESBHFRIAEIVAR INSIP FEREHNFERMNBRERE - A Y RAEEEAR !
(—)~ BEEJRR (mild disease) : B ANIFMINEE R BIBER/) BEARGELHH -

1~ REAN  BARBRERESHEERERNEIEIAERAIT -

(Z)  FEZEEEER (moderate to severe disease) : BEHABPEZEBEEM - I
AEte BB IRRERIIEIS - HRCT MIERIRMEE 2 A0S &L -

1~ BIEAR : FFIEELL 0.5-1 mg/kg(IBW) prednisone BT ERIIAIEE » &K
E|£ A8 X prednisone 60mg - 548 118 B » A1 =2 30mg F 40mg EEE7h 2
@A -

2 WA EARIE/ BEMRA : prednisone fEFE 6 £ 9 il B N ZFETR & &
BROEIOMgMEIEHELD - BRRE 1 FRUEFELAE - BEEZRE
FRE_EREINFIE (0 AZAT MMF) 281 > ¥R AEIT3IZ6EAMN
prednisone JABEREEAI - AR ED A BN R IEFT S 4 -

SHRYBERLERE/ BERENREA  HBREBMIEERBESEERLE
B FRHME R 5 @R EIHIAE -

(=) ERREMNER (more severe disease) : BB AMEMREE » FINAERZE » EOJAEE
EARX I RERERE

1~ 33 L% A EE 1000mg/day BY methylprednisolone BREAE 3 K - ZR1B 1T

W EFrIteY 2 B4 prednisone & - —MRIRDHEEFRIMIIKEISE °

5 EENREIRRERGENBERIER  TEETHMEEER SRNERMEE - ¥1R30
LG RARABE 20mg/daily prednisone 88 1B BHIEA - SR ZREEZEIMNFIEEA - EZE
FaRp, i EE & A 3¢ (pneumocystis jirovecii pneumonia) - El &SRR ] AE B BEE BLRINAE *% -
ItE5h - FhINAE FVC #1 DLCO fEETERIMEE A B R EFRRER - A—ENB D LEAY INSIP &5 A
BERZOERNGER  WREBL FVCHERERENREBE 10% 8¢ DLCO T 15% M £ » &%
ZRABGES B E— T SRS -

T — T



BRE= - EMAHERRERNE  EREMBEYIEEGER ?

—RREKER - 7 INSIP fIMfERIREL » BIA BN RIELAEE -
(—)~ 48 (cellular) INSIP R A : BREHREEERENESHZEINFIAERERLT
hPIRTERAS s A B LG -
()~ @4E(EBY (fibrotic) INSIP R A @ 2RI EETEMENRE (progressive phenotype) »
BESARNGEEINFIABEERARENEZR - BAD B RBLLEZMH *°% .,
ItE fibrotic INSIP B A B B A LLfI & 35 A 8 M 4L BB = MO BR IR FETR 1% -

AMEERCFERERRRINGEAE - BRMRENMENBA » BRRAZHEEREMEE
ERERNIERT » AU TEEEYAEE -

(—)~CYC : JAE INSIP BB AHENMER - Bt CYC AJsEREEM RRINHAEKLEM
RAR > BIAE BAEIRRE 7” o

(Z) RIX: ERAE—LRAFKSEPHEIRE INSIPHEASH UCCD B A IENEX
sz B EX B ER B ERERENRRINFEAE NENFEERN
iINSIP » AIZ B4 F CYC ~ RTX 5B HIE - mXEE - AJBEEETH
ERFSAEAIETE * -

(=)~ ML EY - RERARINFIEGENATFERICR INSIP » TERE LA
MM EZEY) - B33 nintedanib B pirfenidone RIBRERIFZE © 15 L0 ZEY IR T ¥ IPF AR
EEBE B EITIN - thEIR AT AB AR EAth PF-ILD ROBHINAE TRRIRE >"%%° o

f£ nintedanib #4T 52 #@AY INBUILD F 5T ©° » 484K 663 & PF-ILDs f& A - E 1 iNSIP &
125 A (18.9%) ° REEE DT » 64 i iINSIP B A2 nintedanib B2 61 (U RS 2RI 4B - mZA
B/F FVC =R %A 141.6ml (95% Cl 46.0-237.2)( B+ )™ - E—5 9 HRCT LF UIP-like 441k
BUARRY 71 LA 4E(E INSIP Jm A ¥ nintedanib A < & - 2537 34 i1 INSIP i A3E = nintedanib &2 37
(IS RREIMLE » MASE FVC =825 231.9 ml (95% Cl 94.7-369.1)( B+ )** - 53 —1E 48
B~ ZHROEEER 2b 58 RELIEF trial3 » #1T751{4 pirfenidone £ PF-ILD BYm A RERY » 48+
22 127 {8 PF-ILDs B99E A » HFREEHE INSIP 27 A (21%) o LEFFZE PF-ILDs BIE S 2 6-24 B A
FVC FERMERRMK 5% M L - HRERZBIRTEERNBERINGIZEY)AET - BIMES pirfenidone JAE
BHARNZHEREERE FVC 2R (p=0.043) » pirfenidone 48HE FVC 4 B%EZE -36.3 2 » &
RiFI4E FVC B A —114.4ml > @Mi#ETEZ 80ml ; M DLCO £ pirfenidone 4Eth 2B HEENE » BEL S
MHmAEEER] o AT AE R ZFE R pirfenidone BIBETE PF-ILDs ( &3 INSIP) EBNR - A E A==
FDA :R55Fa% PF-ILD ME—ZE4 2 A nintedanib®® » ME & progressive fibrotic INSIP &4 4%
A B — (B LRV *° -
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N analysed Difference in rate of
Nintedanib Placebo decline in FVC (95% Cl)
All subjects 332 331 —@— 107.0 (65.4,148.5)
Hypersensitivity pneumonitis 84 89 r—o——c 73.1(-8.6, 154.8)
Autoimmune ILDs 82 88 n—q—i 104.0 (21.1,186.9)
iNSIP 64 61 |——o—| 141.6 (46.0,237.2)
Unclassifiable IIP 64 50 b——o—'—u 68.3 (-31.4,168.1)
Other ILDs 38 43 ._.—.—. 197.1(77.6,316.7)

