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Progressive Pulmonary Fibrosis
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(RZ] EERERART A BERREHE M 2 RRBIEaIRE

A HEA 4 A C R B 1 R s HHEBRZRE

FVC TREZ= (mL /&)

AHIHAE FVC M@ sitE %1 (mL 5 % FaRlfE ) Fal
DLCO% M@ siigs gL
AN BT I B A R
EENRES DB ST R I S AN E S E MR B LR AEE)
AEH R
AN EEHIT R IR
EARERA BBERERER AN SES TR B I E AN E BRI E LR AEE
AE 9L
- B LY NS (SRR ) RIERERT
SR g
E’r\\/m\{IBfﬁ
- HRCT b7 @i bAoA iR E a8 8 L HRCT

2 EEHEC BRI #
BURPRBZE 2R (LiRIURE © M CBsIEAmE

X R IR Z TR BB © FEEREEAD )
Y AR R
mEEEs RS

EESEREIN S

HRNELERE SIS  EREBRTMNERAR - ATERRRERERTEMBOTHEER - RZBHEARBNEERFRIESELBIFLIGRRE -
HRCT : SETEIKENE ; FVC - BAIMESR ; DLCO : SN —aLIRAVIEREES - # : ERBREM -
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[(R=] 7#EH PPFRAETHI—EERHBBNERBENER

Y ERET
B S ECARSR BEFHMERYRAR

1. FINAE FVC TRAMEEE FEZED 10%

U st o (i 2. FINAE FVC FEBMEIRE TR 5-10% » AT
IRIBAEREAE HRCT 1Rkl (L g

NCT02999178 (FeHP—I18) . . ‘
3. PIREERELEHA HRCT RiEfmaEtE
1N
1. FVC BB R IBAMERIBEIFEIE >5%
ulLD, seses o B 2. 3EER O © B (BEAR0 UILD BALRSH ) I
NCT03099187 ESWEMER (AR EFAHE ) SIEAVE
REREE1E
RELIEF, REVDE=ZEAHEFENREKER BECE
A ERAT 6 18 B TIEFHAE  FVCTEAIME % WETERMDED
DRKS00009822 5%( B )

(=) BARIFE

HRCT A M FARFHE S RENERERERE - 28 REAMTAMS LN GERE
HRCT E&¥t LD MR A » EERFFRIIUN—TEREFEIRERN PPF - MEZOLAE - Il
BEHFZIERTEOIAEIT2E - EEERZETRERE IPF B RPRBMLAEHREEE
UIP BIEE » aNR7E7E > RIEAEERZ) - HR CT #RFHEL IPF MEEM » HRELL UIP B9 A
EITRRE CT NARUETMERVLENT R > BETLAHEERERSAFNTGRE - EEEARE
MR HNFEREREEETHETG - UREBEEHERN D MHEREREE o METHIE kiR
2018 o IPF EPR:2ENAEE5| 2 HRCT BIBRE BB ANRAZ D AIULE (R ) » ¥18R 2011 FE&
WREBH=4 > 2018 FRAZT &HEAEZ A UIP (indeterminate for UIP)y E—TED$E > TH]
BEZA UIP (probable UIP)) TEHIEIMETEAY possible UIP » MARAY UIP B E & ABERE » 2022
FEMERTHRASTRELE 2018 FRAZ BRI TEE °°*° - UIP IE RAY HRCT I EIEEERE L |
ERIMZ REER (tractionbronchiectasis) FZEHI 440 m E &SR (traction bronchiolectasis) »
EWREO BB EWIBARME R (ground—glass opacification/opacity » GGO) F14H 25 48 ik B f&
(reticulation) EIRS7E7E - IRIBIESIMNAS > UP IR EE D R MEESS (basal) BEHET
(subpleural) » EHEEMREEHIR - PIEES HERMY X R ERRNEAR T T EREMANRE
1R AIAMEIRDHFEFERIE ° - HEGHIE LRAERRE R EERER  MEES
probable UIP » LAFEI=4f] - D BI/FEMUBME TEEMREELHIR  ERABRRENMUZRE
&SR » IEREFATSS probable UIP BOM&E4: - FT1%HY indeterminate for UIP &kt T EEZE DI E
[EERFNANAET » BAEMKRIAIZEELN - BRERMEPAME AR - AJREEESHLEST GGO (
=) RE—TER AN (alternative diagnosis) BIEIFEZTERIAEM - BIANTR T ER S HIRMI &
B UIP Z21FX « ZRRIRTEEMERSHSE °-




(RM] 2018 FERAREIFR IPF 15575 % AR HRCT #4590 R IUARELIRR

ga8Y UIP AIHES UIP o) AR A UIP EZE LN
(uIP) (probable UIP) (indeterminate forUIP) (alternative diagnosis)

PR THAIAE  PIETHNMERE BETHREESSE Rm»—E2ERER > &

BEHAE: D HAE: H6E i
FEERRE HREEN ———
o # R

* FHEREER
EEAEEER AEARELRES LI AR BLRE ; AT BE x BEE M EE AR RE S FY
BetHErE MHARAMSR AEENERBRRY e
< =] \% N = ) 1 g ,zn:t “ H R N -
e e T R U —

AMTRER #HXRERER RURE”) = o
ES R AR * B2 DM 2 RS8N
TRERE T * B/ NEFROEEER
_ - 5 y (centrilobular nodules)
AIEEREENE  FhMAE(ER CT S2B45E * B
BB A/ DT RBER =
BERE(CREAREE xR
=2 UP") « EBHMH
* Y REMEBE
* MEEEFE
* A _EAHER
e HE !

* BREDRT (pleural plaques)( &
BAfELER )

* BEIRE (EE CTD)
* HBBIHEE (ZE RA)

* BZAOMEEREA (ZEHEE
mHA )

* MERTEIK - BOEEIEE (E8
CTD/ BE¥51#E )

YREBIES :CT= computed tomography EBF&ETE ;CTD= connective tissue disease #E4F4R4ER ;RA= rheumatoid arthritis BRI REIETX
;UIP= usual interstitial pneumonia Z R E AR # ERND M BRESMEME - AJBERETE o t AIREEEN CT 1 BREMERIEMRNR
HHRELAE « BB L (pulmonary ossification).
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([BE=]

—% 62 EEMEEBERRIFEN PPF - (A B) DRITEA TR (A) FIFFETE (B) KFESH CT FHMMEEGERER T IMBMETREE
IR EER GGO EHEBENERIEZ RERR - MAMB2RAZBIE ; EHIZIEE (fluorescent antinuclear antibodies » FANA, 1:320)
FZBMmERYE B MERAAAEETEE (perinuclear antineutrophil cytoplasmic antibody » pANCA » 1:320) 5 - fRIBARAISRIAES UIP —31 » (C D)
R4 EPEEH CT > TEELZ AT A 1 B BEUKER CT & RBRREN A LER -

£ INBUILD B8/ ' » PPF H HRCT L ##LMANE G 2N (XA ) ARKEE L
AENMZRERE #EAAHAEEREE NEBELLEERETE >10% M > 8
AIMESZMTHENEBREER - GGO ~ LiFSEX R E M E B E 2 %4 I (upper lung or
peribronchovascular predominance) « 5 & 5 A BT =3 (mosaic attenuation) ~ T EEHE (air
trapping) ~ /NE LS ER (centrilobular nodules) » {BR ft #F H IR B 32 At B £ (consolidation of
lung) BRI KIRAE4EE (progressive massive fibrosis) © it PPF FIEFRAIAN » 1RIE CT #4%
BRI ARAEZNMEECITEHEESERE 24 ARRENMREENZGEZE (E= ) - PPF
NEBEBARE —ERENME LIRS ( BB >10% EAEE ) CT St EBE
BIREIEHIR UIP-like SiE i (LHLAE (a pattern ofUIPor other fibrotic patterns ; thg AR
2l IPF ~ PPF 8% non-IPF PPF) » BIRIMANAIAR(E CT 2B E » BERBMELIRETREL
MARKIR ~ ER X RERRMNEFNHEXRERER ~ M / WS HEAIM R ERRNERIBAR
FEEL . MMERSNARATE » U BAFEIFHENTE > 15524580 (nodules) FIAER "° -




[RA] 7 INBUILD atBarh - kB8 HRCT &RKmA D EARAM UIP @ C R AR E b dli A (CBLRR

Definite honeycomb lung destruction with basal and peripheral

A predominance. BRMERIE MR E(E 2 IR - DERSNBESE -

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

FHEEREENEM T RERRK - BUMEENBESERNEHELE—K -

Atypical features are absent, specifically nodules and consolidation.
Ground glass opacity, if present, is less extensive than reticular opacity

C pattern.
AFEIFARSE . FRIEMEHMNMES - CCO(MREFE ) AUMRIRE
L&z -

HRCT BURSAIRRA D SRR UIP AARCBURES B A (B ELAS - WA A A~ B C R9IRE 198 A fll C I91R%E ;s iRFE B 1 C WIRE
EWERIETE HRCT LEARM UIP @M(EEAR - ERTEELRENRATE HRCT LERBESEAEMMAMERA -

CT AJ R EBEEENEENRE - BAENBAREAERNER (B= )" RSBRAR
#iZ CT B AMAEHSUAEIEE  HEEMAS MW ° &# 2022 &£ ATS/ERS/JRS/ALAT
2 PPFI55|7R&R - WABERITIE—ER - B EE PPFERER ZERE « EAMIRE /
sz mEERIGI - B ERBRBFBEER M T R EER - MESARERERE - @RAREEE
P EIRE LS » MRMESEERAIESE * - AMPE G LGRS EERRIMmN
2 RENEERESNIIMNAREE RS EME T ; FEoENARRRMLEERZEAEZR
BARBIRMWE > REBE LD NZ2EBTHREMEZEENBREAGEHNEEM » BAESE ZHEN
EFMBGERFBERNERE > FHMHEFEEM - MFEEBZUFROABETZE - LA BF
BUBERM > S E—ERELRS Y » BNAERESITENGER - BXEEREERN 201
B 2018 & ATS/ERS/ JRS/ALAT S22 HEER IPF 155 MMESER R - MARIBMToE
ZENHFHERZPE - MERMEITH 2018 FEIFR IPF 15511220 - HMETRBREES -

FARMED IPF SiER T » %52 FVC BARKB(ENAREZREZMINAE (pulmonary
function test > PFT) TEAGEIE - PFT 22 BRREH AT ARMAVER « REENENEANR

HRCT th#EEENAE - HRCT 1 PFT m& 252k « BRINFEFRENEETR - BR >
HRCT &R EERNAEUENMS BRRNEL  WRARHABIGEERNZLENEER
2R B - BAIKETE ¥ HAM—LE non-IPFILD &5 B1b3 & BB R R MM LERER
REREHREA - EEPESENGE  EEEEMEHAREMN 10% (FAMARGEBEARER
10% BRFTERASERERE " FIba A 10%(CT HaiE(Ca B EMmETE >10%) 1E% PPF
FRARRERGLE > MAI MM RE HZE 10% BE > B8 LEFERRNBEE - 5 ZRIKARE
RARMFHEEREET A » WERMBEENF EENE A - BEEFESEUE > 2hlFtESE
HEUVEEFMECHBERENETIE MEEVENEEETEIRRBERNTE > HlW
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CEMTNEE SR RERNORGTE - MEEERHE)  REEEERNGEEEE S 5 It
5h > ILD OREMNERSMN TIEES > FRBEMERHENEFTEERZERETEHE
FIR/N « EIts 2020 FAZEABRITEZZIGVER EKFEEMBIEE * > EPERZBEAUN T
BB > DASEINESHR T AER RS ST AUHEE » FREXNEK I E D RIA © (1) EENPRS (aortic arch) ~ (2)
REDXE (RERD carina) AT 1cm ~ (3) ARFFIKESEE - (4) fE7KF 3 F7KF 5 f9%5 ~ (5)
LIRBETELA 1 cm~ (6) AERETETA 2 cm - EFRERINAE—MREMN 5% 1ERRIE > &
ITIREHER - AIBASTASAIER D BB EER - IMEMFHSBRIRNBESH - HEAUEN > BRE—
RS EEKTEE D RE—F » 8—F &5 50%NEE ; RABREBE _MREEREFNKT
HMIREBED ; RRIESE 25%NEEMBESHEHFN D REIEEE2 SR 0 » AISERS HERN
HIEZA 5% ° NIt D @A EN 4R ES 4 4E(E D B (total fibrotic score » TFS) » Bi§ S EHEAE
ERMIHE  EEBAN LD RERE - FESBEE > EESKRCT AT ILD FEE (Ff
AR CT MAECERR ) (EEERIRIARY 5% » RRERRKNERR L)AL D BENETIME » AIEE
BAURANGRHERDH -

[Er]

FBRREAIWD SR 100%( & 7T/ )NEEEE 6% EFHE )
R&7TEARME LR % BMFMAT > BUREER % 1




BESEHUE (AENLE ) PHEEIREL (honeycombing » “H”) ~ #HHRZEKIR (reticulation »
“R”) ~ BRI X R E#EIR (traction bronchiectasis » "TB") M&HERIM X REIEENEIRIEIAB
£ (ground—glass opacity with TB » "GGO with TB") AILEfI - BENRREIAE(CRILEHI - EBTEMN
&4 GGO BASHEAMXREREMNACETAMBEEESTONDEETESR - MetEFRIMX
RERERAGULEHIRGESRARE CT R LE XK ERRNMETE DL - B8R CT A
A AEERILERIL EE REEAN 5% - st E D 2 (total fibrotic score » TFS) EiEEELH 4
{ER% (H> R > TB 1 GGO with TB) HIFFD RSN - NERFAT - BB R ARNHRME
#FeiRIE Fleischner Society FREIRIMBER TS ETIME « (1) BB - EiefMEEBRK
MAVIBINRRRS - MR M ER X RENMNEREE (RBTXRENLENES ) BEERSE
EFRIBEBEZENFEERRS - AR AIRAIEEENAURER BIRENARERE ; (2) @ikEE
(MAAREME - FAIRKRIR ) - ENENIRXERRR ( O/ N EFNERIEES/ N ERNEIRIEE ) &
HIERARIFERAIB I ; (3) BEMREL - 7£ HRCT LRBAFERHNERRE > SEBBNE
LEE—(3-10 mm - (BAKFAE 2.5 cm) - EUEBBEMURMET - MEBESEAFRRAEN
HhEE  RREZEMNELIB S HMERANGER; (4) MBS  MEERI9TIBIMNAERE
REBBEPNMEEMAT ; MUK (5) MKE : AREEXREBHREEKA MR » WHIE
T HhiEEE -

(BA]
(A) —% 55 ®FB14E% SSc-ILD B A » B RTEHEETGEREER K TFUERTWRAMEETE GGO aHENIE X RERRNFMEMEE -
(B) REBR IS RBERENGEESE - BRZKTFHTS « SBEREETRE (total disease extent)= 8% ©
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(M) BREREMEEEEMRS R
o {EURABLITRARIERE Z FE B 1t AR

(connective tissue diseases—associated interstitial lung disease » CTD-ILD)

CTD HEEXEMME > MEP LD BERERNRITZ— > MARRBANTARERERLE -
LG » P EASEIRAG 52 ER T AR R B AT ER A PI A A (B P -

—ARMS » B IIP 18tE - CTD-ILD WA E FIBE R FEE ~ KM EREEEZ - AMABHAR
NERERLERAMAR > SHNEFESERBEE—EPH A RIS EEFE - MEPRIRAY
MERERBENGFEMERZEME - 8/ CTD-ILD HEXRMIETERAR » MAIKMLIRE
(systemic lupus erythematosus > SLE) & 1% & 15% > RA & 6.5% & 33% > RAKR4 19.9%
ZE 86% » TEMB(LAELN 40% = 91%* »

CTD-ILD MERRRIREIEE B MEMRMITIREEMN » BELEARZEIFTEMNEMN - B RAY
EHENREEES - FRNEERE - &E RNNFREERSETREE - EBNHZEAENZ
8 BEERENEREE - HEMERBERARERERR  OF - FIREEMIZI - FREFERRRS -
CTD-ILD iEFERIKBHE - IABEE « HERR - BIBERR -

CTD-ILD W2 E H EA L EHE: - (1) CTD YIRS EMERER ILD AU L REHINAR
B (2) MRERIFECHRERPERENMBFE LRIVNBARE SRR - (3) BEREIS
EEHH MR E RETE R ANRIEB(LEHR ILD RERESHEAM G2 EY S #EM (4) CTD-
ILD BRTZLUAE

AT » CTD-ILD KOFERRLE IP E1F - AT rT AR AR G & I A - (BB
YIMEIER ~ SABEIEREERAME © 1b5h - —BERAERAMEHEL  FEEMESEE - Eit
% CTD-ILD #IEEACIEEEEE » EEZHREE (multidisciplinary discussion » MDD) » G135
MR G R E B RIER BN ZISE -

o EBEHE(CAERR Z BB TR

(systemic sclerosis —associated interstitial lung disease » SSc-ILD)

2HMECER—BRBEEEMR/ N MENBEREER > X8 MERE] - EHEES
SEWIMEENEEMRIR » EFSTEFANTEZME - B ENmAEREERIEN
Scl-70 L » WFEIRA ILD ~ NSIP FEx/ R e UIP BURAHERa4k(L ©

TEMERERIR AR » 34 SSc-ILD MLERITE AN R < ILD FF S ETER AERIZAVANES - £
EUSTAR tHRFET » 695 BERERANDITF » RO=DZ—ERENHBAZLETHRIRS
(Raynaud phenomenon) 1 » E=FREZEANEE M DLCO /IR 50% BUIEH, - 55h » ILD 218
REEMFETCHNERRRAZ— - #id HRCT B - MSEHECHNEERIECXARSEER - &




—IRFRF AT - BhERA4E(EBIA 30% AUMEREM AL 10-30% AfER4d4EmAMRLE - SETRE
f i =fZLAE (hazard ratio(HR) 3.46)" °

SSc-ILD Z i #BEGE R AR » RZE2EEMMN - ARIEL > FBHFITERIG - 820% -~ 5
B exERNER EZSRBEEFEBEERTRERRN BB GEIMMNERMIES
(Velcro®-type crackles)® » 7£ SSc-ILD 2Hf » MIHAERIRAIUNEEER - MR E S EEIR
IR - BARSIMERTIERRARENKRERIAMER - WAFBEIRAENERIRSI
FEMTEIRANEE S - W ARY DLCO th &

2 5MBEEMNRBAZL ILD MERETB B ZHE B IE(LIE (diffuse cutaneous systemic
scleroderma) ~ #8485 (nail-fold capillaroscopy) ERAEE - 150E% © LRI EEKIBE
REMFEA » MEESHAERMSE (pulmonary hypertension » PH) BJ5BA 7 ©

FEAIFL R AEREA FVC E FRIRERMVEF - BIFEMHEA » modified Rodnan B9
=R GERD HIEAL © -

[&RIX] SSc-ILD B2 M Ab A4 b ARILEER

MEZB R HMELEEE2 M BRI
S % HI7 a4 4 ’ :/E\: ElE st
w800 DR/ BREMAT RV mawmigenz per

B RELE 51 rEAEDEy oo W IRERE &0 8

R 328551 DB 508 S5 A 12

WEMER  sEIRmATAIRELE (orackies) EovEa AR
iy ERENEEER - (HE DEFE .

RRREAE (FEERAE BEES  WHEMER TEMAARY

MERER  AHERENRBRMEES FEERE B HenONEEERE

8#x 5-8 F FEPUHN 2-3 F -

o JEREERAENX AR Z M E LR

(rheumatoid arthritis-associated interstitial lung disease » RA-ILD)

2 RA HB 5 HIRRAEIIMEA (extra—articular manifestations » EAM) Z& » B4t
B 30-40% MR ASEEBBEMN > MEDE 10-20% HFEAEZEMIBLERIETE LIRAER © -
ILD EfERERE RFER ) ERITRIKEMRIEREZE A XARE - HiEEH 4-68% £F -
BESEBHAEZATEY - BERRA —MREIRNZ M - RA-ILD BREHIERBURA > MELR
50-60 pREARAME . BREFLNBHEBIEMN  EREETRS - BEXEIEL » RA-




Progressive Pulmonary Fibrosis

ILD MEEEF - PRETAFACEISE S » TREFEHMAE « BEVEEF (rheumatoid factor » RF) Ed
T BREEHBE (anti— citrullinated protein antibodies » ACPAs) MMiERME #2°°" ; th4bh » thB STER
RO AEE RA-ILD B4 RIS ARE - MR EENE BITE LR SUBKMES < BRI =+°°%% o 2R
BEERARTEER - FRABNERBERZEERRZL > -

RA-ILD ARSEMEHIES R FRE - MATANERBEER *°; —Rms - 2 HIRNERE
AREAELA ILD 484U » 2NEZIZEEENRITIRZIE - (BUIRS At R A EE R ERENE T > ™
RBWER > - BEEBEREREOEER (tachycardiac) « ERIFTEEER RFIEHNT (bibasilar
inspiratory crackles) » BIFHBIEEEE (pleural rubs) » BREERER AL EIR2E4H (cyanosis)
FAEKE REMPH BEZHSR®; FUPBAS L HRVREMER > EB S HIRMTIRIE
(clubbing)®  RA-ILD B4 MIRSRAE: - SR HZEIEPAIE 4.0 EEWEIE » AMA Lk
BImE R e EE R RS HIRAER 2 BT Y -

RA-ILD A RILZ AR BLAR » 20 UIP ~ JE4F B 4 R & 14 Bt 3¢ (nonspecific interstitial
pneumonia » NSIP) « PEZEM 47 5 E X (bronchiolitis obliterans) ~ #B4{E A 3 (organizing
pneumonia » OP) ~ BB E AT (lymphocytic interstitial pneumonia > LIP) ~ B B 14 R E 4%
3¢ (desquamative interstitial pneumonia » DIP) ~ 5@ 481815 (diffuse alveolar damage >
DAD) % *° - REREAh CTD-ILD & & X IR A NSIP » RA-ILD BN UIP LEI &S %% » RIRA
UIP ZELEMAIAE (EE « BM - 7L ) BLEE S » ERAEEBIEE - FERTEZE %% . g
IPF 188 » RA-ILD Z UIP » HE4 ~ MBS A RMRETE » MRFEEAEFHIERAEEZRE 7
UG UIP th 2 48R B IPF B4 1L (acute exacerbation » AE) S -

#B 1/3 I RA-ILD RIRA NSIP » EEZERNKRIFEERE ; EARZAFESBEU LRI2 %%
8 > BRI EEHIRAREERIEZ B RA ZAT ©* - IHEIR UIP » NSIP AZRRERRAES -
AERERHEYT - EERERE - BIMLEEBRIERE—RER 707599 o8m - MBELVHLE
BINRATREERSE © - HNRIREARIEHEHIER D - BRBABELRE » [BRLE RA-ILDES
RRASEEF D > s 2 37ZAHFEZE (chronic obstructive pulmonary disease » COPD) HJIE1E
T 2RSSR ' -

o (SHSEA ECAEIRRFERE Z ) B 1A is

(Sjogren's syndrome-associated interstitial lung disease > SjS-ILD)

EEHEREREE —ERIEERNEEREER > S EIDWINER LKRER  HEEES
EEBRRENE > H120 - Ro(SSA) Hl La(SSB) #IEMEBN RF MRS - MR EERIND MR
ROARRE ( EEZMREMERER ) SOMEHRIMSE - SRELEINDWEREER D5 > SRR
R > ORESZIREERRAEM © -




MASRREMSTENERE - BEMRER > 1€ 10-51% BB AEETZEEERE KR
P ILD MEAE - KK 10% KIRA » RTERRIGEAZT RIFHR © - B KRR
IREERERE - ILD IMEABIEE - LD MRERREEHT - RARTE S EELE R L
PRIECRFNZEYSHER) ILD - ERERERHENTRARZRZBAEARIE > BERESFHEE > B
BHERNERNE -

ILD ZEEHEHMREREER - 7 41-61% NEEHERESHE LD mARBZREER *© -
PR T IZR - SRREERESHA ILD MAEEEITRNG - i5535IR4A 30-50% E18H RERRFSH
B ILD MABEMEENR - MEFEIEERE - LHERZ - ERUIZE LSS R AT
RIZFIRER AR © EASBRERBESHE LD RASELZWNERER - BEREEIE  MHREE
BIREENEE - EHATRETARENRE - TREFRANE RETN - HROBRERE IS
B REREFRELEAME - ERENBACERRE » fE > 1ZMMNRAHERRN - E18H RER
BHEME LD BAERNBEER— > HEERIBRENITRIGEBTAERE “ - M LD HERER
EMZEEE A —ENEKRHEREREIRREE A ERR > -

AESENENH  BARKRROUFREN - FIRBEAKERE > (BERFREIRBRZISERERM
ErMREFIRRBFRNENEE ©-

E—ULUEERERERHSHAILDNHEAESZIHIBYRNMARF  FREAEEEN
ILD - B iF4 4RI NSIP > AR HEARY NSIP ~ UIP ~ BE5R 14 8 B M i X (cryptogenic organizing
pneumonia > COP) LA FfigRA9 48D ILAEE (amyloidosis) 1 LIP » tERB SHBRMBRIRNEE
4 fibrosisILD B9fEA © ©

o EHMAIRIRERR 2 EE "R

(systemic lupus erythematosus—associated interstitial lung disease > SLE-ILD)

SLE R—RERILZERETHURANBERZENR (autoimmune disease) » IFERZMLE
Z > HEHEEMTNERST2EEREEITE - ZHSLE MALRBRZENE g
% DNA (anti— double—stranded DNA) #1371 52 238 B B2 182 (anti-Smith autoantibodies)® ° i
EEFE IR A ERBNBNREEEMNGS » ENEMIEE - T SLERAS LE RIFIREE
AR FEZRAMERR - IR EFEKE XA MEME M - SN IEMBEEE (pulmonary-
renal syndrome) » &M EHEAME X (acute pulmonary capillaritis) » & Z 2% FE R B2 4 i e 1 [
(diffuse alveolar hemorrhage » DAH) [ T LA E25&XRIT » helgEEREREF AT ILD ~ \m &
HORSREFNARARANINAERERE - FFIRB B ATH4E )\ (shrinking lungs with clear lung fields)® °

SMIREERM X (acute lupus pneumonitis) EAMNEBRIRABBENGE LMTELS
ERIER - EERMIREREMXE—EEERIRERAMBEESIERMEIRE - BASHEITFR
I~ 30% > EEARMAVNRESE > RENRAEZEERIITRRIE > EREESHIETER - iF
TEMRERRMKXI > ERRBEEEMMNF > 7€ SLE BARLAER » /EFELN 3-9%" > X
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EZLAEAHBEMBEREER ™ IRERANEZGHABIRERA - T—IEAREER > SLE
BfFH+A ILD BEfRRE F BEFLERANAA - FRRERE > AE#KER  IRaHEES
BILAEROTRA ° - TE—E-PEIAREST ¥ 505 {8 SLE fRAMEIMIMAFTIEIR - FLBANEE (X
R 60 BmERA ) - BB —F > AEAERIRE > ABRAZEMTRZEHEA > EFE ILD AR
e LEA> .

FIRBEEE MRS > UIP BEGAIAE(E - @4EE NSIP ~ COP 1 LIP AEMERmAIFRSMES
B FREEENARE - COP HEERARME > M LIP ¥HRERMERRE ; UIP EIfda(t 4
 NSIP ¥ EREEE I R MBI RAE - AME M HAR_ LB BIEE ° - 1BMRERE LR
HHYEREFIH SSA BEEREHBERRM ™ -

o RSN PR SR 2 BB AR

(idiopathic in lammatory myopathies—associated interstitial lung diseases)

5B B SR MM AN AR 2 (idiopathic inflammatory myositis » [IM) 2—4E B 2 %E R EE AR
% KAERPARRRS » HPRESAXRZE Z MK (polymyositis - PM) BEZf13% (dermatomyositis »
DM) » 5B & ZEREMAAIEIE 2% E (immune-mediated necrotizing myopathy) ~ & i 52 Al %
(inclusion body myositis » IBM) 2 ; LbEEEEPRANAAZE RSN - FEREMEEER - B ILD hEHKTR »
R ERTER R RNEEHIE *°° - BN B SRR - ILD MR ALAER Z A »
BePR _EAFR:E TEAAEAR Z KA (clinically amyopathic dermatomyositis - CADM);  » ItEE%
BALESZHIRSMEEER ILD® -

ILD 2 IM RN EERIR > BERMREEREANLSRARE » FABRERITES 20-
78% K& ©' - IPEERE IM MURA - E—HBEESEHSNRFE M BEIMEE (myositis—specific
autoantibodies *MSA) MERIRE BB M SHIER - BRRINRIRE IR LD BEERIIAE % B4
BEXRELAGIMARE ILD BRANREL > FUIFEIRMN ILD 2X R EMN AR BRRETE
Z ILD (interstitial pneumonia with autoimmune features » IPAFs) » {RERHKBEERIEEN 2
- Eit - EBRBRIEERITSE » HIRA MSA TB8F aJAEE ILD RIRGFIREE * -

HIRARAR » BITREERKX - BEAESWEEKRARIEL DM/PM B ILD & » BITERA
17— 36%*%% 5 MhERIFLK EEAE ILD LERBIK » B 8-13%70,71 ¢ ILD AIFRE IM ERMRANA
Ko BRZHIFRER Y MHER ILD MEARE T - BAIAREREE HLA RENER - [BR
EARAIBAENK ~ I F - RBEFIRERANESERRME MSA RIR *727° - B ILD AUERELE
ZME » IM BB ILD B EAFRERMNE LR AR - NEZZSEERITRZ(E - FEENINAETHE »
LIRMRIESE 5 A - ILD WEIREFERAENTER - AHE LD LIRBESMBEEER - BMERE
IEABEEMR A th R E AR % -

AT » REH MSA BIHZERRARIRE » a0 : UHIR anti-Jo-1 MEEAFHIINS AERIE
2% (anti-synthetase syndrome » ASS) » BERRUFEARBIIE : BIEIR - B KRR - FHIF -~ 8)E




AR ILD% o ASS MIfEEE » RN IS EFHINENHBAMS » HILD BERKS ; minges > I
anti- Jo—1 BEMh IS R ESHIEE (40 anti-PL7 ~anti-PL12 % ) » 38 ILD B9LE R a1 hn — 3 = KX >
AL ILD BAIARIRESHIREEARE " - EFSHEIR anti-U1 RNP & » S¥EEEHK
Eﬁ,% 77 °

Anti-MDA5 (anti-melanoma differentiation-associated gene 5) @ — B FHESZERN
MSA » BENBIEH LEHERER S HIRN DM » BATEBAE 7%-13% HEMR » WEFEEHNOE
7% » TILELIEES 1 H(E 20% PR IRERARAIAIAEA °°  Anti-MDAS [RE B4 B EEARI -
BE BEREZR RIFUARDOR - BRKEERSLIRIREERHN CADM B RP-ILD®* ;
ItE - LENBEMTFEE B S ILD WS SR - BEWAEAEBAA - ERERIEMEE % -

$iEL8% MSA IS - anti-SRP HBSERGR L SURSEIEALSARR - MVATHASTEAEE - BRAk {8
A ILD (9358 - TIRIEHY MSA §H4 ILD ABRASURRAUSE D * - Anti-PM/Scl 724 18 LR BLAER
4 B 853188 (myositis—associated autoantibodies » MAA) » BHIENREHEZEHBLENES
RE&E¥ (overlap syndrome) » BEILERFRIEMRE E1 2 ASS RIRAENRE - 30% - EHRIRE - KRIF -
ILD » AR B CER 2 A K A R IR °4°7 -

IM #8390 ILD S5 RIRBYAR » BIE{fth CTD-ILD BUAE » RIEBLAREAEIRE ; HF NSIP
OP > S ILEFFE (NSIP « OP) SESRIBLEEIE B » UIP B 2 FEEEIRE D *° - th9h » Mt
#9 ILD B » HRCT mJAERIRFI fZ R AR RO B 2 42 B AR AR RIR - thEE3EMRE IM A8 ILD 9L *° s T
MEENRL  XEPELERRAESERINURETER 7 - EREBREBNGEY > 3FE
Z/IBA - LEEAZEM -