-200 -100 0 100 200 300 400 500
Favorus placebo Favorus nintedanib
Treatment-by—subgroup—by—time interaction p=0.41
Autoimmune ILDs: RA-ILD, SSc-ILD, MCTD-ILD, plus autoimmune ILDs in "Other fibrosing ILDs" category of case report form.

Other ILDs: sarcoidosis, exposure-related ILDs and other terms in "Other fibrosing ILDs" category of case report form.
Data adopted from Wells AU et al. Lancet Respir Med 2020:8:453-460.

(E+]
DITAREFELE ILD BA - 7282 nintedanib SYZEEIE LR MASE FVC WEER -

N analysed Difference in rate of
Nintedanib Placebo decline in FVC (95% Cl)
All subjects 206 206 |—.—| 128.2 (70.8, 185.6)
Hypersensitivity pneumonitis 44 46 |——o—-—| 80.8 (-41.7,203.2)
Autoimmune ILDs 62 65 n—o-—| 125.7 (22.5,228.8)
iNSIP 34 37 l—-—o—| 231.9 (94.7,369.1)
Unclassifiable IIP 43 34 l——o—|—| 37.1(-91.9,166.1)
Other ILDs 23 24 b : { 245.7 (73.5,417.8)

-200 -100 O 100 200 300 400 500
Favorus placebo Favorus nintedanib

Treatment-by—subgroup—by—time interaction p=0.17

Autoimmune ILDs: RA-ILD, SSc-ILD, MCTD-ILD, plus autoimmune ILDs in "Other fibrosing ILDs" category of case report form.
Other ILDs: sarcoidosis, exposure-related ILDs and other terms in "Other fibrosing ILDs" category of case report form.

Data adopted from Wells AU et al. Lancet Respir Med 2020;8:453-460.

(E+—]
D HRCT A48 UIP MiAHERIARZ ILD FBA » #£#%5 nintedanib Si R EAIAELEBMIAESE FVC HOZR -




BREM - SRR AESHEMEE TNABERE » TS EMLEIEZEaR ?

iINSIP FERZEMES » B2 EBEHRE L HIR fibrotic INSIP R ARFEBNEZRRE > HRN
fibrotic INSIP BOB AR EBZZEZBIBNA » BT 25 ERREERNSENTESR) - RHE TR
@HEEE)) (40 nintedanib) 2 LEEIFAARRE 7 - AMENFELBRBEFER(LH INSIPHEA
BEMERFRREEEEZNORAKRE  ERAHRERYSRIDRENTE - AJEEEHEMIEEY)
AR o fIl > WA LIREM S (SpO2 < 88% > SBARMEREE DT < PaO2 < 55mmHg) FIEA
AIMZE RS T RERE (G165 /06 ) WERAE - HREIRITREBENEERA > ERNEHENTAZR
BEEN *  WARSIMERAE - LN ZHEBNEZED IR - JUNEEERERITIRE
HOREAR © 2810 - BEEEAVRA - EANEYE M IFEY e FIEHT - S e 2 BRE—r Ar
#IE o (BIS PR-ILD RUFREEYA R - SBer RENE - Mg M CR B A RaOIF R ) -

BRER - EEAMNEYEERKREERS 2

B Bl s EEH ¥ INSIP FTA9BR IR BREEY) - (B2B — it ¥ PF-ILD M— iR R RINEET E
2 HepFBERMERMEM RS E *° - LEZHH nintedanib £ L™ (post-marketing) 89
ES IR EUE (surveillance data) #R&Y nintedanib ¥R #EB AB/ER B 2B 4HEE S/ fibrosing ILD &
f# progressive phenotype B9 A » REREEEAR ~ fiIEE R REDAENZEH LR E  mMELE
B REUE (real world data) th 2 HERRBER ~ EHEGHEIAE - BA « ZEIREESE - FHEERS
nintedanib 7£ PF-ILD S8 FH=R -
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BN EENFEZEE R (VILD)

& KHEIERARIA

ulLD % ILD BR/R E4%38 MDD R EVA D SAE R — R RIRAHELRRY ILD( A RE R ERFAY ) » IRFATAY
14 ILD 1&E£H 20%"* » {BHZ /DL ulLD B A BER R PF-ILD B A ARBRHE - ARERARD BN
&R - BRIRBIRERUARE - IRIBEIMRRMAR *° > HEYAREZ FESBEIAE - Atk
TN ZE A R (BB a AR