B PR RS 2R
FIRE— AR L AERARYAEAR > R R BRIRME M i (E I K B 2

ERAZENRSE PPFHIEIEAE (40 : IPF ~ iNSIP » IPAF ~ RA-ILD ~ SSc-ILD % ) » 8l
BEZZI/NC © ILD mARMERGERINE - th B RERRAELT PPF - REBEHE L
HRCT EZ I FFELZH—R » #E1TRIFHERFETEE UlPpattern FIEEE] -
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¢ REIEEARA

HREBPPFRA  ABRKXKBAEEZEZZEKE  EMECTRBENERZE
BHRNHEREEL - AENRABRTLEEEARBMNEFRESZHERE - RARBHEAN
RIEAYEKS  REBRENBELARA R TEEZLE - XREMEHREEE (broncho-
alveolar lavage » BAL) BLEBAMIZH 7 A7  TRED LR AR INAEREHE (5140 Krebs von den
Lungen 6 » KL-6 #JR ) E#SMRIZE AR ESERTBER (FINESESEEHE 1
matrix metalloproteinase-1> MMP-1) S RZRETZEE (HI%0 CC BIEHE FH 8 18 C-C motif
chemokine ligand 18 » CCL-18) KBTS - BEAZEIRAENR BT MM - BN RE
EZR MM DR ARG ER - FSEEAMIZBERERERRNSR  BRRECEEE - &
AEASTH - FFIEEREE TR 22 iRrE R £ WS EFR IR AR 5 R
2R - TRREDABRIE LROARES - Wik IPF EEAMIEM M CER 2 FNERIER - §RAER
WEAmE > -

(—) ZRUERGZERIERBREF

BRIE—EHRMERBNEMZTL SR IEEMAEEER  LERIPFRA - HRER
MUC5B ERFIEEI 5 » BHAHIR polymorphism rs35705950 » ¥R E 4 IPF 8§ RA-ILD Y&
IR RN ; EMBRNEMIZEE S - #1 TGF-B :NSEERIA TOLLIP EFA - BiktifsiEran
TERT & TERC £[& - iniii48R%E - MAELEERSELE IPF RENEMERL -

ITHRE—IEAER P  BBEERTEFLEE 3,624 (i IPF fBAR 4,442 IIEE A » 21 FAM13A
K RTEL MifEEA R MRRINAERRAE RS R » B2 4 IPF fOEBRIERE (RE )% -

tE4h - EABAMIKIAE (HLA) > BH HLA-A*02-DRB1*04 A fZE2 (haplotype) - Ed
IPF 324 A SRR ; HLA-DRB1*1501/HLA-DQB1*0602 * HLADRB5*01:05 * HLA-DRB1*1502
» B B BIBERTER - 25 4B(LE « JBRRREIRIERI 2 ILD A RMAR -

EZETEREYIZRE T - MMPs B9FRIFEL IPF & non-IPFILD M2l B Z &R IR % s MMP-
1 & MMP-7 7£ IPF s ARSI % ~ BAL MR RS - BB RERA ; HRNX RATMIRA ILD 199
A » RA-ILD B9 A MBS » 2 MMP-7 RIZBEZERFA ; MMP-2 7£ iNSIP 35 A Y Bl sH %
7R (bronchoalveolar lavage fluid » BALF) {XI8= » S IPF R A ; MEERERNEAR
MMP-12 IRIREE R EHAZIRIEERANIRS - AL > FEZARFIR MMP KiENRIR > Rk
£ IPF Sy EAMIE Mg E2EY - BE—EWN2E M - M IIP~ HP » CTD-ILD RIFATERTE
ABMERK BAL # » KL-6 ELFEEERBEERS » W AEIRE S100A9(calgranulin B) E[ERF
SERIREMME(L INSIP & IPF 2 BAL® -




MmERRERNZEEEMRL T - FaReEME - BALF SEMER4EMAH » SSc-ILD =2
Hfth PPF > CCL18 #EARSMNXRIR - AEEHEREM ILD AUmiR - BEEIRHE CCL18 MKRIR
BE—EMNR% 5 HR%REENZE MR - A8 CCL15 ZRERER » C-X-C motif
chemokine ligand 10 » CXCL10 ZHR RA-ILD Z ° Interlukin-6 ~ 7~ 812~ 18(IL6 ~ 7~ 8~ 12~
18) & » HAItWIREEELH PPF > thiEEEEA® (RN )%

LE5h » M BERZENTEE » MFIAEEER | (anti-topoisomerase | antibodies) ~ #1
U1 RNP ~ $T U3 RNP ~ T -U11/U12 RNP ~ #1 A 2 48 A2 #7188 (anti-endothelial cell antibodies)
AIFRIR » #BEL SSc-ILD 18R ; M7E INSIP » BI 2B IREMF KA B E B (myxovirus resistance
protein 1> MX1) thEE 22 kiE *° -

[Rt] REBRELSRIEEIRE

£ YiEsC R4l a

FREMMBINAERE  MUCBS ~ TERT ~ TERC »

P T ECM B2 FAMI13A » RTEL1

REBEE T TOLLIP ~ HLA

BEMELEREY  ERMEBINEERE

1B mE oM = MUCBS fiHLD
SEHIRE  HLA s

SSc-ILD + RA-ILD

HLA = AZEBMIKIAR 5 ILD= BB MEFF 5 IPF = FrE2 MRkt ;
RA-ILD= B¥ERERIENXABRAAY ILD ; SSc—ILD= B2 54 FB{LERIRY ILD -
a BAREEMENRIREAIS AL -
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BREMEMRER
IREAYIE 14 Bb
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T 4B INAE
[& Bt B ECM
EEg2]

REHEES

ERMIEINAE
fZ fE B ECM
EE]

EIREC

MMP-1~ MMP-7 1 H
MMPs

IGFBP-2 + VEGF
BEEH - PA-T

CXCL13 S100A8 ~ S100A9

KL-6

SP-A ~ SP-D
CC16

MMP-1 > MMP-7 ~ MMP—
12

TIMP-1

BIEER

CCL15 ~ CCL18

S100A8 ~ S100A9

CCL18 » CCL2 ~ CXCL10 ~
- RIEEBEE |~ 1 -U1
RNP -~ #1 -U3 RNP -~ #71
—-UN/U12 RNP ~ 1 - AFZ
IR

IL-4 ~ IL-6 ~ IL-7 ~ IL-8
IL-12 ~ IL-18 ~ sIL-2R CRP
SAA

1 -MX1
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IP-HP -~ CTD-ILD~ #&
ARRH AELER
iNSIP

HP ~ INSIP » SSc-ILD
SSc-ILD -~ $8YE % ~ A
ML E TR

SSc-ILD

A T R RA-ILD
SSc-ILD

NSIP ~ BE5R 1448 415 Al sk

EA -
SSc-ILD » RA-ILD

sarcoidosis ~ iNSIP ~

SSc-ILD
RA-ILD - $8ATESR

SSc-ILD

BAER

iNSIP

CC16 = 16—kDa Clara fiDMER ; CCL = C-C 2B E FHEE; CRP = C RIEEH ; CTD-ILD= Bl 45484 5 mERIRY ILD ; CXCL = C-X-C
HEEEB(EEF 5 HP = BEVERK ; IGFBP = BEZBAERFAEAEA ; IP = HEMRIEMRL ; INSIP = 1535t IFS R MM E MAHX ; KL-6 =
Krebs von den Lungen-6 ; MMP = EBE£EEA ; MX1 = ZHRRENHEER 1 PA-1 = REZRECINFIE -1 RNP = Z#E1ZEH ; S100
= S100 $BEAER 5 SAA = IEEBMNEN A sIL-2R = BIAM IL-2 Zfs ; SP-A = RKERNEH A; SP-D = RKERAEH D TIMP-1= 41
BEEEAE -1 IHE ; VEGF= MBARARRT - B2 EMMERETHER 1 A0 -
a AR BB NENRIFEA IS AL -




(=) FRRBERRE T

BN UFIANTFERBERF (R ) MEPMEREEMEYEERER (surfactant protein
A > SP-A) #l SP-D MKRIRE » thAlAARIHETREZIIER 5 BEMKEIR » FRE IPF HEE
HERMIPPFEA - IMiEH SP-A Bl SP-D RIFERAM AISEZERH AR FVC K DLCOEE T % »
E—SRAEERBATET s B £ SSc-ILD B A - FER 4 T Ehs 3 $8IE R (chitinase-3-like
protein 1~ YKL-40) B EFHEAREFEZE  DLCO FRERMIEREEIHRT - AT EIRBIZ RN
MMPs K% » BFth AT MEAFERFHMEMNEEZEMIZRL - MMP-7 IAS » EEEEE HP WAL
EERITRAER ; MMP-12 & TIMP-1 (tissue inhibitor of MMP-1) th#3&5E 5 BlIE2 SSc-ILD &
A FVC B9 TR DLCO TREHRI -

BN EERFEERF » £F—IEZHOND AT EEIR > o ABRMBH CXCLA ( BA{EEER
SREMEEIREF ) -EBTE SSc-ILDmARZ REIG A EEENISE BT B REA F - It »
CX3CL1 (fractalkine) 9= ERIRt BT UES SSc-ILD fmRBEEF *° -

BERANAEMIER - BRI IPF EREDRIMARAR » 7AM » Hitt PPFEREEE TR
% IPF fm ATEEB T i 4 £ 24 nintedanib 3§ pirfenidone 1& - EBIMAEZEIR IGFBP-2 (insulin
like growth factor binding protein 2) BIEERFIREA BENRNAKRIES LB EAENREA S R
Z » cell-free nucleosomes 5-methylcytosine 1 mH2A1.1 FIRIR » BIZEIES 4 E BRI
BATPBEZSHIRARIRE - FRAIMIE R MMPs » 7£ INMARK 3885 » LE#{$F nintedanib
ERREE 12 B&0 IPF mAMBEL > H&RER MMP-1 & MMP-8 RIRIIR B REERIEL
RMBEEMNER > BEESNHRES (ZN0)%-
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KL-6 MMP-7
SP-A » SP-D YKL-40
FTEMEINEE ICAM-1, VCAM-1

IPF [& B B8 ECM  MUCBS5 > TOLLIP TERT » =
E=g2z] TERC
CA 19-9 CA-125
Tenascin C
o e o CCL18
RIEHEE S _

IL-6, IL-8 LOXL2 S100A12
iNSIP ~ HP ~ CTD-ILD ~

K6 SSc-ILD
SP-A ~ SP-D INSIP » HP ~ SSc-ILD
- i YKL HP « SSc—ILD - $ERYJERS
e BE MMP=12 ~ TIMP=1~ CC16  SSc-ILD
Tenascin C SSc—ILD ~ faYRET%E ~ HP
CA 19-9 « CA-125 CTD-ILD ~ SSc-ILD
VCAM-1 CTD-ILD - HP
S100A9 INSIP
CCL2 ~ CCL18 SSc-ILD
=6 IL-2 SSc-ILD
CRP SSc-ILD » RA-ILD
REGAERT  EN_g SSo-ILD
oxaoLioXOL | CTD-ILD, P
i -MX1 Hige INSIP
mRaEEanes RA-ILD
AT =HERE FATETR

CA = EEHIR ; CX3CL1 = fractalkine ; ICAM-1 = AREIRAFLHI D F 15 IFN-g = 8K v LOXL2 = R ESLEIRER 2 VCAM-1 = MIEH
RREEMIDF 15 YKL-40 = ¥ T & 3 15EA 1 - ESHMERFFRE 1 B8R 2 AR -

a BRAREAMETRIRRN S IHMAET -
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. tEyES

T RRAERBINAERE  KL-6 ~ IGFBP-2 » CRPM-1+ CRPM-8 ~ C3M -~
BBl ECM &%  CIM -~ 5mC -~ mH2A1.1~ TOLLIP ~ MUC5B

IPF

5mC = 5- BERBEE ; CIM = # MMP-2/9/13 DB 2BRER 1; C3M = # MMP-9 SR BREH 3 ; CRPM-1/8 = # MMP-1/8 S22
CRP

(=) BBREBEIME

FILD B> MLEEEZ ML » AIMGEBRFIFRAE ZE R E PPF R T ERFR_LAHINAE
b EMRMEERERE  ERE2E LESAMERRIEME ? —RM= > PPF SESETSKEE
EGPERRS CEERREGM © -

R > 2182 2 98 (radiological scoring systems) 2R 88| EL¥81% (predictors of prognosis)
BREIMBARRT * -

BEFGBZEE, fINFE UP (HRREEREMENMIRERER S TUEHE
BEEE S BT UP BERRAHANTEAIRF ; ZRBALTZE (extent of fibrosis) #AH
BEIE BEEFBLLE UIP E##T - B9 CTHEEFEEZEARHEE 2EE R (interobserver
variability) » FflA quantitativeCT #2823 (machine—learning methods) AIAERILURI/M A& 2
FRZE % o HRAFRIEE - ILAs(interstitial lung abnormalities) ] & 2 A% 7E BN BE T AL 40 2 4R AR B A& I
ZHENM T REREER & ILASUTHESE > AIEHE 6 B HIERERL® - BHRA
i AEEEE BB K (extensive lung fibrosis ; BIE &4 fibrosis >30% of lung volume onHRCTor
>10% fibrosis with anFVC<70% predicted) » BB Z= > B WEZERA—RIIFERZ
HRCT &5 * -

NGB RE  BLAEBIERFE@IFER / #4# 1L (non-inflammatory/fibrotic) » F140 :
MEEAAARERE / BEREML - BERMIREBEKRN emphysema ; B L7 @ 7E 14 25 3¢ (active
inflammation) » B4 : EE - GGO « BEELAEM BEERMMEIRIF (mosaic attenuation »
MOS) ¥ - R ARl A B EE D47 (automated textural analysis) #2328 AL R ZA
M2 IEE o
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RIRE— - aN{al i BAERARYRERR A F - B E s EnE M R b R
By ?

ERMAPE SEM TR EFERREF > BERKR LR A% carbohydrate antigen—
199(CA-199) 8¢ CA-125 B LEZESHIEE -#15 LEREFAHRCT R UIP RIS E
LRGN ZEFNECIEMBERIEBENRE -

PPF B—EB R 2R CTD-ILD » RAEIREMREE - EERAEZEHEZTEUREE
REZE » ™ CTD-ILD (B HBNBRESE » A PPF EHM CTD-ILD ERM RA ~ SLE ~ 4%
RO ECEREY - SERMANARE (SBMAR / BIX ) SSc® - A5 EE CTD 3% PPF 1Y
R FEIEFAL A ~ TERIFERRE « ## « BALSMIH KL-6 £F %', KEHK CTD X
BEEBRENREESF - 61 : SLE-ILD RERARRIREAAEHKIRSE > A anti-U1 RNP #1
BE . RA-ILD ERMREBEM - SHEEEREFRIR - SNB/MREEHEE (anti-citrullinated ab) »
M 5 CXCL10 ~ MMP-1~ MMP-7%%9%10% o (£ & B I JiF & 2% 2 [ B 8 5 carbohydrate
antigen—153(CA-153) 1 carcinoembryonic antigen (CEA)'® o 23S HHNFE 2% A anti-
MDAGS #7 B& #1 anti— synthetase antibody(PL-7 » PL-12 » KS > EJ » OJ » Ro52)**"® . & &
MHERE(CAES > PRFIEY (limited type) NB = EAZAL ILD » 3E2 8! (diffuse type) BAHESR
ILD » A SP-A +» SP-D - Clara cell protein (CC16) ~ MMP-1~ MMP-7 ~ CCL18 ~ CCL2 j&
FE_EF > BAL /2 CC16 ~ CCL18 ~ IL-6 ~ CCL2 tF > i BHIAHERIBEE | - MAZBEZRE
F (anti—-RNPs) B B2 EH82 (anti-U1 » —U3 and —U11/U12 RNPs)®™'® « R E T ENES 2
JEE CTD NEY ARG B REMMEEEZ ILD » 20 methotrexate(MTX) 1 anti-TNFa
inhibitor'®>'%*”” « 75 PPF #4 CTD E5LE;8 A PPF # CTD F883RMZ > SSc-ILD BAIFERE
EIETERA » M CA-199 Fl CA-125 BEE ~ UIP SET KRS “%% .
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F—H AEER
SBEN BRARRE
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BB TEZH

EE% fibrosing ILD » BHPIZZEFZHRA ZEHEREER (multidisciplinary discussion » MDD) H73 3
H#EH fibrosing ILD BRE -

EWES IPF > EERRNAEEEEYINGE | SRR ENREMESNAVEHECRE AR -
BIEHMERA BN EARIEHERD <EREE -

ARANREAMEROEECRE LR > AEZEEEBIZZMEL] AN HBRERAE
HhERa A ERER -

TR EEHSERIEREEM fibrosing ILD » Bi&E 7\ E B EHIE B AR MAARAE -

ERANEMRTIRE(CT » BRTHIIEBREUREREReRERS PPF» AHFMSE 2022 F
ATS/ERS/JRS/ALAT z PPF #53| **° » @:EEAIRIGIEEE

(1) FVC A% 12 (B B 2 & TI%#8i8 5% 3 DLCO £ % 12 B 25 T8 10%

(2Q) HRCT REEX B LHIREZREENER

(3) MPIRAEAR B

EBHIR LI =FBERPNEMIE > ARBIRMEMAECRE(LE  EREZRBIMAECEY)
AYEHE

ERBEFEASEEERAERARSS HIREMEREE - RIEZEEE MDD SRR ERAR
ARG AR ERRNEECEYRaE (BN ) -
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e || CREEIE Y wee | | SAEREM@ERRRSER || il
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- (1) FVCtEi £ 1218 A R & FHBIB5%3EDLCO
ERE12AARE THEIB10% ISy -y
——p——— [ﬂ%ﬁﬂjﬁz,ﬁ%& [ AERED A ] (2) HRCT RETER G E MBS RENRA gﬁ@;ﬁﬁ
{ERE M Rifies e @ REREE | oo
| (F-1LD) B S

BAPRRED
HERAPPF

(E7<]
e R E R EE

S_E ERARRRE

RRE— ~ ¥/ A Fibrosing ILD B9fEA » HERMEFIZRESEA PPF?

BB ILD A A > RiR 2455 M (idiopathic) BR324 (secondary) » ( Q0454548 45 % w18
.5 ) EERTIESERGE (FABENEMEEEY ) 2T IRBAFEER (2FER
2R~ E55 ~ EEMZNRME... 5 ) AEHBE ( IE%*E‘?E@T@EZZD%?E’)E-;‘kﬁ‘—’”‘liﬂ%%%ﬁl B
I s BEAOREIBEIE - LEMINEEZEU FVC ~ DLCO ~ Ao EERR. .. 5 ) NisE
BIEE > (2R BRIENRES - EHRAITEENEB(EZ R ERARAR W%EWETAxeﬁﬁé
PPF RUSZERIZZE O - RHERARE TIIRRRETE  AIEESHEREEE PPF : HERRE -
B B8R (gastroesophageal reflux disease » GERD) %&£ « ##:2 ILD BFEHRKS - i
ta CT BN B AE B < M ERE - ERMINEEENERRE - KEFELREERIRR ( #1E
2HMELERA ) AR FIPEFSZEHES (¥ CHP RA )M o 2 A EER R
AREBN PPF > TEREAMRBZERET - BR7T IPF B SSc-ILD 24t » $RHEE RS
Hi[REEMK 2 fibrosing ILD » ZERZE PPF » @SN LA FMAE L EYEE » I IAEERS

1,7,109,110,117-121
B °

BIRE_ - E Fibrosing ILD B ARIEZICK > bR 7 PPF » BILEERIE2H
E%‘FE ? IJHII‘”’TEEE-QE! HESRENEEERR / BE EIL,{TmJ
ENEsq bl DY -

2NBRIEAFEMERRAZE ZIEEE ; EEBEFESHMREER - ;IRMDD Z
REZR © ILD FERDE—FIRM A UBEELEZE - YL N2Eth PIsEERERRE « BER
ARBEEHZREE TR / RELERMELE - B - —F1R2E S INSIP - AJEEREER




AZEHIRME AN 2 R ESRAEAAERS - MRBRMESNERERA > MiE:24 CTD-
ILD ; INEE » —FRZEi A EIE D BB E 4 A (unclassifiable interstitial lung disease »
ulLD) & » AREE— T BE(E - AREWARZ T MEY) R BRIEAR ST » BnBR LS
IPF - iR < B » 7T BERFFEIEEBEERAg ~ HEHIRIS

W2 EEM 218 > 22)aBRENHRTL > MABAN RS AR IEHERD 2ERGE -
BB CTD-ILD UM A - RS EERIEH 2 REREERGE ? EASEHESFEHRINELES
SEIRIFROZES 2 FU0 » BEFEMELMARFEE (idiopathic inflammatory myopathies »
IIMs) ERCTD BEERME MR / MEEEHREA > Ein BT SZ HHMMINEEEZE > BR

Bl BEE A ER EX KL AEEINE] - TRAJEER CTD AB Z AR IFEFIARE ~ B & Z IR EE
Hﬂﬂ?ﬁﬂ:%?& o IESh » EEERIR 2T E 4R (40 INSIP ~ COP ~ REmH...5 ) M
REBMEYABRAAERE A B ZNE  GERARTEERSHEZAE? 25 CHPRA »
EEARITARBZANRL FUBRABREERE " ? ECAAEYSME (W MTX
amiodarone...5 ) IR Z B MR / fhdi(E - AIZZEREYREEFRIEDREHE ™
? WAMNIREMREMINGEREZRE - EEFEHEHEEMARRELEAESL - MIREEESHEE
FEAR B2 ( WNZZ4E ~ JBAR ~ 1z (hemoptysis) ~ Mg ~ B2 EENRERA—H - EELE
EE"F"—*L}E (subcutaneous emphysema) * I AZ7KRESL A LI TEAERR... 55 ) - WEWRIZECEEZE

cIRBACEENBEBENEZHAZA > AIZABERM - MEERIRE 2 #RIF2E - W : ™I
D&L}EK% (lower respiratory traCTinflammation » LRTI)/ Ffi3¢ (pneumonia)( ff 7 & B30T
ZREEE RS RRAARNRA » IEIVOVEEMRZ )™ « R (oneumothorax) ~ &
4 AhEAkI22E (acute pulmonary embolism) ~ B2 4 RHE H [T (diffuse alveolar hemorrhage »
DAH)...% » IRASHEOME ( FIAIIFEN (valvular) SEERIY (ischemic) [T ~ OEI§
) SEIFIRE ( BI4NAHREZE (pulmonary embolism » PE) ~ Rl (asthma) & ) 2 HRAEEHIA R
SIMERE - 155 > 572 ILD ( R ERrEMERE M ) thBARMRIL (acute exacerbations >
AE) » AEEEYBISHER  EBthEENZEEZ— M. BE » EYNMHHSHERT
ZERIMMNRIR > BB ANAZE (LEERAMENAREIE 2 %Y ) TREFHEEEE
18202 . EMAHFERLERERIE E%&E’%EEE&E (MBERZE 1-2 &) - FAIZERISIE
181 PE™® « JE42 ZE M MH S B (non—-thromboembolic pulmonary hypertension) gl ( L EA
CTD HIfE A ) ~ B2 st 2% « EEOME R TR ARLHEZ B(E. .. FAE - 15 -
SRR TS A ERE 2 DA B BREE B R B 2 g 0%, —1b CTD thid
BHEECEERR " Eib o BRIZEthES T EER (R  HERE - HEIAIREHME
E ) IIAZR > WF
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10  FEFhESEMREER ORERE - EERUEEHMEER )

FHANE R E S BRENAREIZENEREREENS R | (NERLESEBREMER
AUARER - RIRENIHD SRR E - EMREHHEENEER / 85  FRNENERREERE - Fl
—(BAERAR ILD A - IR AFERAINEEEREREANZEE - SR - BIERERIRIT
& BANEERS N2 RE - AIMBEMNMEEERE X XRERR IRl AERRABENE
- B - HE:27E CTD-ILD BOTRA » AFENEBR S EMHEERR *° » HERAFRESE
B BHAERRE 1z - itsEBEA ORISINEIZFEME - i1 L3R D-dimer BEESEREAS
AR AE B R HE CT BB EMUER R EH 4 PE - EEMEE (XA EREHIENE
ik (BAL) SRR ~ MRt R ) » WA E 2 PPF » HABNENREENERIZE 2
F R0 BRIBRARER - WY - SERE - HETIHSRWSE / REZER - KIEER2
ETREERHHS - BHHREREEERA ( HRMINEEELRFARALERERIINL )  AEH
REZIARFET » FLEMBHPTAGZEEEHNIEERE S F (W KL-6 ~ surfactant proteins »
MMPs ~ $5E{ELZ2@EEF (chemokines) % ) » TR FELER 25 EE—ZEHERZ A (single-
nucleotide polymorphism > SNP » %1 MUC5B ~ TOLLIP ~ TERT » TERC » FAM13A ~ RTEL1 &
R ) WHIREFE ILD( 815 IPF - 8f& CTD HEARIEAERER ILDs & ) 2 &RAELR - 22
RIBERERE « RESCHEERZHESHEAAETAR » WAREBEZEMHEREZ 2™,
BiELAYIRIER T 0 B EANGE PPF 22k - BalREEHm =™ -
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R E 8215 (CXR ~ HRCT) ~ 5% 55 1% B 12
=2 HthHEMER 2 MEH RS
I 3% Bk 225 1 (procalcitonin... % )« hE
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REIEAE (CXR ~ HRCT) ~ MEREE M AT =
f8 ~ BAL ~ RIMINEERRA » IR 2B (E
FIPTREEEL H I 2 Z54)

MmA D—dimer »
Electrocardiography(EKG) ~ /[OMEBE K
CT- & &R (angiography) « Bl M7 2
7E13# (lung perfusion scan)

KEIR % (CXR ~ HRCT) » XREHE
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M D-dimer » EKG ~ D\EBZ K ~ CT-
MEER - iR TE R
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EKG ~» D\EBE K  ODEE ORI E AL
HEeE
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DB E R ~ DEE IO R E 8RS
&=
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PRI BT E « EMh A IERE 2 BT
MRE|EIGE ~ [RENRISE (procalcitonin...
%) DEFITIRESESER BAL(E
ZERAMZE )

& 818 (CXR ~ HRCT) ~ EKG ~ i8S
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PRE 7 2 128 1% IR
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ZERMRE

ARERENE—SRE

MREIRE (CXR ~ HRCT) ~ EREBE K ~ A
BTGB GHRER +/— BIRE) A SUBnASEE
SRe AR iR

MEIR1% (CXR ~ HRCT) ~ BEpBE K

HEm®&ESEE(D A B X BNP/
NTproBNP) ~ EKG » ZEBE K « DEE
ORI E A BRI R E

EKG ~ 18R &8 & (BNP/NTproBNP)
DB E R ~ DEEI O HER E 8RS
&

Bt R/ B BB & & (CXR>
HRCT) » RIKIEHE b_JssﬁFﬁﬂE AR
RIE—T MR L IHERRE

A MR8 R 4 £ (W :amiodarone
methotrexate » immune check point
inhibitors ~ biological agents
methotrexate + cyclophosphamide...5 )

BEIR1% (CXR ~ HRCT) ~ CTD &HE & 48
BA1E1E (/RE CTD M2 » @ ESR ~ CK ~
LDH ~RF ~ferritin ~immunoglobulins...5 )

FEIR1% (CXR ~ HRCT) ~ IR MmEREREY -
DERFRITXREREER BAL(FERRK
ARE )

CTD & & 48R e 1R (kR E CTD m
£, 90 ESR-CK- LDH -+ RF - ferritin »
immunoglobulins...Z )

MBI 821% (CXR ~ HRCT) ~ BHINAE ( BIEMF
RiEEEEER ) » HHEIMRZ E8E (IgE
MEBRIEER... 5 )

\ LMWPPFI AN




B8 ANEER

— B 25 MECAERRE Z BB %S (SSc-ILD)
SE=E FHRVERIET X AER 2 B AT (RA-ILD)
SEPUET Hith4s4m4E4i1ER 2 B E 1t Ahs (CTD-ILD)
SERE BEERHR (HP)
SB7\Efl FRAITETR (Sarcoidosis)
SELE MR R E M (INSIP)
J\E EBiED$8 2 B MR (ulLD)

EPd§

BB AEEA

o BRI CTD-ILD 18RIATAHE » 5 SSc-ILD BLEBRZHIBEIE 5 KR RS - HAth CTD-ILD
E8/)\BUREHE 2 IRER PR BREL B IR 5 -

o HF#i SSc-ILD EeRamEEA % EHNHIE (immunosuppressants) » 4l : cyclophosphamide(CYC)
mycophenolate mofetilMMF) « 4 4 & & tocilizumab(Actemra®) F rituximab(Mabthera®) LAK
ML) nintedanib(Ofev®) %4 » Erh tocilizumab(Actemra®) » LAK nintedanib(Ofev®) B
1825526 FDA EFESE - B AT nintedanib(Ofev®) BEVSEEEIBE &R » M LilREins
BIZzH 28 CYC BREEMRE(T -

o INBUILD B8 & 55 = HRERFRANER - U8R T35S PPF RS EIERE > B8 HP  BiE%aiBRmE S
fifiz¢ (autoimmunellLDs » £1& RA-ILD » SSc—ILD * mixedCTD-ILD Z ) - idiopathic NSIP(iNSIP) 1A
R ulLD o EREERIEEE DT » nintedanib APEERBERINETRRAE /T AR RtRIAE FVC =R » EIb
=[] FDA B4 nintedanib B PPF BIEE" - & ERIE—A PPF BEIEFERNMAMEELY ; &F
ER 12 F12 A 1 BEBRRAN - AIRaE PPFREE -

® RELIEF 5aA5E _BARGMKER » 8% T &5 CTD-ILD - fibrotic NSIP ~ CHP AR asbestos—
induced lung fibrosis % PPF BYZR 5 $E1EEE - LEatBR¥INR PPF AYE & L INBUILD i EEARE -

* [ 2022 & ATS/ERS/JRS/ALAT 155171 PF-ILD 1§ 1E4 PPF » 81 &R EREE AR 212134 PF-ILD
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M ANREF D7 P] 23R pirfenidone MR ¥ ERAB P A B RURAE FVC RiB » (BARERHB UL
REEXNISRPAIEAE - MELMRIIRB FRE S ERRRFRERRET O

o ER—EREEEARARS PPF EHM LD AR —BAERRAER D » pirfenidone HBERIR
HRATEFEBEL (24 BRERBRMINGEEFTER )FVC M RMPAFEZER - MEXREEZ (24
BEERRBPORMINBEETEA ) ZFREFLARN FVC BRFAE - TR LEARE N
PPF BE & # INBUILD i EaA[E B FE B Rl RIER -

o FHE PPF RO BIRE VA BN KRR BB SN S/ EiFt -

o iR¥E 2022 & ATS/ERS/JRS/ALAT FRE3RM) PPF ERIRE #5155 EE NS » & PPF 5 AKIZ
AEABENEAARULHIERER » EE0{EF nintedanib fEA38 B ZE ; Pirfenidone BIE %A
BHAIERZIERG RS » BAREZEI perfenidone 1% PPF JARERAE “*° -

B_E EBMEE(CAEER ZEE M (SSc-ILD)

¢ ZRENERREA

IRRFERILD ELENAEZ B MIE(LIE (systemic sclerosis » SSc) BERTEMIERE > =2
Z—NEEGERAMEHEEMIET - MEUHAER S RABBEREREEREN ILD RILZERH
LIt R EAZR IR T BN4S T B A R AR MIhEE B E A T EIRE A [ - BERKREYSBEUR RN
B AT RENZ THAE(CEYMIRIREMERE - NEESENLE SSc-ILD BRRaEEEY -
{ERR - DR &8 2 BY)H AR -




A 25
B EUSTAR cohort
20 W Diffuse SSc
° B Limited SSc
o)
8
S 15 —
o
&
10 —
) I I ‘ l I
0 -
& ?\g\ QQ’( \ 'O& 6\% -(\ "b\e’ \\
~o‘o Q & Oéb < > C}Q}o ,@é\ ?}c}\ 0\0 c
QCQ A éo‘b (o/\(\ Q\Q(\
V N & e
e 4
B

35

311

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

Percentage

(BEt]
(AEUSTAR FRB AR BIR M B2 R B RIFR A (FBRfE ) BIZEE -
(B)EUSTAR EAZET-ERARARIFERLEES » ZERIAFETE D EEEERR » EUSTAR: BUMEREFATLAE ;PAH: 8IS 2 ; SSc: RAMIERAE °
(Seibold JR, et al. Ann Rheum Dis 2020;79:1478—1484. doi:10.1136/annrheumdis—2020-217331)
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IRE— - {OBsaxRiaiaR ?

f§5 SSc D IRIR%EN H R HRCT L2 MERT) R BB A S HALEEE 2 M AT ERIRERE
A& o —fE 826 i SSc-ILD B RHERET » 27% WAL 12 B R EH ILD B EER - FUILEE
FVC TR EETARTEMIBELBEE © - Bt SSc WA E S HA ITIREEMRE -
FIIAEERINEELAR HRCT BERFHER S EMHA SSc-ILD » AME BB R AENIZE SSc
9T HRCT SE EHAHEZ HRCT I E AR HIZIR SSc-ILD - BRIEEERLAFRERR
et RAMFEERARBEIRAAIBRAE - MINERERAE R BRI  B& SSc mAH
DATERRAEHE

BIRET ~ JAEEYINERE > SEZHAEY ?