HERZE PF-ILD B9 ulLD AR - BRIAEZREY) - SAMMELEEY) -

Nintedanib > #£ INBUILD trial” » ulLD & AfE 7 E A 17.2% (N=114) » TEEBIA9RERED R "
R FVC B9ETBE » {$ nintedanib A9 ulLD PF-ILD 5% A B R ¥88 4878 15 68.3mL/year (95%
Cl -31.4 to 168.1) Y4 = -

Pirfenidone » #£—5 —HAfg Rt B0 (N=253)""" » BA PF-ILD 89 ulLD 5% AfE R pirfenidone 18
N IRAATE 24 BRFERRERF O RIMINAEEET (site spirometry) 2RIBF15 FVC 95.3ml (95% Cl
35.9 to 154.6) W E » FEIENEREERIAZRUWMARNREEE Y — > MEEBIRE 24 BEERE
KAMINREERT (daily home spirometry) &8I B 28R FT4E K ¥ BR 4B A9 R 208 (median predicted)
FVC i #ERRREZ= R ©

[R+Z] BHFEENR > MERKESRE PF-ILD BANBRRERLER T2 -

INBUILD (nintedanib) Pirfenidone phase Il trial

PF-ILD &% = MFREHIBLEIRN TE— 7ME BB R IR T HE—
. FWINRE FVC FRANEEEI TREZ D 10% | 4. 4BHIAHINAE FVC TRANERRBIB 5% -
2. FHINAE FVC FRRAHEEE TRE 5-10% - 5. BRREMEME(CEZAHRRECHE ~ Fl

HFARFIREERERE HRCT fRih (ERRT ulLD B(ESHEFNERE ) ~ M
KA RN B HMERFASIEE -

3. MIREERE(EEHA HRCT 1FHE
fniFs sr 2N T sy




& GRARRERE

IRE— - {air sz iR ia s ?

BRI EMREROUENTNERARERR - BIRBEZAIAFZERMINEEN TREREREMURBEA
RORERER EE AR BUR ARFRR B FIER - MM CRNERBEHATY - RIEHHEES ullD B9 PF-
ILD > BRB4LFEYGE - LEHENMEEEY -

BIRE  AREMRERE » EEZSHERGEREY ?

BRI FAEERES - B AT nintedanib 8 pirfenidone B8 Z MG R EE7E ulLD B9 PF-ILD » {8
FEYNRE L > BUEEERRE AR S HEEINGIEY) - MRBRIRBZE(CIVEE » TEYHB
MO ERBERIEESE - MmETNEECEYNHA - BRITVIBERIKRERE -

BE= - ERARGERERNE  BEEMEMERELA ?

RIEL EROERRELER - B AT nintedanib & pirfenidone B Z MERAREEIETE ulLD B9 PF-ILD » {8
FEYSEL > EVEREARER RN S HRRIGZEY - AR BRNRAZRELIRE  FEYHA
O BMKREREER > MmERAECENNHE - BRITNRBERAKERE ° ulLD B&E EZDARER

autoimmune feature 18EIRYETEETR °

BIREM « R EAMAVEY) EEERAREERF 2
B RIAREIRA R IEERARERR T -
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BNE IEEWEE

REEBR

AE M R BRI R RIS
g C R B AR R ERa)
ANE M C R B AR RO S AR e AR
AE MR R E MR R RN &

H MW W M
1= I |
g = %§ =

3
,E',i
=)

F—0 ZPEER

. HRBMRETERBELEN PF-ILD RAEZSHEEAEKRED 16 /N\6F -
s EFREPRFEERBEMAMN PF-ILD BAREESNKE HEEEFERAER
o HRFAZMUTRRIBN PF-ILDRA > FIZREAFEELEERIELEEESRESRAR (high-

flow nasal cannula > HFNC) J54& °

o EFFMBETN PF-ILD WA ZLESMITRTIBE » FIMRERIRE BEERZEERMEWRER

o HEEGTIERZA > FELHBAETEN  £ERE - BB HMNAE SEREBEHE
o HEREEFRIR  EBEIR - BAKE - EEMOESF
o FERER PF-ILD B AR m B WMEEA ( AEZFRIR ) « BINEENEED - S @ERRNE

mmE

~/s
o>

R — T



F{E /R ¥ PF-ILD @ A E RS S oA =R B2 1t ~ fillB &M (compliance) ~ 77 238 S A9 UT
fic (ventilation perfusion mismatch > V/Q missmatch) EAIFEIR AN /7

s HILDBABTENERNEIEZRREAESNEREERE
o ENEBEREREN > 81 LD PR ARENAERED

s HRARZH fibrosing ILD AORIZEETRR - EUEEHZECRYE BRI FTAEA BIRA R B R AR

o FTREHMERZ LD BERFBETHN—(EREMENRBRE
s WZANE ILD /MBEEMNEER D mAYET

o DEEIZE - BREBANBAZKINET - FRANBERARETARERSELENGE
#E

o BRIBBANER - B4 MENRBEN  ERFEETERIwmIRENER
 ARERENRREBETHESKBRMESS

» [EZEMMARERBRECEERBNGTEERN LD MARHSHRETE S5 RRE
ML AR SIS R

s BREEISHOMFRREERSENENERENNERBAN® - ATERNIESaBRERURARN
ILD #& M Bl R BR R & Bl BR iR

STH EEHMAACREMEMEINERE

& KERERAEA

EIMERE PF-ILD MATERZH - UREERZ BT A BRI I RE M BRI E - BB
HERRAZEERMANREAE FHEEENRERAE -

FESIMTIREIBN PF-ILD MANRENRZIFEAAREER  NMIFEREHBERNEEEES
M2 &R 8E (high—flow nasal cannula » HFNC) 2 -] IAZ B A R - —ARKER - LiBHm A E HFNC
BEEZERS - AeEEFEMBENREAT RERZINTE RS THEEEZS (invasive mechanical
ventilation » IMV) e
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& [GRARRERE

RIRE— -~ REHREE T ARBRERINS (severe chronic resting room air hypoxemia) B PF-ILD 4%
ARTEEREBERER (long-term oxygen)?