BRIBE 2 kER R B2 58 B A R BEY) A& cyclophosphamide (CYC) ~ mycophenolate
mofetil (MMF) » &4 84% tocilizumab F rituximab (RTX) DA K 3454 nintedanib (Ofev®) o
M T AR EYRERKRAENA

(—) CYC £ MMF

2006 & Scleroderma Lung Study (SLS) #R53 AR CYC &% SSc-ILD B9 L » KR
mWAEGEEAHWE2E (diffuse) SN2 RFRE (limited) A9 SSc # BAL A & M4 il )& % (active
alveolitis) 23R} HRCT B GGO HH FVC Fasx{E% 45-85% - HIFFINEIF4HEES DLCO T8
521E <30% ~ ANERMESE « MEMBERE - FEEYIGER PH - prednisone B H{EAE
i® 10mg ~ SCRMERBANANCOR CYC S BmMRIALEEIKES CYC » MRRIAARE
S8 % R R ENEEY) (disease—-modifying antirheumatic drugs » DMARDSs) » fAZEUIRZE T 158 {iL
mA o BRBZEBHOMR 1-2mg/kgCYC A EABRIER N ZHEIA TS 12 @ A ABENTFELS
FVC £7 2.53% (95% CI 0.28-4.79 ; p<0.03) « BRIt 2% ~ REEEMRAEREtE—
EREWE - ZAMM DLCO MEMAIREHist LHEZEEE " - £ SLS RO FEt IR
CYC #BLEE L RBBBE MRS MM - BN GGO UKIEEKERE (honeycomb cysts) Mi4H
ZEMEBEEER *° - B—(@ SLS RONHERE R —BIIA HRCT AR EAAIKZE (reticular
infiltrates) MR BB BRI BRIFERN CYC RIERLTF ™ -

Rachel K. Hoyles 5 AZX&RE 2006 FH—RHRIEFIOES CYC ¥R SSc-ILD MIBEH D
IRERIREEE - IR % 18-75 Bm BN S S MECEZE B HEA HRCT MBI REE
ZEERA o IRRBIRMEH B 5TAIIESZ 8B 3 (8B AZAthioprine (AZA) 3 CYC JA&
FEIESEBE=EBNSH = 0REBEEREE (30mg prednisolone/day M L ) FEUREHA
=EREZBEE/XROMR 10mg LA EMOAR prednisolone A& - BT EMERE CYC HmE
¥884H - HFBIAT Y FVC FER{EERBHE 80% » A SLS HFRUIRAIH AT FVC FE:2EA!
% 68.1% ° fFBIEZEEIE O ARIEREE (20mg QOD) hn EEEARENBE—XFEFIKTE CYC




(600mg/m2 > FgE|E 1050mg) » Z1#&{FH AZA (2.5mg/kg/day » = AEI& 200 mg/day)
SFEITEE  GRERBCELRDARES FEARISE (primary endpoint) thiiZ FVC I
K DLCO FE:R AN EREH T LEEEZR (P=0.08) - (E2ILIEA FVC HEAZR%E (WNEFEMH
=), H4ARI FVC FaRERIA 4.19% MER (95% Cl 0.57- 8.95; p = 0.08) ® - 2016 &£
W3R R B LS (European League Against Rheumatism » EULAR 2¥%&AY SSc RYAETES]
RIS AT M ERR AR B 4E RIE CYC MAAERIES| ™ - 74T CYC AEZ AR  BEEIH
(myelosuppression) ~ MR = 18 (gonadal failure) F1H 114 BER % (hemorrhagic cystitis) 1
B {$15 CYC 7GR L{ERAZEIPRE -

7R CYC MEIER » SR B thPEER S - 2016 SLS-Il AR BIREHORMK
MMF 1500mg 2 FEOAR CYC 2mg/kg/day12 {E B & X L EREIHELE » MMF ER CYC AR
B > R LAREZE X SSc-ILD 24 B FVC 83118 » {8 MMF 8% CYC BER{ERIMI =M 0 -

(=) Tocilizumab

£ 2020 FEHIH] IL-6 ZEEAYAE M BUE tocilizumab 7E SSc KB D B R ER P - BER
MANETEABESHREBNASRAEINR T LNEEZZE  BEREREARIEERT
tocilizumab AJIME FVC™ - ESFEMNE - bR E et # ILD A X EAERIE1ZH SSc-
ILD BEPRELES - LIRSt EE R HHE R EE(ENE - FiLARENRAKRZ ILD #BLEEEREE
> EFt9FVC (SD) fE¥IRMEIME tocilizumab 44 5I% 83.9(15.0) #1 80.3(14.4) » DLCO
A% 76.8(18.6) 1 74.4(19.2) - IR m AH Z 22 E 10 I 5B &8 B th 88874 » F19 quantitative
interstitial lung disease-whole lung 7E¥1BB4BLAR tocilizumab 4B BIA 14.1 LAK ©°' - B
FREH] SSc-ILD HEMIEERHD » EUZAREATAREABIGISERERFBELE - £
FDA BAEIthB&ZE tocilizumab FZRIAE SSc-ILD » (BEE @ KRESIARE SSc-ILD 2 iEkE
E o

(=) Nintedanib

Nintedanib (Ofev®) 2—7%& tyrosine kinase inhibitor » EAEME LA RINEELAIR -
£ 2019 ERAEMAREMISHIEL D IKE SR (SENSCIS trial) & » IRMAHEAEHEATTE
SSc #ZzREMLBAEF 12EHBABIEZ HRCT REBEZ /D EBIB 10% L FVC 8
5218 40% LA LB DLCO 785218 30~89% - HF FEMNEMBEW R NREBRRA 10mg
M A prednisone {2 BRREMERE MMF 3 MTX #8758 B 2T AMAARE - AR EEHEIR
BEATIEHEST (8B 1.5 FEFELMR ) Cor < 30ml/min» F—FHAHFRE (forced
expiratory volume in one second » FEV, )/FVC<0.7 - BEPH - IREXRIIMBEREXE
i@ 10mg prednisone + UX 2 Bij /\ 18 {& F i@ azathioprine(AZA) ~ hydroxychloroquine(HCQ)
colchicine ~ D-penicillamine 3§ sulfasalazine Z4) « UZEFI7~EB{EAE CYC ~ rituximab

tocilizumab ~ abatacept ~ leflunomide ~ tacrolimus - tofacitinib ~ cyclosporine A(CsA) =2




Progressive Pulmonary Fibrosis

A & 1 Bb 4 A M BEPPF2IAHH

potassium para—aminobenzoate - KA RZIRESE 52 FIEZHHMRK 150mg nintedanib
EE #E %2 R 7 45 7T LA B 30 B0 2> adjusted FVC F[& (-52.4ml/ 4 vs. -93.3ml/ & ; M=
Bl 41.0ml/ % ; 95% Cl 2.9 - 79.0; p=0.04)" - A AM RN REARIEZEERENEE
modified Rodnan skin score(mRSS)( @#EZER —-0.21; 95% Cl — 0.94 - 0.53 p=0.58) MUK
BB RS9 (the St. George's respiratory questionnaire » SGRQ)(1.69; 95% Cl — 0.73 -
4.12) » nintedanib L REIZBABLE I MEEEZR - £/ nintedanib BITERERS - MABRBAIE(
BIEA AR BZEEIVER (serious adverse event) ¥318{ » Nintedanib HHERZREIBRRZ IR
(75.7% vs 31.6%) » BB (31.6% vs 13.5%) ARIEM (24.7% vs 10.4%) E&ITER -

FREIERAERGAAE - —IRE ¥ SENSCIS fARETHNROWNET » AR LPUER
BIfER A EMEITHY nintedanib BlEREFIIRFER D EIER ~ IR EZ SIHB(CERBIFEER
MAEEEMLES > MENEZERERMINERESRRBLE - BIEMKABRMHEKRE
R BB EEPHEYRIERENELED

BRI&EMR{R/E nintedanib 7 SSc-ILD M{EARES : ERABRES (1). KHRERIER
ERRMt#E:2 2 SSc (2).HRCT ARR R A & i GI R BR R 38 B B A MER 448 (E B i a4 ERILE D
10% A%y » ifF & MEE 4Am 226 (3). MIERRIK ZEREERIEBEiE2 4~ SSc-ILD » Bi%
ABIFVC = 40% H DLCO &FE{h{E < 30-89% - mREAF L& R A 2 HERAIEAR ( 200F
IR ~ [REIZSE ) (4). (€ CYC 8§ AZA 3 MMF 6 B A RS AZHEREGERY » {E
N &M EEREERERENRER - BEFENE - BRI AZA BREMREEEBEATMUR
& SSc-ILD » MMF \EfZ{REEEVEBE - T CYC BRZMENER - FUtERARBATAFEEHE
nintedanib BRI & NEE F FERBREABRKUREBANR - LRABPRONITERKERR
&, RIEMBHREZIAR (shared decision making » SDM) RJIEZ o

(IH) #EMEHAEE : Nintedanib + MMF

BRIfERABAZAE—FBE  ROSHEMEY) » RA nintedanib WERKREBRES
#ER MMF » SENSCIS trial ii5RH 48.4% WmEBSHER MMF » (BRI RSITHEA
FH MMF 2EZFEMERER > £ 2021 &£ SENSCIS trial RO HHAFHERFBIEHEAD K
BERER MMF REEERZR| - 4R3I 288 {EM nintedanib &w& » B 139 {iI (48%) —FtA
B{ER MMF » Ti¥ER4E 288 iifm AthA 140 fi (49%) fRE—FWBHEER MMF - RAER TS
MMF {EBEIEE % 2000 mg ° A MMF fEE&HER nintedanib » BT FVC T
40.2 ml/ & > M&{EA nintedanib BITTFE 66.5 ml/ & (MAEZR 26.3/ & > 95% Cl-27.9-
80.6) - HHRAIAKIER MMF 485! > /£ nintedanib 3% FVC Tk 63.9 ml/ & > MHR{EA
nintedanib BB 119.3 ml/ & ( Z& 55.4 ml » 95% Cl 2.3-108.5) » #st_L nintedanib 7£34
BERR EFARAEZE MMF 852 (p=0.45 for treatment-by—time— by subgroup interaction) >
BUFHA MMF BEEREX - 2/ mRSS MUk SGRQ #ist LAIESE| MMF $2£ - BIRE




fERAHE » A MMF IEEIRNEFRAMKREERIER - ELt nintedanib A MMF IR
SSc-ILD 2L 2 BBRAKERE » (BNEESHNERRAMRKEE " -

BE= - ERAHSBEREARE - EFEMBEWAELENRS ?

BB RTX E—Lr/ N ENERABTERESEN - £— BRI IELUMN 60 fiL
SSc-ILD M ARt D IRKERRIA T - RTX 4HBITESE 0 KK S 15 K& 1000mg RTX A&
HERRENEESEIKES CYC500 mg/m2 4BH1gS 24 B4 CYC 45 » fEENERR »
RTX( 15 FVC TE:R{EA TR 61.30% [SD-11.28] %l 67.52% [13.59]) tE#E CYC 4HAI ( F
15 FVC TER1EA R 59.25%[12.96] 3 58.06 [11.23]) AEEZENEE#Mt LBEE=R
(p=0.003) - ZEAE RTXLE CYC EEZH mRSS WES HEHKiT =K (p=0.001) - Hi%&
RTX 1881 CYC Hth BB DHIEIER " -

£ 201 FUAR 19 m ARISE ZHARG PRSP R R IE B EERIR 4 B IR M3t M AR S 1E
(autologous non—-myeloablative haemopoietic stem-cell transplantation) tEEESE R —R
HANREFIRES 1.09/m2CYC E—FEERBRZ FVC UK mRSS #E - st L EEEER >
AT DLCO MU HE M RAREmAt LEEEEZR " - 2014 FHIFE ZH Autologous Stem
Cell Transplantation International Scleroderma (ASTIS) EeFRIFFEUAA T 156 fEA - 2518
EALEEE B2 —R CYC 750 mg/m?/month # 12 XA > BIEAB B ZH mRSS(-
19.9 vs -8.8) » FVC(6.3% vs —2.8%) # total lung capacity » TLC(5.1% vs —1.3%) I >
BE#:t LEE=R - 4AM DLCO RIMEEEER '° - 2018 EMNE BRI BEEEmME
HHRRFSIETE 75 (R AR - ESBEAEICERS CYC(E—E@H 500 mg/m2 » 71& 11
B &Y 750mg/m2) j6 %% » 58 54 A RRFAERSNFER (79% vs 50% » p=0.002) > HfiFid
REZLERMA FVC s BUFEREEBERSIERN FVCIBEMRES 5 (B FVC HEAEIER X
AERM - AR ERBEERIRARE £ ZBNERAEEE - AEELZZEREREDNEE
EE SRR TR -

BN - RRIEAZEME - ZMaEANEEARE ?