(—) - BR REEEMEESE 2020 FBHMIES 0 MRERREERNE) EHRATENR
B TIUIKEIR M EE (pulse oximetry) AIfSEAZ SpO2 < 88% » SEENKM IR
REEDITZ PaO, < 556mm Hg*™ - —IBEEMMNARRE Ll EERE T HKER
W MERT T HEAERBEMLR ILD ERE  BrEYRALE—F  ZFNAEN

MAERREERMLE) 2&E 3L X (cumulative incidence) 2 Bl A 2.4% » 5.6%
16.5%°% - BIMRIEHEEIMIEERES 2015 EHEMMIES| - ER/ASHA PH > BIIEE
HRIERSA Pa0, < 60mm Hg*™” - TRFEERAER. NESE—KERERB
815 /N\EEBA L 20 o [RT BRSIESN - FREREEESRERFARENERMEN
ILD WMABEREEMENE—FE -

(Z) 581 Mt XR) BERFELLWESESZNBHEER (critical outcome) ; EfthHEEZ
EZMNEEZGERECTENITIREEE (dyspnea) - E 6 (fatigue) - BEBEHEBENEEFRE
(health-related quality of life » HRQL) - B & B §& /&8 (physical activity in daily
life) » BEEERFIA - BENAES] (exercise capacity) 1L 214 *° o

1~ BN BEERNEH SRR > HHEhENEERERNERERYHERE
COPD X Bt - MEREERAERENEHBRERBREMRMEN COPD &
NERBREFE TR T B 2202907

2 REZMRFEREEERER ST NESTIREE « K5 HEBEEFNE TR
g SRRSO/ D EEERAE 2 -

3R ILD MARBREFERAERNEZEZHENRED

—
[1]
~

i RPERERERETRANS ODEERAESETENE - BINEFEREIRE
TERERNRLN PF-ILD BABERAERRESRED 16/ [ BRER (strong

recommendation) » 1EEIER S (very—low—quality evidence)] ** o

RIRE_ - B EEBREEINE (severe exertional room air hypoxemia) B PF-ILD i@ A&
ERTEHNKS HERERERSESR (ambulatory oxygen)?

(=) BR FPFEMLDEZE PF-ILD AR EELIRIAREMRZ— > FVC B 50% TR
BN ILDBAB /BN L BEFHFEEMME ™ - RIFZEIMEEZE 2020
FHRMVIES . TEBRBRERNSE) EE/BAENDEITER (six-minute

72

R ——



walking test) FRE§4 SpO, < 88%" - —IEIRYE | ¥lE H AV B M AR NG Lo 9%
ANE—F > “FNAFN NEPRBRERDE) REFERDHS 6.1% > 17.3% A
401%* - EERFEEBRBEOIENFEA > HIECXEREEFERBRENEERER
BRERBEZHANDE - WHAMRABAZEER PH - M PH RSB RFRRITE
T 202 o B41  TEBEF IR T FEIBE LR AR 5 ESTEENR/ DR 5880 *° -

(Z) 24 HERERNE ERERNBZLTERTESZNHERER  HIEESZW
SEEREOETRESE RS  BEEES - BEEEE  EURMREE -
1~ AmbOx (ambulatory oxygen in fibrotic lung disease) &g > °

Itb &t B &¥ {4 (2 72 F &) BT 3 4 B & 8 M & (isolated severe exertional

hypoxemia) B ILD B A (n=84) - it B H B BERFHERES A M NHRE

BRI EME * - L BRER S EERETE - B35 :

(1) ~ King’s Brief ILD Questionnaire (KBILD) » ERS 8N R/ NGEREEEE
18 (minimal clinically importance difference : MCID) £ 3.9°4"%*? o |12,
R4 781 (mean difference (MD) » 3.7 ; 95% CI 1.8 to 5.6) ~ [£IRHA
HEBUEEN D (breathless and activities scores) BiRREIEAR D B (chest
symptoms score) fREEENR B H B EZEFERER - BEBMRERD
2 (psychological symptoms score) BIJ8 B ZER *° -

(2) ~ St George's Respiratory Questionnaire (SGRQ) » 425 E1#9 MCID %
AUPP o Ih BN EA AR U ERDE (MD > -3.6 5 95% Cl -6.7 to
-0.6) B1;EEN D8 (activity score) BSHEEEY » BEFZEHEFENRDH
(impact and symptoms scores) B8 BZERE *0 o

(3) ~ University of California San Diego Shortness of Breath Questionnaire -
AMFHEIE S B 2RI R R #AIER. - H MCID & 5U* - Ithid 5278
TMERSR A ES 8U AL 0