NEBIRRRITHRBENMES » SSc-ILD REHIREEZKERICH diffuse cutaneous
scleroderma &% ' » MRAKEE(CRIEth 2EAEMRRARNES  RERERAE
AREREAK - BRIFANGE SSc-ILD AIZEEMFRT nintedanib BAK tocilizumab ¥R E
RREMR RS ISR - HAhEY W CYC » MMF ~ RTX B E 2 B B2 1Et9 7 AR IS4
Z mRSS °

BUNREEERERR EREELREE « BZS@EECNISEER » 2% SSc-ILD ¥
MEBEEEREERENERIBEEANEBELKR - BIRES K EEEABEXRER « FELA SSc-
ILD BFEBIEREEITAERE -
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BREL - EEAMNEY EEERAREEET 2

BRI REERATUY (clinicaltrials.gov) IETEEITHIRRARERA 55— —HARY ACE-1334( 1l
TGF-B1 # 3) (NCT04948554) » 55 _HBAY ixazomib (proteasome inhibitor) (NCT04837131) °
H— i EZY) pirfenidone TESCRIMNE MG RGEBABREEZZMRMZE » Bl EiER
FEY > MAatHER MMF DK pirfenidone #9358 — BABRARSRAIZEESTH (NCT03221257) ™ -

—IBIFE TR B ESEERENEME > KB RHIH IL-4/IL-13 E#Rk#iEE romilkimab
REBHARZYZSMELEREBNE _HHERKAERER > TEE romikimab 48 48 {i7 ~ ¥158
HA9uZAENE _HARERT  [RTIFERLMMERVENZTHEERR DR EEL
8 primary endpoint - B455I89E » tHEH placebo > romilkimab A 12 BRILABRIZE FVC/
DLCO FEMMINEEZ M (FVC EHELEEZERIRA ) » AR E IL-4/IL13 1IZZEE(ER
BRAEABNEYIESR thymus and activation-regulated chemokine (TARC) BB XN - &
REBMINBERENMREER 12 B2 2GR E ( REFECELAGE ) BESNME
{EEMEZ S B LERBRBERNRI 12 B2A ~ BfEHARZIHEIZEY) CYC/MMF thEg
B EHHUFHINAERI AL » romilkimab BRI BEAm B IR E & R EM A A LA MR

FERBINAE - EIE romilkimab KETNAE(EENERESZRRREZRNINVE -




AFVC
Week

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

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

[6)
(@
1

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

-10 (n=47)

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

—50
-50 (n=46)

-100-

B DLCO

Baseline 4 8 12 16 20 24
03 1 1 1 1 1 1 ]

—— Romilkimab 200 mg QWV (n=48)

024 —8— Placebo OW (n=49)

0.14

0.04 (n=46) LS mean (SE) difference 0.15 (0.14)

95% Cl -0.12 to 0.42
p=0.14

-0.12 (n=47)

|
o &
N P
1 1

-0.21 (n=46)

-0.27 (n=46)

LS mean (SE) change in DL,
(mmol’min,kPa) from baseline in week 24
I
o
w
L

C HAQ-DI

Baseline 4 8 12 16 20 24
02 L L L L L L ]

—B- Romilkimab 200 mg QWV (n=48)

01 —@— Placebo OW (n=49)

0.02 (n=48)
LS mean (SE) difference 0.03 (0.11)
95% CI -0.19 to 0.24

-0.05 (n=47) p=0.40

-0.02 (n=47)

-0.02 (n=48) -0.0 (n=47)

-0.1-
-0.12 (n=48)

-0.15 (n=47)

LS mean (SE) change in
HAQ-DI score from baseline in week 24

-0.2-

(VAN |

F3 romilkimab E2ZEELEEN ITT ABEF (A)FVC(mL) » (B)DLCO # (C) HAQ-DI it E4R5I5 24 BHTFHEE - DLCO » —AILIRAMERE ;
FVC - BAOMEE ; HAQ- DI > EFHMERE - BRIEH ; ITT > Baak; LS &/\FhE: QW 88— -
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A TARC

50+

11.86 (n=46)

-21.67 (n=45)

LS mean (SE) change in
from baseline in TARC (ng/L)

-50+ LS mean (SE) difference ~115.56
95% Cl -216.87 to —14.26
p=0.0258
~100-
~100.30 (n=46)
—— Romilkimab 200 mg QWV (n=48)
—8— Placebo OW (n=49)
1504 ~138.20 (n=45)
R 1 1 1 1 1 1 1
Baseline 4 8 12 16 20 24
Week
B Periostin
10+
-
S~
c?
T 04 3.41 (n=43)
24
o 61_) -5.22 (n=45)
Be  -10-
=3 LS mean (SE) difference —16.92
§ £ 95% CI -35.19 to 1.35
£Q ~14.80 (n=46) p=007
4 ‘g’ 20
&= —B- Romilkimab 200 mg QWV (n=48)
—@— Placebo OW (n=49)
~-304 —27.99 (n=45)
R 1 1 1 1 1 1 1
Baseline 4 8 12 16 20 24
Week

(EA]

{EF romilkimab EZFEEEENEE T (A) TARC 1 (B) BEZMERIE 24 BNFIEE - DLCO » —A(LIATARE ; LS R/NFRE;
QW - E— ; TARC : MRRFEILAAENB{ERF (CCL17) »

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




S=E  FAEZEERIEI R 2 BB %A (RA-ILD)

A ENERAERAA

FAEREEIX (rheumatoid arthritis » RA) B2 1HRERIE R K IEREIRNAREER > TES
MENSHNREEANGHREE  TEERFRENEDSEBE 5 BRV|AEKGHK RA BE - #M
FEIRAETERIRGE > ERAHERBEMESEANHARZRZEZ S MHISMENIRRK

RA HMBLRMEFREHEEEER » ERIAZHRMBBEMARTREBZE RA-ILD HE >
MmIE -~ PR - S MESH I LIRRE - ILD REMNMEERRENLE EMFRE RABEFY
10% > EARRAS - MEEPEEILRE TSHARBESRIESE  KF  AREMEIER
HEGESMHOESTURBESEN » GEEERMEN " -

TR RA-ILD WEIREE - HRAREREHRBEAEEN - ESHEVHBEEZER 15
FME > RABHRM—TEERERRBEMBRVIEMRETIE - AEERBEEENENRRIEL -
RENE A ILD BIBC 114 RA HIBREER > RA-ILD mEMEZENTER > EEENETRKR
EEIER RA TERERY 210 18 - MEEARAHRHEZEYEB)EEN 2004 F 2016 F /) » RA-ILD 3
A RN AR AR o

FH—IBEREE HRCT 228 Lr9FRIR » RA-ILD EiELfth CTD-ILD ~ %l SSc—ILD ~ Dermatomyositis—
ILD * mixed connective tissue disease K@ » NREEZE I UIP BIEER 2R %' - fiH UIP BUEERY RA-
ILD EB# NSIP BURSERIFHITER © - BREEEDE » RN UIP BIARH) RA-ILD TE=SF3ET
ROJELX 50% > B IPF 1HE > EEBWAZEMERE - AHHEM RARRE ~ 22 RA-ILD BF
DLCO E#K ~ 87T i&:2 ILD ~ t#8 GERD FHE » EAJIA RA-ILD SRBHZRES IR

39,149

RATERZ - BATMESBIM RA-ILD RHEERRF Z D KRR BRAERAGEE BN - B
EEM R R FERIIZ A RERASE - T2 RA-ILD ¥ RARENSEERMY - FERBRAMURR
BRI D IRERR A BRAGR o

F—IEROERERIZ RA BEEY)th rTEES| 35 ILD - BRI A &EE RA JAEIES I QA IAE
BA"HMTX > £ 1970 FRBARECERIREA RABEZER > MERARESIEIERETR
@AY HP 2" o TRRAI RA R 14 MRS 4 1) S4HI5A B 2 A BEE R SE A F 541 (TNF inhibitor,
TNFi) » B EBFERMRREF5/132 LD AR ™ - AHNGEEETIEL - E8 RA-ILD
KRB ER TNFi( ERIREBEIC P AE B RAERLERE ) BF 15.5% MEFAELIR ILD B(LHIRERE
"o FILINEEST RA-ILD AR WA EESLMaBRENABRYE  BRES —EHE -




Progressive Pulmonary Fibrosis

B7EREIR EER L » SsF eI AE R ER AT DMARDs JAEAIBES| 22 ILD E1EERE - Bt
EREAE(EI T AER RA Z B MZRERRNESR—IEBZER BI85 - EUEHPRECEE R RIEE
MENBIEEERAARR RA BB - BEEFIFIEHIAR ([REER > RA) » MR BBGH I ZHME
BB - EthEENME MTX FEEBEMEEM  FHZEARERKER MTX B{EHB% RA-ILD
BEISSEIEN . EERFAHEERENREY - ERERNER - B MTX/TNFI BEREMNE
HEps - ERVEEREBE - MINEERE - VWERFBFREIT HRCT BERBERKEIW - BRI
DMARDs RBtR&HE V' o

Y IHIMOERR RS B BN E SR RN AER RA R » A1 RA-ILD WIESE » FiT:RRIE (S
{5 F3 BVB7ERTER S, DMARDS(MTX » Leflunomide » TNFi) " » sl i@ EL{th FhER 3 1 B BRIE
EZAA RA-ILD JAEEAR DMARDs( @l abatacept » tocilizumab B rituximab) thZ2EF =
HHERREZ "' -

#822 > DMARDs 3[#ERY ILD B—ITRB7ERRR - REIER « BMYDEM « 2 /HZEEHZ6H > 7
AELAR IS B IR SRIR B BRI DMARDs-induced ILD » X BE:E RAJARRIEIE » REERA MNMAZERIA
@1 > &i& RA/ILD #iB1t « MR ZENRLE -

¢ ERPRRERE
IRE— - {OBsaxRiaIaRE 2

STEHRIEARZ RA-ILD iR A » —figME URINEEREE RN - $HHERR « FIHAESRBRIRER
ERIAERZHEA - AIEIEREARE ™ - MTRIRIBEEME , aBEMED AIMERAE
B DR ER DR -

e MEBRIGE
(—) MMF £ RTX

IRAM RA-ILD SAEMIGEE Z R B/ N RIS - — 1 RBEBNMAE - KEE 700
AHEA RTXAEMN RAJRA » Hi 56 {iIF RA-ILD » FVC BRI EEE I & (median relative
change) B RTXAERIMN -2.4% EFEEEERR +1.2%(p=0.025) » DLCO thif RTX AEAIAY
-4.4% EDHE +1.3%(p=0.045) - {EA RTX &ERHE 52% #J RA-ILD B AMMINEERTE » 16% B9
RA-ILD fE ARIINEEED - 32% Y RA-ILD fEEMINEER1L - 16%RA-ILD f®EE ILD FHEERE
BT - B—MREEEASHFORIE 25 FAIHRE - UKEE 290 {iI RA-ILD fRA » DIFthME2E
ILD ERMIETCRER - BIRiE 25 FEYEABNED - FEETHERPMUEHH 63 HIERT 78
7% > 3480 DMARDs HIZEURIZARE » FRIMEA RTXE MMF J8% ILD 2/ A » FETAIEE
EBERRRFEME (RR: 0.52(95% ClI 0.1-2.1) vs RR: 0.65(95% Cl 0.2-2) - #8238 » {§ 8 MMF 5
RTX ;A& RA-ILD B9fRA » ETFERBE(ER anti-TNF ABIBABE ™ -




(Z) abatacept £ tocilizumab

F—IREBMRFNRER - E—F D7 ILD BIEAIEREF » IRIRF (odd ratio » OR: 6.9;
95% CI 1.38-4.90) BAfARERFIEI IR (DAS28) F51ZEE (OR: 1.97 ; 95% CI 1.01-3.86)
21850 ILD BIEMERE - BZ—F M ¢ £/ abatacept * tocilizumab 81 RTX &8 RA-ILD » &;E
ILD B{L/E B2 TB& (OR: 0.10 ; 95% Cl 0.02-0.69) - E{EAFHE RA-ILD MAYEEARE - B
SeiEIBIE anti-TNF BYZEY)) » E13% abatacept ~ tocilizumab B2 RTX » WEERBEAF - LU/ ILD
BIERER -

o MAMHILIaRE

INBUILD g% S &% M5 35 2 PPF » LEBS nintedanib150 mg BID(twice daily) 2 Z& R
TERFE 52 B2 BRI FVC TIRTEE - &R 221K nintedanib AY FVC TIEIEE % 80.8 ml/year > 18
RNZRB 2 FVC TFF 187.8 ml/year » ME ZZ=E %4 107.0 ml/year(95% Cl 65.4-148.5 »
p<0.001)  UIP BU8&Z ILD » nintedanib BAZLRIAEBENZEEESE 128.2 mI(95% CI 70.8-185.6 >
p<0.001) » FEE nintedanib BEBAHNFIFMINEE TEE - (EFEEME » 7 INBUILD 58 663 {3z
HEHR > B170 1L (26%) £BEIE%ZES(FEZ ILD( HA 89 i RA-ILD) » {£F nintedanib BRI %
RIEI4A 2 FVC TREZERE 104 ml/year(95% Cl 21.1-186.9)158 - {8 nintedanib ;3 E 58 ( 3%
4 66.9%) ~ IE/0 (28.9%) ~ &Nt (18.4%) ~ BREIFER (12.3%) ~ RIFIIAE LA ERIER -

H Bttt 5 & B 2 E4%f nintedanib &% PPF > 2022 ATS/ERS/JRS/ALAT PPF BRIRE#5t5
5|03 nintedanib 5 A EFEE ©° > #74 INBUILD BRI IFEPISH# RA-ILD &85t » 183 RA-
ILD WA BSR4 LERTS PPF NES » tJAZ E{EM nintedanib - B RA-ILD BB E™E
PPF E&HZJEA > nintedanib B 112 & 12 B 1 HEVS R4S » BREE PPFJRE -

B~ AEEYINERE > SEZHREY ?

FEZESA R EMEINEIAY RA-ILD » E—RIEBREYEELBERSHRRINEIZEY) » 85
AZA~ CsA~ CYC EZEE MTX thEZE 25 ™ B MTX B HP B pulmonary fibrosis B -
TERMA SRR EFERRIERR D 2 MMF S EERZAE °° - Hydroxychloroquine(HCQ) E285
SAEAEBH A ¥ RA-ILD MBREEMIEMMSARBRE -

BE= - ERAHSBEREARE - EFEMBEWAELENRS ?

H B AENRANME » O ZEEMFREYEESE RA-ILD » 4% abatacept(APRIL)
tofacitinib(PULMORA) » RTX+ MMF(EVER-ILD) & RTX(RITUX-IP) %5 randomized controlled
trial(RCT) BRHMTEETH »
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RIREPY - RA-ILD IR EAZEMER » EMaBEEEARE ?

HEBREREREEIRERE ILD 9% A » RA-ILD AR L EE MTX ~ leflunomide
B HP 3 PF HRMNZEYRERELR - B EEHEME FaIfE AR 2 HithERRIR RIS hEY
(DMARDs) » —m SR ERER anti-TNF 24588 RA-ILD —F1& - mENIZW - I ~ EEEESN
MR BB R EAES - HmEFINAEEER anti-TNF ZERPAR THEREBE ™° - FHIN RS
EBHARERER nonanti-TNF R4 &I L @R B EEMEEY) (biologic DMARDs » bDMARDSs »
a0 RTX) ;A& RA-ILD ZLE{ERA anti-TNF A B RIFERRE ' - BABRINEAZ KRIER
PREVERAVEREE - MIRAMNEIREARERRER > #H¥ RA-ILD BEEBELER nonanti-TNF Z
A W) BU T S AZ L BY [ SR R (S B 224 (targeted-synthetic DMARDs » tsDMARDs) {E %55 — 4R %4/
BYAE 2 THE LA » 8 anti-TNF ZE¥)AREE RA-ILD AJ1T 2 #IE - [RRBMEET
bDMARDs 2 tsDMARDs 21 » REFHEHR BN SEEHE LD NER » MARESENE
HABEY) 2 4R -

BRES - REBAMNEY IEERKEET ?

Pirfenidone EItk&IMMHEIAE » HEIBEBAMERX (anti-TGFR1 ~ anti-IL-12p40
% ) MAHERMESEAEE > $H4 RA-ILD B3B8 RCT(TRAIL) EEETH BB
58 (NCT02808871) - 5 —1{EHR /Rt Bt pirfenidone & 1 S & #1224 (DMARD) 34
& CTD-ILD » BEsE 2 BEM AN - 224 - MKTER ILD BtEFHREB BRI EEETH
(NCT04928586) - Tofacitinib &4 MTX J&# RA-ILD RN ELL 2 41R5T (PULMORA) B
BIEERESHE (NCT04311567) -




SMET Hfth&s4r4E i tERE < H B %A% (CTD-ILD)

¢ REIEEARA
o ZEMAK / RAKAER Z BB R

(polymyositis/dermatomyositis—associated interstitial lung disease)

Rz (dermatomyositis » DMitis) E2Z 224 ALK (polymyositis » PMitis) Z&E4AALAR
ZESMEAENK / AKX - KEXKRES LD ZEANAREL - N2 HEMEXMERRRE
7 HPEREEE A BREERE 2 RRE®EE -

IR T B¥ R BEER D » DMIitis/PMitis EERFRERE - BIZ2RERIE - LER ILD BBALEH - &
BE  HWABEREHEREK P, SHMAEERERES > EILHEEY DMitis/PMitis-ILD
REMGZEDSE - |AIEEN MDD i TR M HERIRSE -

DMitis/PMitis-ILD ASAE A - MBAME T ILD ERB(CAE « M EAd# iR - K
ZETEYAERE=AERREE - 7ML RIERIREE 7 - METREMDELSITIER
AHERS > BABO AR S HEERE RN AKX M BIRRETE - LEERUAGHE YRR
BEURFEEBSAERENEE - MIFEE AR ERTERERL " -

M i&1T DMitis/PMitis-ILD Z ILD B R] BE 14 K 2 R FRAE B bR B - B i bR B EL fth PPF 81
ME BB R FVC TREREREZEE 2 » BINTRARRER myositisi specific Ab ALK / ZALREF
FEENEETARDE®Y . H anti- Melanomadifferentiation—associatedgene-5
antibody(anti- MDA-5 » & Anti-CADM-140) fA 22 &S 5 118 rapidly progressivelLD(RP-
ILD) BB EZRIRZS HRENERZEIET " -

MEZA anti-aminoacyl-tRNA synthetase antibody( % anti-Jo1) BZE#tT#EA antisynthetase
syndrome(ASS) BIIEEFRE{LEI#EEN Scl-70 Ab positive SSc-ILD 5{—fi& PPF>™%"% o

* (ZH8RE ECAE (R B AE R RE B it iim
(Sjogren syndrome-associated interstitial lung disease)
B RSSO (2B RARI B 4 A% (SjS-ILD) 19EpEH D IKER RS - (25 LAY R
RIMERFKERT CYC AR MMF aJBE4I7A SjS-ILD BEE) » M AZA - 5ABERERINHIAE] - MTX
AR LA BRI EIIERS © WM A EXEIRREMHE] RTX thrIsE ¥R SjS-ILD A -
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[ZR1+=] Myositisi specific Ab A% / ZHREFHE BEMERHA ILD Rz

5 » RP-ILD anti-MDA-5( RIS Z2HERBREEE - ZERM )

anti—aminoacyl-tRNA synthetase(ARS: anti-Jo1 ~ anti—-PL7 ~ anti-

=3 © (PEE PL12 ~ anti-EJ ~ anti-OJ)
B> PPF anti—-PM/Scl-75/100 > anti—-Kut
1& anti—-Mi2 > anti-SRP > anti-TIF1- Y > anti—-NXP2

BHERRIRGER - #iEln BaEIE

¢ BRPRRSRE
RY2E— + I RP-ILD EIHZ anti-MDA-5 DMitis-ILD B &Y HEE

A RP-ILD B&IFZ anti-MDA-5 DMitis-ILD #ABEREARZ - [BFIE 50% ZHEXRSES
ILD » $5®% RP-ILD BEERE - BF 40% RALEZE 6 Z 12 BAREEAEFEE ™ TEFEH
TR RINEEEZRAR » MEBRAEEREN anti-MDAS HFAMFIRIE T RIBFESRRERF
RIFZHMPK ZHA (76.6% vs 56.8% > p<0.001) *° o EIlt » REIZEI L EIBABEARATE
AORASE

— PR E BARNZROFEEARET - #H¥ anti-MDA5 [Zt 2 ILD » ERSHERSE
=f8E 2 (1 mg/kg/day for 4 weeks Z#&ZENRE ) ~ tacrolimus( 45 10-12 ng/ml for 12-h
trough level) B IV CYC(500-1000 mg/m2 Q2W x 6 times) =f& G EIHI 25y » BN L MmigEiH
fii 2 EEL AR SR - HRNERLETSEEEERE 2 2BRMEMFRINEIZEY) - SHEGE Y
ZiEREINHIE{E R A MR &R (plasmapheresis) fEERIES HIRAEE » FIRFHEIESE
FAEEIR S 6 18 B 2 W ATZEZE (89% vs 33% »p<0.0001)  BEZR = E ML (cytomegalovirus
CMV) R ™ o $HRERER 7 ILD » REAMFNERFIthRR RS HEREEE « (5B
I AR CYC =R Bt #EY) 2 &% - EaHEAEN > ZEML RTX » MMF 5 tofacitinib
Fuzy) > g{FER polymyxin B hemoperfusion ~ MIFERMILE T IVIG JBBEEAKIERLE ; ERN
AZA ~ MTX ~ leflunomide ~ infliximab B4 LB EIRERER 2 ILD WA BRI » LABRIA
BIEREEER -




RIRE_ - A non-RP-ILD XIR Z DMitis-ILD ;8 ER&YrYEE

AEEREFERE myositis—specific Ab #l anti-Jo1 & anti-PM/Scl-75/100 > anti-Ku &
BB RILDEREEH - LAEEMEB 20 DMitis/PMitis kAR - F @ induction
therapy (WEAREYGBEASHIEXR EEERE °*' - JIMMERERSHDOMR prednisolone 0.75—1
mg/kg ZHIE » Z&BERIBESBE RN - AR DEIERARINRERN - BHEARTRAS
HE#ARE5F methylprednisolone(MTP) 500-1000 mg #E#E = HRAREAEA D, » AR
DEHORKEEERZEREERFEHZE 7 - IARRIIFEBRETHESEERRENSEERNE
Z DMitis/ PMitis-ILD fR B R RENF RS OREEEEERE " - lRREIEHREIERE
7Dk~ open-labeled ABS:ER » HP PR PIREA MRS FEEE A cyclosporine( (&
—IBRAZE )2 - EIRRBhEAE ThAEE M R IEHIEIEI A cyclophosphamide (CTX)”® » mycophenolate
mofetil (MMF)"™ s tacrolimus (FK506)"*"" R (rituximab)RTX178-"* o It CTX/MMF/FK506/
RTX [0 I8 247 5] i th BE R I AL A 6 RO ERY » T azathioprine (AZA) BIBTBERMINAE KR D EER T
REEMR ' - W LA BEREAENE LRBEEHBAERE » intravenous immunoglobulin
(IVIG) thrRTFI A fEREE ™ -

BRE= ~ SRENX / RIXEEBMOEY) EERRERT ?

REMER tacrolimus SABEZ EMALK / ALK -ILD 2B R 24 2545 (NCT02159651) -
A K tacrolimus & 1 0.6-1.0mg/kg/day Z prednisolone FAFAEZ MK / RALK —-ILD
ZERHZEM 7 BERABEEETAZHEBE (IMPPACT » NCT00504348) - — 1 )
FA tofacitinib #& & clinical amyopathic dermatomyositis & i RP-ILD Y & 32 [ & # B 3k 48
BB R AR IEETH (NCT04613219) » {3 tofacitinib 5 mg BID &1 prednisolone 0.8-
1.0 mg/kg/day FAIAJEE MDA-5 [51t 2 BRALK —ILD ZEMHAR 2 MR REA R EEETE
(NCT04966884) °

EIREM - {S45RE ECREIRR¥ MR R R B LA (SjS-ILD) iamEERIEEE 2

B BEAS B O (R B AR RA RS B M i (SjS-ILD) ta#EREHE D REGFRA1ER - (275 bR Aol
MMRAERBERT CYC » MMF AR RTX AJAE¥HL SjS-ILD BB -

BEL - RIEBEKEGFARREERARARGEREAE  EFHM
YRR ?

HAIBESR/REIAFREIR RTXE SjS-ILD MIEN - —EERRAMFTIREE 78 (IEE 223
Bf2IEH S|S-ILDmATERE - H 8 (UBILDREA -F RTXAERE 6 AINES BT ZHE -
BEEMTH RTX BSR4 — (1g x 2 8 375 mg/m2) » BRESHHIEN R EREZHMNTEEE
FHINAEIRIE ©° - B—EA LR RABRERMN/IEERN SjS-ILD HFRER 10 fiI SjS-ILD HAJE
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FTRTX NME R 2% > IRF15788) 2 DLCO ~ DLCO/alveolar volume (VA) SE{EHNZE » (BTE
Az FVC & HRCT 28It AT ER 159 - MAHER B D IRER RTX Z iR BRI ERAOTE
A WRFBE SiS-ILD ZREA » BT RABZIER D MBI 4 - SAETEZEMS © RE
HEERBED WA EE B -

MERANERKRER > $H¥ Sj)S-ILD aE > ERERARIERE K REIH ZE1)sy
CYC RERATZAA » BER RIXER_4aBRARENEE  BEEEZEDASFRBED
Ik ZBRRABRRVBRIREEE -

BIRE7N ~ EREAMINEY EEERARBEET ?

Novartis R % MHV370( 8K R ) MiYa SjS-ILD £ MCTD-ILD NZRE1E ~ i
St EVRMAVER R ERENS Y 2022 F 1 ARRIASZHEE (NCT04988087) -

Shel @A (Fibrotic HP)

¢ ZENERLREA

Fibrotic HP @ —1&3% X H (51 ) EMATEMMAR LR - BN SRMAERS RARERE -
BESFI RN > GRS REREERERELE - RIBRBNFEAI NS AN B3 EE -
HP ARTAZREMEE S LIRMMECHAR > FILBRRARBRE LIHE EHIR fibrotic HP B
A BRRBAIEEEHEHER - 0F HP BEABRRRABHRRE > ENHEEEHAEE - %
RS EEBE RN  TRRAARMEECEMMRLSIRENRR -

¢ ERPRRERE
EIRE— ~ {AIRFEZBAIRIaRE ?

HP @R A2k a B ERIE5] » FLLERR D2 HP AR EE - 2020 £ /\ A Raghu

FABK TATS/JRS/ALAT BEIMERT X 2EIES]) ™ > Fernandez H AR 2021 FRBHA SR

DITEIEREIRI Chest 3R NBSUMEMMKIHAEZETES]) ™ BRKBAEE L BREFH
ZERIE -

M 1E5 I MEFIEBA DL fibrotic HP » BFVBEXEL * - FEHILERAREREFEEE
267( R - RERREHIR - HRES ’Tfﬁﬁ’ﬁfﬁﬁﬁrﬁtﬂjiﬁ%ﬁéﬁf ERRRETRRNEERRE
ahe fibrotic HP BOM AR EE4BEREN




{AIRFAE A 22 INBUILD # PPF &% ' » B1FE:2Hr A fibrosing ILD » BEMEABHHAR IR
(—) FHIhAE FVC TEAMEBE TEZE 10%

(Z) FhIfEE FVC TRAMEAEY TFE 5-10% » FAIFIREERZIEE HRCT i Hfh A
BB N

(=) EREFARB(EEHA HRCT F A B EM

ERRARGERRERBLRN HP > BIDUETEYAE -

B aBREYNERE > EEZHREY ?

BIEAE HP MEERS RZRIIFIE AE - miAha4EEY) 81E nintedanib B pirfenidone
TR HP A E{THAE  Nintedanib #4T 52 FE#Y INBUILD #%E 7 » 48 URE 663 AH »
26% WAB HP > ARE RN PPF2E - EFRBRMSH MIMAEFVC BEREREXE
nintedanib 2E/%E -80.8 ml » REE|HEBIAEE -187.8 ml > MAEZEEREE 107.0 ml(95% ClI
65.4-14.86) » ERREEZR ; NiEEED T > 84 iI HP fHAES nintedanib ¥ 89 (iZZ L RIE
4BEEER - MAAEHE FVC Z8 2% 73.1 ml(95% Cl 8.6-154.8) « Nintedanib 2 EATZE FDA 32558
AR PPF E—%EY)) » thi2 2022 ATS/ERS/JRS/ALATPPF ek B 75155 | M —HY i %L *° -

Pirfenidone &t % CHP #1TRIM I 2 BR 5 R0 ARG PR A5 ™ » W HME R A HIZEY)
JAERRAN L pirfenidone » M 22 iR A » BB—FABEERMENFVCIREEZE - MW
B FVCIEVAEEKRES (3.91 ml tb_E 1.25 ml) » {8 pirfenidone 1 _E & 1 HI ZE 4735 48 5% A
f9 SGRQ BIEFEEES (- 2.36x2.29 tbLE 1.50+4.5, p=0.02) > BEYZEET 2 EmMmER
BEER-B3—E48F - ZHLEEHE 2b 5 RELIEF™ » #F{d pirfenidone 7£ PPF B3R ARY
B LIRSS PPF E BB S FVC FRAMERK 5% ML > IRZE 127 (R AHRE 57 fi (45%)
2 CHP » 2w ANEEE DT X IR IS pirfenidone 4815 488 %R 48 FVC 23R (p=0.043) »
pirfenidone 4 FVC £ 48 B1&2 -36.3ml » ZEA4HAIAE -114.4ml > F94E1EZ 80ml ; i DLCO
£ pirfenidone Ath B HHENE - REMMARER > HARANWERREXIBIRBAR LR - 1b
MFEAERZEKT pirfenidone AIAETE HP EBR » 28 » ILIAFIRKBIFRIETE HP ETRIERE DT

BRIYR HP NEWSHSRER RSN EEERA ERBEREN LR RIHIZE Y= EH
ANt pirfenidone™ » ZAMBRRARINAE S - MAEH ATAAR (L BEAE R IL R B A It B8 -




Progressive Pulmonary Fibrosis

BE= « ERAHSBEREARE - EFHMEWQERENS ?

FEBEAANEXLRNR  RBEEFTANGE HP » EBIsRERESS AT 0.5-1 9185 ; XRk
FRE-F/NEK 36 ALEXAD (farmer’s lung) TEARIBEIEE BREERIAS - (ERBERSE/N\E
HIRBRRARA—E B89 DLCO Rl — S LI IRANAE H A H BRBLE B AR HRNES (p=0.03) »
BRI A FRMINARIRIBREZER > BIRMMRARABERHNIME HP SIFLERAEEE ™ > &
—RBEPEHREREEREER CHP BNE ™ - BRlHNEERERZX - MTHE - REFER
R AAERKRARG FEE  RBERRLRISHEIER -

ZRINFIEEERE AZA(BEEBREBXE2AT 2 mg) - MMF( BEEIESX 2-3 g) 3
mycophenolic acid( BiZEIE 720 g —RKMX )° > EEHEEBNEREE  AMBRIILE
RCT fRFRREE -

—REMMAR DT 70 i CHP RA - 51 i#ES MMF i 19 (iiES AZA J8% - ZIREA
FTHAEE FVC A —F& N » (8 DLCO BIRBREMIEIN 4.2%(p<0.001) » it o] 5/ FEE B2
A "™ - Z—EEMEMIE 131 (AFA » 93 (IEZ RBRIMFIEYEE (44% BEBEFER > 35%
MMF ~ 21%AZA) » £ MMF 2§ AZA a1 B RUR /D EEE R e B S EERIER - HRMINAE
FVC MEFERFEHIREBERRERSAER * MEATAEREERS HERIHIEARE
EEBFE -

RTX AR &EMEIEAEBYUHEEDBEERIRAE LR/ NERGERS ™ BAlEE
REEEDEMRER -

$7581 IEATEME (Sarcoidosis)

¢ ZAETEEARA

HRBRe —TBRAMRMUEXER » UIFEE MR EAE (non-caseating granuloma) &R >
ERILEEZERE > BUMTAE - FRABRNHEARREANER - AMmEE (HLA-DRB 0312+
14~ 15)" HRBERZEEEEAE -

B% 1T RBUM 5-40/100000 A » HZ 1-2/100000 A ™' o F B 5 E F K A (20-40 3% )
HIR ZUHMIEEMER - AHEMNEZEREN > UiFH - % FEEZBEALBRER - 5K
=R BEALKRS S HIRA erythema nodosum » B /DA fifi 9k R IR (extrapulmonary
manifestations) » JEFEBANERLEREE - BERSMIETE » fHAALROFEFAEBEREIC
M ERE ' - &4 Lofgren’s syndrome » EILEA 30% =R EZ 1% (Lofgren’s syndrome :
RAENK / FiPTMEREX /erythema nodosum)™' - JEAEFAAEERKIBERASIERER R GE
DHRRTE - BEETRESEA R EERBERIETE -




o MEEXIAE

FEFEEESAEE G ERRRNE—RaE ™ - #E14%I2 20-40mg prednisolone i,
HEX) -

REEREEERIEEMMERRT - SMIE - SMAs - BERBRNEAR - FEE1-3 BAHR
ANETEHE - RIBRANIER - AIMEENH D EIE - 3-6 B H1% - BHEEEIHEEIEKE - fia
B X 10mg prednisolone E/VBRNRERZMRE - IR BEAKD > AECEE R SHERE
i BIFEZERIN steroid—sparing agent » B8] MTX 8§ AZA®'® - EMIEEY I AEEERE
6 1B B RS 7T BEERAERR - WHEHAN=Z2Z_HNRAB

BFLEBERPpEHMEMEEEEY (cytotoxic agents) B3 » leflunomide 1 MTX & 8]
BHER °*° 2 2019 F£H Judson M EEBEERMAERT steroid & steroid—sparing agent
EFRAMEEAZFAE (granuloma) FERELR BRABEREEARFM " - BRI 2020 FH Kahiman &
B E PR D RER R EREEE MTX B2 prednisolone &5 — 4 EAMIENIEETH ™ - £ipH
Bl (anti-TNF) &2 =408 24 - Infliximab EREZAR » BRSHIZEM adalimumab FIEEEHE
e