FAREAERECHESEHERASR  SRENEEE18E 2.2
AFFZE - SERNBEBRAEZBS N DETENREFHERNRE ™ -
EEIENEAREERA KD KM ER X ks (randomized 2—-week
cross—over trial) - FERERET I ARIERERER M (sham device) - thREITEIEFT
{7 (blinding of assessment) %%« tE4h » AR ERNE LS EEERANE
HE SR EAER S ESHRRERNEERENFRANG - thEA
BAMBEABERLESE R MIBIEAERRR 0% - EMEMIL 2t RS RAVMS
#1178 2/3 2R ERTEHEFHER *° - thIh - £ AmbOx iR 2 B EA
¥ il EREAPEDCERITR TS - (LB R E B E RIFEIE D TRalBRATATITIE *° -
2 ~ W= AR A D TER ML ESEE N R TETRE DT (meta—analysis)
I8 (FASER UG (acutely) 180 ILD BAMI D 81T EER (6-minute
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walking distance) £ 18.57m (95% Cl 11.14 to 25.99m » I = 0%) » i B BJ LA
D 6 8817 EBIE 45 SRAFAY modified Borg dyspnea score (0.37 U ; 95%
Cl 0.19 t0 0.54 U ; I = 0%)***40240:247 o

3~ BR7T AmbOx BRI EAERE LD WA B E BEEBNEZEI - (RZHR
LB EH BRI ERERESERAEZEY - RIESHEN > BHE
BEEEBFIFET R 2% -

4~ DEMRHE LD MAEESRUS AR ZBFEREINLEMER - —REH
ZR1E 2016 FE/Y Cochrane review R IR A BREAIAR R BHFIRIER **° -

(=) S TEHINSHBTIRFFERERIENE LD mARLRBREEENEERE
BB RN ETARE - & NEFSLERERNSE) 1 PF-ILD WAL
EBEFEEA B EEFRERAER [ BEAFHIEE (conditional recommendation) » 1&
BB (low-quality evidence) ] -

IRE= ~ B A SIMEIFIRZIBA PF-ILD WA » FEZ{ER AR ?

(—) =B AERBESMITIREIEN PF-ILD AN REWRYIFEERIREEH - FH
ZERRR IPF REH A REREE RS MV R AFERRE AT XREZED
AEABIA 90%%° - B3R (1R 2B RN 2008 F 21 ) AR BMABRIRAELET X T
B > B{NIEIT 70%°° - BEI—B3E IPF #1 CTD-ILD AY/NEL (n=20) BB R i L0
RABEZETREIBMIESIES IMV > [RASETRIER] 100%™ - WTHAEIE IPF
0 fibrotic NSIP B9/©\BY (n=27) I L RIFEREAIES IMV BORA 85% TEFRRFET »
BOYERSFFIIZZRIMREE > - RtBEEERE BT P HERREEE
SRFMEER T RREBATREIRS IMV 20029225,

FRIEREME R (non-invasive ventilation » NIV) 3 HFNC oxygen therapy
SMZEENER SR  EERINEEZ B PF-ILD B A B A B D Bt B s R iR
HORTE RIS B * -

— 812 IPF ~ CTD-ILD ~ ZE4)pFE8 ILD J A S E S M IR RIS FFAYE — /BN
MR ZREES - BREA NV EBRERR (30 X ) 1FE > - SHLEMMEHFERIZETR -
AR AFEZIBNEREEZMK - AIMEEN ILD 2421t (acute exacerbation) »
RNV H#HANZSEE > BERRESTHEES IMV ~ FHERAR (extra—corporeal
membrane oxygenation » ECMO) PR RFET-REFRAZR **° o tb4h - {FH8 NIV £
EROANBANEGEERLERE - BETIENE  BESMEMM PFRARMER
NIV IEEERE - H—FEFETRARBIE 70%°°% o

R — T



[R+=] PF-ILD BAERIHERME BRI EETINRRNER S EREN TR : 2%
] BRRAE

AR PR EA T R AR R IR R R LE R nT 2 D
A RE RS TR ERS #8385 2 (minute ventilation)
IEREER S LAER BRI R ATE (tidal
volume) BRI ENIFERAIER (positive end expiratory

pressure » PEEP) » DA 52 iBE i BB 2 RRAVAESY -

BIRIITIRERERR AL ITIREZAGER  BREIEHITIREE - 138R 48 (morphine BY fentanyl)**® -

SREE BRI IEIRRR - 4048/ 48 (morphine T, fentanyl)*™ o

AABS IR B EE - AETESIERRAY

;ugs_:z l\\‘ 5 T 48 o
rzes oA T2 B IR AR AN R SR R AR

&0 FiO, -

HFNC oxygen therapy iR ERFRFHERESMETREIBNAE - —RHAMX
FEERAEDITEIR - HRNBAATIEE HFNC oxygen therapy B BUR/MEA
BEEIES MV %S - BRER NVABLLARSEZRE *° - AMUILAERL R RMA
ILD®A > MEZREEAE LD mAMGFRE - E—F 0O HESEEREETFREIE
TRE RIEZIHE (do—not—intubate order) B ILD & AT EIAMEIF R RET - HER
FEFIEREEMIESR (n=30) » 1§ HFNC oxygen therapy @A (n=54) 4 30 X13/E
(HFNC 31.5% vs. NPPV 30.0% ; p = 0.86) FIfRRFET (HFNC 79.6% vs. NPPV
83.3% ; p = 0.78) MR BAEE » BRIVFETEILEE > WBRIOBERAREH - B
ROERNIHERREITE TR °

(Z) -~ & BREASEMIIRZIBAY PF-ILD & » BJ{ER NIV 3, HFNC oxygen therapy °
EEEEFMBENRATRERRE BIEEERS MV RE [ AIRHr9E:E (conditional

recommendation) > I R{EEEIEX ST (very—low—quality evidence)] °
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F=E  WEMSECRE MR AERS

& KHEIERARIA

BUMITIRE S (European Respiratory Society » ERS)/ S=EMIfEEE (American Thoracic Society »
ATS) BE A BRSIER (pulmonary rehabilitation) T4 T—IBZEMAVAEREN - FOABREREE
WAETHENL - ARBRBRAZSEHNEGENAR  BEANSE2EF IR - ABEITHN
2 BNERSIEEE - IR - REMPIRIABFIERERNITANNESEERE] > HER
RENBEER « 1GINFEEES - AEREEBNEERESS -

FEHTER ZBIE > BZERAETTENRKEARM DA , E ARG S FE modified
Medical Research Council (nMRC) £ ~ B2&AITR~EE (SGRQ) ~ COPD &Rl (CAT) ~ f2EE
FER R (Short-Form 36 » SF-36) %% - ThREMFHE B & —MRAINEE  fAHE (lung volume, LV)
1 DLCO » BENEE N FHE AT AE B/ o i85 1T AIE (BMWT) ~ (D\hZEENINEE (CPET) » 2R FHERAIE
TIEERIEEEHIAR - MAKE - EENOES > ERNEEANMERT SRR - BEZER
RIRELT -

MERNAITADBIEERIIGR - L TRAERES  AHESHESE - HPFRIRE SERITR
ERNRIEIFOREIAR - EZIEINAIEIRESR - BECEENIAR - o] DASRIGRITIRAAN B BEAAYEIER - LATE AN A
ROBENEE S - BENFIMNEZ BZEERERANMET —RINBHABNEERIIR - URESHREFEE
BEpR B D IR A - ERRslI4RA0ETE) - EEE D 6-12 BEtE] - BT 2-3 RAVHIGER
FRE%RESE 30-50 £iE , —FREE RE N D ESITRIE LRPTRER 70-80%FMA - SH
CPET W& AEH ELEHY 50-60%RB14 » siLA Borg TR F# 2 R AEREEIED 4-6 D8 - BEE
A ARAVSEE B ERR A RIAR L BB EREE - B3I T AR ECPE DGR AIE AN N 2 - BWHRTEFIER
BREAPEHIR SpO, <85%HIREA » FEF AR IUE SpO. 1T/ 88-90% A £ - FEFEHI4R 3-6 ER%E
BIEHE S AR AR o BENR TR IFIER I DURE PF-ILD W AR F# » 125 EE
BES - AR PF-ILD A EEE HH4AEE -

HRNRREEER ZRA - BIENEMMEAMIFEY S BRIZHIR - PJAeREEMBE - HRER
IFEBEENRA - MERINE R - EMBER - RABZINHERGE  TAENRLERANERE
BallAR -




& ERPRRIRE

BIRE— - #11R PF-ILD B9 A > BHERHITRIASR -

(=) BONITIREE (ERS)/ =BIMIEEE (ATS) ELBIREMERESR TMERE—IEE
HTAYeEEN - aBREREHRAETHENE - RARIRBERAZSEHE
BIHI aRABESERHIR HBENITRNE  BNTERKEEE OIERR -
R AN P RIS IR BB A UEEFRE) -

(Z) ZEMNMERGE - BIOBANEERG - ERATHBREURESFTEK > TR
HAERRBIOMBNIRRRE  EIRRE - ZYaRNmENEERFEER - 3F
EZYpagEnEREs - BHEE - SEMNENEERIS « st UK S RERREE
EmENRLI - MAABREE S EESIRRIZZA - UHERBEABLEEREX
ZBNRERE - REBAEBTERESENGTS - B1DEH - PHNRABE - DUB
DA ST AR R EIARAOEN 17 =" -

RIRE_ - $1TAHTE/RTE PF-ILD 78 ABV42B2 H4Z (general goals)®® :

“ORESEAR - FUELE N OR R 2

» IBIEEDAE

C EREEENEERE

» IRB AN EFME )

» REFALA BRI ERAYREN 1

» IEORANITIRINAE - 1B B B EENIHR N
REEENERE

IR AZIRIR R B HIRERAE S

e~ o~ o~~~ o~ o~ —

= 2k BN
22

IRE= - #I1Q PF-ILD B AMTAH1ERRIRRVFHETER -

FEITIERRIE - FEEHAETERAERNINEE - SFER - £ERE - EFM OB
BEESEREBIDES o It/ WEHE (WEREIIER « SIER - PAH ~ ZALEINEERERSSE )
ELEEMTHEZREE - IO MNE RFNBESRERAREEEES > WEITIRERR(E -

(—) ~ EARETE © IPIRREER PF-ILD WA RBRENER o INERERRIE D REE T
ENFOR A EAENR - W o] DURIFIRIGAOARR SE ENEEN 38 E - e ¥ PF-ILD AOBFZE
MMRC EXEREANIAR > eREBEBANSEREEIMNZM - RIBHA B RNITFIR
M A3 SR I IR R R R EE 2 ~ W OR R BERO R S5 72 2 L F B INAE 2 8UH] SCGRQ
18/8 *° - MMRC IR R R R T HEEE) - MDA EREZRNBRERE -
I EAZE T RARR * -
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()~ BhINAEETME : FhIhAEREE » B4E FVC ~ FEV; » #8ff&E (total lung capacity, TLC) 1
DLCO - i5LE#8 27 L PF-ILD MAEARB VL ENIEE » MINEMNERNBERE
AEEEXEERIANRE - BRENMINEEETMIREEEZEAESRAZENESEN
ERERIERS - BREE » MERAZEE NSELMINAENSH > -

(=) EFadais

1~ "oEFZTHE  ERARPFLDRAN—TEEEMZENIA  EERE
ATS 15317 30 AR RHIEMPIITH *° - EADES TR 2 A2 - BER
B 20-30 £t% - BRARERAE - AlEdES > ZESAME - OF - R
AR MERNE > 2RIFIRFZNESZEE R MA Borg EXRETHL > T
BA PF-ILD BE AR > "o ESTRIE I MR AT S ERPEE R IR
BN » N ESTARENRNEREZEESR (MCID) - (B7E PF-ILD A
B K4 30 ARMELHERABRERENEL * - NoESTHHERER
FIEENTERIM - B FVC Fl DLCO™ -

2 ~ IFEENINAEIEE (cardiopulmonary exercise test » CPET) : /(U\IfiEEN IR
B EBBEEN O NMEN T sES MR R RI2E - PF-ILD I ARYE

SRR REEMER  REBRNEE - ERANBEANINEERER ™ &
LB B S BERE « EENRE N TIE  SBIRITIRIER *° - 72585 PF-ILD KB A

o ERRETURERATESTESEHRENIER - HR PR KRR - BEF
¥k B & (anaerobic threshold) » fx KFEE = (oxygen consumption) Fl&x A
EBEE (workload » watt) HIRIE » BREREEHIHIEEREE -
(M)~ £EFEBHMEEEREERE EREREEER > UL ESE T URGAIEE
HEEERERS

1 BEAMRAERS (SGRQ) | EEAMNREERS 50 EIER » ik ={ELE5 :
REAR (BEIER )~ i&8) (16 [HIBE ) FF & (26 EIBE )*" - #2054 0 B 100
DA% - BREMSBRARARBEEANA ERERE - EBRFRESEEDH
FVC ~ FEV; » "2 8851TRIE A mMRC BEERRED 77 - AT » BB ANRES
B9 E DLCO g5 4TI B2 B E 1B IR A BB EAERIME 2% -

2 ~ COPD &Rz (CAT) R—EBHERMNRERS - £F/\IE » BIENFS D
8A13)5, 5985  InEZBBRRRHE " 95400 - BHOHS
RNEAEREBBNEERERE - CAT RARET2FHE COPD B A -
ZMmEMSNEETERNRNEMER - BB Z2EWEAR CAT (FARN PF-ILD
w/A > WA N ZIRE PF-ILD f® AR SERE M 77277 o

3 R2EFAERE (SF-36) B—MBRANRAEDER - MEEEENERE ERE
2% EH/EEM@AERN - 2hEMREREE EN  BEKE - 5EAR -5
BRE IFEAE  HBIEENOERE - BEEENEDEE 02100 2 -
FoHs  RMHAREBRENEEREMLT - SF-36 £ PF-ILD mA B RET
(HEERENRSE 7 o

78
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BErEEEE =% (hospital anxiety and depression scale » HADS): 7] AIRME
AEHHEANIE / BRAREZIBMAESR °° - BEMRER » PF-ILD A
A EEMEERERIEAD B 25.9%H 21.4% (HADS 515 = 8)7° » &%
EEMRERNEFEERNERSFAREREZR > BETEEENEREEZHE
EE PF-ILD MARNEERE -

EIREM « PF-ILD R ARAHERAVITIRE -

(—) WERBEEDNIR  BARE - EBEMOEXE ™ BRERLNMERL
BHBE > BEEZERRIAHIT - PF-ILD HmARMMER S IE S HILAFIER - )
aFmREIAR - BRES (BE LT BHES - ZREIMR (FR) - FEaIlm
262,265,276,277

(=)~ HFOREIAR © FRIFIR A BEEMIEITIREIARFRE - BER A RIRITIRIRIETFIRIER - 1F0R
SRS IR ERRSR - FAECIF R I RANESNGNIAR - PTIASRRIFIRAN 2 B AN ( MY A1 3LRE
7)) 89ES > DUEIMREARERAES *7 > B IR AR ITRES T REE -
B RERIRHARRRA - RAMFIEBHER ARREIFRSM R F LR RARANEI R
278

(=) EEE: ARG - HBREBERHRMANTET —RIIBEBNEE IR -
M ES R E S B R R D ITIRAE 7 -

T~ ARE A DUBINEST S - WA ARIRA R AR - ARESARES
17~ 246 ~ B HAP1T « D TRMEE ¥ BTHNES TR
FHRERIURIL *° . —REBRIINBRAZURSHLSIT - L TERNEES
x - BRUTHESIMREE AT MEUARRA N EFER -

2~ FENBIAREETEIEMALA N E - PIEEY CRAN TEETEERR > T8
85  BREMR - LEBRTAERBESIETIIR - ELREAIHRRT -
AR BREMRISN RN B BRIEEE - DUERBIBRATR -

3~ (REREE) IR MITIE MBI EN S EN A AR FRRYEED ©

4~ NEIIRNBRZ2LF BN THEENERNAE - KASHERMET SR
281

(F0) ~ EFNEIRASREBURNINAEREIRABRERE - R PIAH HSERAEITERIEAIER
at o £ PF-ILD B9 A » [BIRIBE B ESHAE - I DUEITROERNFIR - B RA
SNEEESKTRIRRIAETR L T - IRIBRIAM S - BENGNIARAIGTEIE B 612 BrIRTE] -
BIREIT 2-3 REIR - SXREREFRE 30-50 £iE - —FHRNEIREAIUSE
RRANEERIEER - UADES TR ERPSITRERN 70-80%FA » L& H
CPET RIS KEENFLERI 50-60%FA%A - 31 Borg IR AHERAVIEMREEZES 4-6
8 REEDIMEEETEIRBBEARIR N BEE 27 -

76
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(3~ WREIIFRBIZP HIR SpO, <85%HIAA » BT AR AE SpO, #F57E 88-90%
L\/{J: 262
(7%) ~ FETEElI%R 3-6 & B 2 BREHES A AR

BIRES - Fi{ER¥H PF-ILD s ARYBhZR -

(— )~ BEHFTHREZITMERTE PF-ILD W AR » F{ER A URES PF-ILD fm AR
IR R E IS @A » AR PF-ILD B AR EE B B4 9  HBhR A
REINBEEAMA 2 (functional capacity) ~ E 7 D #EF1TRIE 35.63 AR (95% Cl
16.02-55.23 AR ) ~ IBINH B EENIRE ~ BBEERI/ IR FE - IS BRERRANE
EmE -~ BRI AR (muscular fitness) ©

(=)~ 72 Dowman 5 ATE 2014 FEIZEBINIHERR IPF BAMRAEIEERAT ** :

1~ & 6 DIENDSITIERE - PE

s WEOMEES AR RAEREEENEE - |E

CWEOMEFHBNENBRE - BE

C NEWFIRE#TD (MMRC IFIRFE#ER ) ELEE

“ESEREEME (CRQ 2D - BE

6 FEE-HE
» Tonelli AR 2017 FEREMEFROARBEANMERNAR - ARESRE IPFFE
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1 RARZEABERA - —RIDNERERE - AE - 2RFE - ILE - BEhESE
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C BERIEFIRI R E
EENMERREREA
- BRENE B EE I E M EMEMINEEE
» Body mass index(BMI) = 35.0 kg/m?
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o ERMTRE - BIREREENEE

o fHER
BEE TRE e {EH&IZ Prednisolone s HBIHML > BEEERENET
o fHEIR
= e Paracetamol o fHER
e Codeine
o (EEIZIHLE
Hitt5mE o WABEH

. RIS

. REWE

. SRR AMTEHRES : (BT
B MEDVEAEREERE (10 G5ER -
T3 « BERS - BB BIENES)

.« EERARRESHOBSS (1 B
S BUTRENS 1781 [0 : SRS
BY ] AR  EREEY ) BEREAR
EEEEI— s AFTAEA O LTS > SE
R RTIRBN RSO BRI AR (40 : 480 )

. SHEHRIHE

. BALREROISE

ERERaEA NEREBENFARRIEBETER DR
* RAREXRERE RN EE) AT IUREEIZR

86

B — T



o HEMEACRAEMMRARERAER :

1R 2018 FERIAHEIE[OEE °®° » PF-ILD ¥ RAVEMB IZHR (59-94%) ~ IR (54.7-98%)
& (22-58%) « B (10-49.2%) » LR (6-46.6%) ~ & (7.6-29%) ~ BN (13%) ~ &JFE (9%) £
FEIE (2%) - Hf mMRC grade 4 & SIFEREZFH 9.3% ; MEBIEZ mMRC grade 3 £ 4 (915
FERERERFEE -GERD thE R » BIEFTIR ~ B/KEIR « OWE « SHER B SHE (dysarthria)
EANZIE (83%) B2 HERNVEEAR - FAZEMHEEIRIEIRFIEth 2R BNEHE - BEMREIR IPF RAFE
% 88% TR EIERITIR IHE (sleep apnea)®™ o

o ENEMARCREMMRARE REMRNENGE :

(— ) Bosentan : 7£ 154 &2 & A HA 12 @ B 095 (BUILD-1) A » BE/RERXKMRO AR
bosentan(62.5mg £ 125 mg —AMR ) 1585 12 & B #iimE 6MWD ~ B2E AT IR
3% (SGRQ) MBS L BLHEELLEBREE °° - AT » ROMAIZIRFIE
ZHNED R RS IPF i A{E A bosentan 7£ SGRQ B2 SF-36 thiE ZRIKI B BEE A&
R ; A - BLBIRNER BB FAIREN BUILD-3 HHF I ° -

(=)~ Sildenafil : 7£ Bajwah & AMEIEEX EH 310 » ©§H=RARMA sildenafil 20-50mg 5
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WA FFEENESR » E2REMEERNB(CEE > W3EIRARA sildenafil AR
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JE GERD &R IEM XN AE ) - BABRE MBI - B 24 /NEFRIZHRRE
T ARFEE - BER IPF mASEA GERD S 7% » B GERD Wi3FS A E 12 1 1Z AT
_@ 317
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B E - HEAMRPHRARSHERINFIEREARRE - MEBEERNLRE
BITER % -

o HEVEEAECRIEIEMAAREE RIEMRIEREE R -

(—) BER : MERCEBPYBEEETRERFOBAEETERE ERBE - 20
BARESENSERE ™ - ILD BARMINEER CEM TR E N ES) S| LM
e JUCHENMERPOETENMMNE > QFEADETENR
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