BREYH ARG HER (L - BAREREME(L - BEERKREMRRERN 2-6 ERR
FRAEBHE AR ™ -

o FHEVEEIEE

AZRIEHINE] JAK-STAT RIEEEBRUNG T ARAER ~ 184 » EMEITEERURINGEHL
HIAIER - EMAERENZ$E— « Z48 prednisolone « MTX S ZEYBIfEARS » AIZE(EA JAK1/
JAK2 blocker(baricitinib)™® o

S— AR ARIZEY) humanlL-1B antibody(canakinumab) - 55 —BRfF Rk & 15 H L RI4EF
canakinumab #H FVC% 9Bl%& +0.5%%1 -1.9% - FVC JAEEMTFER T8 - BRERIERLEER
ZRI4H 20% ~ canakinumab 4B 15% ™ -

BRI mTOR1 pathway FIEYIAFTIEEEITH - 2019 —FEMAFTIEL mTOR1 28 TH17 91k
FORT I BRI RV ETZ AR o BRI EEIRTE Lofgren’s syndrome fE AFR#EINE] M
7 5 AREEERRERPEIRES mTOR EF ** -

o MAIMIEIEE

B RIS R IR D IRERREUBRRE 1B > Pl Da RERRRERE S RATERIEPH
REAR > BEMESHESET 2021 F 9 AREGHT  CAEXRESINEHCRERE
A BRI EN AP RIBEINEN AR > EHREGEE SR > BATEREE 3 4 RE
YA TN BRERENRR TE NG ARNINAES -




Progressive Pulmonary Fibrosis

& M B A A

pe =\ Q.
8EPPFi2ia

3

oS BRABERZRER

REFEEABIERETE  ERIREHNIFETER

AHEU TR e E

RIE

=RE | | | | TR

BIERESRE BIERAETE BEEREE =fek: B o K55
1BEERmE BE(QoL)Z18 | | HE(QoL)ZE | | FltREEE o RERRITIRLEAE
R SMESRG R | | SImERAE A | | SETAIERR o HIRTE
RE AR FRERIBER ° KT
SR INAEREREE SLINREREHE o /B AR AR RAEA
o SRANREHE
o g\ AtidiAE(E
o (RM%E
o FERAEMIIMERE
o SBRYEAEE RIS B
ag o IEARZREBIRIB
zg;g A\ A A\ A . )
BE e L Sl 31215 B_EREH BEE RS

GCsHISSASHN L

mELE S fifi - IRAFIGCs GCs:EREMF | | GCsHISSAS:
* _’; TNF-a inhibitor

N . Rituximabay,
EBEFREN = KE B HE = FEEHEE = MIX-AZA:

newer agents

(E+]

o FRAR

ST RS A BB | MERIEE MMIFSE2LEF; such as JAK2
BSAHPAIE: SADs* | HCQ Z[EMHCQ Riptors
tocilizumab » RCI
VIP iM%
*Dgnozes upacc;p?able side l l l l (PR EE AT
efrects or insutncient response E"]ﬂﬁi%ﬁ%ﬁ{tﬁﬁ)
. .- .y v .y o= . o and nicotine
4 BRI E | | IR | | RRIEERE || R RE S
REERTR: ENGEE S0 TEESME | | FEEENE | | REEENE patches
FEBSSEAIR | (ER > BERS ER BB | | 1FR BB | | fER BRE
ERDRE | RE = (GCs) & = (GCs) =& = (GCs) &
BIBRAEE HE 2588, L RIIE e IEE =47
EmE (Qol) L (SSAS) | | Ak
B
:
AR I
EiE ( )
AR % G =t A EN BRI EE
o fif o EE) EENEFEAN o FAELH
o /CABiE o 152 o tHATEE T
o fThi o [EIHE o BRI
o TRESEERE o RfEE
o RANTAREE o |VIG
o CPAPHIBIPAP e SAPH treatment

e |CD or pacemaker

Drent M, et al. N Engl J Med 2021; 385:1018-1032. DOI: 10.1056/NEJMra210155e 201-204




SLE FFEIEIFEFREREMERK (INSIP)

A ENERAERAA

TRITIRE (INSIP KT 1/4 B9 IP*® - BEZA INSIP I RUERERE R > 1 IPF i 2B
REZWIEMEM AL 1P B IPF HHLEAER » iINSIP B& PR E AL 4 E A E % (female
predominant) » T B AL 2 EIRH BB F 4L IPF F8F » KATE 50 SRk h 7% .

BRPRRIR ¢ INSIP ERARFRIREIFFEMR » TEREMRIZMEBBAEMRSE - EARZIENE
B EI R &M - T2 - BERFRBERBRIEESBERSE %72 - INSIP IHEH{HEE
w1 IMEEZ) inspiratory crackles( fl IPF £l ) - {BRLEED (<10%) BHFIRIE > - WAHE
FThaE A RBR 1B R FERE (restrictive ventilation defects) » B DLCO thg & 2002

B E ¢ INSIP BRI ER HRCT BEm &I SR ZE AR T AR 2 1E (lower lobe subpleural
reticular changes) » @M GGO REAMZREEERAENRR  ARFEESEMETRER
JE (subpleural sparing » iNSIP 453 ) - (BEAIRDBIEEIRE(CHRIR (<5%)**7290 .

AEHREBRRITINSP NETEHABFESEESHIINEEMEE AL E (cellular
pattern) E&4EEE (fibrosing pattern) B9Y¢EEE{ L& RIIA » B0 IPF 8BEE » INSIP FhERAY4E
BB E BTEAN 27 - AMBRR IPF 571822 LROSENERM - KERDRY INSIP 18
TEEMIPHIETIR BARBRRESE S IPF 32 HP SEHM ILDs » 7 AEE— S 1R INSIP B2
2o FILLE2 T iINSIP B2 MDD M ETHR - SIERAERIERET - AETRI B ol R TR IR R BR A 2R HE bR
HAh#Y ILDs**7*" o

By BRI INSIP R BIRIFIIERR SR E B faETES | Bl B AR RHNH] (immunosuppression)
A REIE - AMBRAIRARBZELCIAE  RIBEBE/IMARUME - EEYAEEEZELES
HERARE - SHREINFIZEY) 7 2° T4 CEYRRR BT EIRERENRR (10

nintedanib)’?%*?" o

BRpRTE : INSIP B9TE#SIEFLE CTDs—associated NSIP Z—L82° (B2EEER IPF RER » K
EB A9 INSIP AUFER REEERITA » H 5 FERFETHRNR 18%>*"?7 o 54 » INSIP AIFETE ATAE
ZIZHRENFAENTZE " MEERUFHERMINAEN INSIP FARMFERIEAR 7% -
E—HRR - BEixE INSIP mA - EiRIEEASRIZAMEEMENREALLILEEHIREAECE
REPBABRSH 5 F1EE (100% vs 90%) AR 10 FE1ZER (100% vs 35%)7




Progressive Pulmonary Fibrosis

¢ ERPRRERE
IRE— - (OB axRiaIaRE 2

BRIRAAEN INSIP B ARELAEE - MEHRAHE INSIP RIBEHEERREUBRROIAS -
BEAR—ENEBRRMFAER » ERIFIAE UEERNREEEEL > FIaRERAE
Bk 2027720 o 2RT 5 INSIP BRI BIEEAAREIES| - — MR - 1 INSIP S S B K

SHARIARINBEERIBAVITIR T » AILASR FREHEMRAMIFRINAERYEAEEE R - (BANRIRERER > AIEE

B’ﬁfﬁ?ﬁ 208,221 °

LR BYAEBERTER TG TRIE ? ¥ iINSIP RARRIEEET - FIINAE (spirometry) B9
BERBERNERFIEZ » BB 12 BB R DLCO T 15% HFETZAER] *** - ZAim DLCO AI£(&E
AR BT FVC 2—RBEAEMAEENAIETE  IREIR 6-12@ABRK FVC T
>10% BAFETHBILAAR *° - Fib > WALBREEZBRBEMER (BIANRSE - PAH) B FVC T
>10% & DLCO> 15% BEEFaRiak - EEMNEAEERI LUBME ARZ AR EREHE > 1EmmiR
IRARBEMEERRIRELR * -

E5h - A ERAItAI2E INBULD UREHR (EEAPPFINTESR ) BIFZ2EHSA
fibrosing ILD B95& A ( 18 EZE/DE 10% # fibrosis extent) » EX SRR EIESER 8K
T EMEADEIBATEE = 2— » MIRRBEIEHIZRE (progressive phenotype) :

(—) BHIhEE FVC FRANEMRE FREZE 10%

(Z) FhIfEE FVC TRAMEMRE TEE 5-10% » A IREEMRZIEE HRCT iR
B iE AN

(=) WIREEMRBIEEHE HRCT intaffd LR EIE M

ERRARSERKR DEEM INSIP > BJUETEY)AE -

BRE— ~ JAEEYINER > SEZHREY) ?

BRIAE INSIP » SeRililE: (RS RINHE ) AR AENESR - HPREHERE
2FE - HEEZ INSIP iU EE % « AMAE A RERIEE S5 5FF glucocorticoid
ZERZVBISABEZITESXA » —SARKSEHERBREEEE% 0.5-1 mg/kg £ 40-60
mg prednisone(in non-weight-based dosing) & & R#Y ***"*%° - EIANEERERASHES
DL—ERZAEERFDHEHE - HE INSIP EREEERNTISAREREE 174 + 121 BB % - &
BHO—REXEER  ERNERTEE L EEEERA - mABRZRIEAN prednisolone © BE R
o #IAEIE (0.5 mg/kg) R EEAAEEARI (4.7 compared with 7.7 months) AR **° - 24T
RIEABIEEZZSACMKEE - WA FERPNERAEEES B -




BRUEZ S » —LERZIMFIREAN AZA ~ CYC ~ CsA Fl MMF tha] AE EFIEERE S HHER - U
Inse R ERERAEOMR 0 - AMENEEFEZS HERRZIHE - BT INSIP RS
FFIAIE ? ERERFERFNINEL R ERERRBERNBRAER 2 BRIREIEH > - RIEHEH
iNSIP R ARVREMFEIR > inaR ( MRS EBERRERERN N ERERG BN L REH
HE ) BSIE 81% MRIEER 7 - FEWLL - 0F 36% WRARBREMBEENAE - B—B9H
A (19%) 84538 5 FROBEE GE > IDARFESE -

@Ry REAEESEIHARSROAENE - BABESENSERMEIEES
YEBERLAFEAR INSP REOFEEMRERE - 4T FEMARAR ™

(—) EEHRMA (miLDdisease) : ELEMARNMINEEE BIRER/ N BIERBREEH
1. BEAN  BREVSRESARRERNERAIAEMAMNUY -

(Z) PEEEEER (moderate to severe disease) : BLEHFRAENEEZEEER » b

IhEEIR BB RRERIRIS - HRCT SRR~ E 2 AR B &L -

1. BEAR : BE L 0.5-1 mg/kg(IBW) prednisone RIEIERIIAEE » A
£A8X prednisone 60 mg 548 1 @B 742 30-40 mg EZESM21ER

2. HAEERIE / BEREA : prednisone fE7E 6 £ 9 HRAZRINHER
BX 5-10 mg WEIEHED > BIERE 1 FRAEELAE - BEEZR
{FAE_BREMFIE (2 AZA 5 MMF) 251 > $f8AETT 3 Z6 @AM
prednisone JEEREEAI - MFHEEHE BN R BN -

3. HIRNBRERLARIE / ERENKA : BIREMAESRAZ S EERES
& > FIRMERE R RIHIHE -

(=) BERREWTER (more severe disease) : EERALEMREE > MINEERE - RARER
ERARIIFRIRER

1. {3 1000 mg/day A9 methylprednisolone AREAE 3 K » ZAEETU AR
MEZE B prednisone JAE - —RRBR D FEELEIMIIKEAE -

5 BERENREIRRERAENEERIER  TEETERERSENREIERE -
ERBRLEAR AEBE® 20 mg/daily prednisone i@ 1 & BEIREA > SARA Z & & & H B 897
A > FEZ |8 FEFA i % 5 ffi 3k (pneumocystis jirovecii pneumonia) » AIAERERFAEEE B
FINAE 2% - 54 » FHINAE FVC #1 DLCO EE{TERIMEE AB R EMNRFRER - MBS
iINSIP R ABERSABENTER » RBE FVC BREREBNR/DEBE 10% 3 DLCO Tk
15% ML - EZERFAREES NEE—F MBETE -




Progressive Pulmonary Fibrosis

A & 1 Bb 4 A M BEPPF2IAHH

BE= - ERAHGEREANE - EFEMEWSESL AR ?
—RREER - 1€ INSIP FOTRERIREL - ¥HOAMAR I AR :

(—) #BRREY (cellular)iNSIP EA : BEHKEHBEEIESHRERNTIRERERY
i FIFREA S e S A S EEEGE -

(=) ##(EE (fibrotic) INSIP FEA © BFRIBHBRNEIAIALAR (progressive phenotype) -
BEHTRANREIHEEARARENER - AN RRMBEREN 7 Hif
fibrotic INSIP BB BRI LLHI B B e b B TR B 07 -

EERENREINFIESE  DRENENRA > BN TERERYERE
(=) CYC : 3R INSP B8R REIIBR - FItEMGRINEIARAR 2% » JIAER ™ -
(M)RTX: EEmABIHES B RIXEINSIPHE A S H KD MEEHAEBR

(undifferentiated connective tissue disease » UCTD) B REERIEER 20521522 o 42
BUEXRE R B ERERBNEENEEAE TMENFEERN INSIP » 7[Z
B43F CYC -~ RTX S iG:AMEEIIHIE - IEKRES > rJBEEETHIBEN
A * o

(1) MAEEEEY - HREERERERINGEIEIRENFERR INSIP » AFERKE
— LA 4 EEEY) - B33 nintedanib B pirfenidone RYBRFRIAISE - IELEZEMIFR T
¥ IPF FHINEERAE A E IS » IR UA AR D E A PPF BUFHIAE T FF &R

fiE 37225

7£ nintedanib #17 52 iBAY INBUILD 5 ° » 8HILZ 663 B PPFs fEA » HA iNSIP
125 A (18.9%)  RERBEDHTH » 64 i INSIP %5 A$E nintedanib B 61 A3ES R REEIAALLE -
MAESE FVC Z8 %4 141.6 mI(95% Cl 46.0-237.2)( B+— )** - #—% 541 HRCT L& UIP-
like #4E(EEIBER 71 RIAE4EE INSIP 55 A% nintedanib AR FE » 2538 34 i INSIP RAIES
nintedanib #1 37 {112 L WHALLR - MASFEFVCEES 231.9 ml(95% Cl 94.7-369.1)
(B+= ) mB—1{E 48 B - ZHhOEFRE 2b 88 RELIEF trial 3 » #{T:1& pirfenidone
£ PPF 8958 A BORERY » 48 4EURER 127 fE PPFs BOfEA » EFREEH iINSIP27 A (21%) © LEFE
PPFs HIESE 6-24 B FVC FBRIMERIE 5% LA L - AR BIR » (EEARNRIE N YY)
AT > BEIMES pirfenidone A5 » BN L RIMHREEE R4 FVC &R (p=0.043) » pirfenidone
(HELFVC48 HEEE 36.6 ml» REKEIAEFVC BlE -114.4 ml » @4EMEZE 80 ml; i DLCO £
pirfenidone At 2B EEENE > BERLEMMMAEETR o AT ER KT pirfenidone AIBETE
PPFs( 3% INSIP) BB R - ZAT B RIZEE FDA (25 E4% PPF —E4) R A nintedanib®® »
MEhRZ progressive fibrotic iINSIP &8 B 5 —ER{EREEIE *° » &F 2022 ATS/ERS/
JRS/ALATPPF BRFRE 75455 | thELLIE nintedanib 7l & ME— 25 A %E *° -




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 —q— 104.0 (21.1,186.9)
iNSIP 64 61 n——o—| 141.6 (46.0,237.2)
Unclassifiable IIP 64 50 l——o—'—c 68.3 (-31.4,168.1)
Other ILDs 38 43 __._. 197.1(77.6,316.7)

-200 -100 O 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+-]
DITAREIRESE ILD fFA » TE4%S nintedanib SREHIMELERMAAESF FVC NER -

N analysed Difference in rate of
Nintedanib Placebo decline in FVC (95% ClI)
All subjects 206 206 |—.—| 128.2 (70.8, 185.6)
Hypersensitivity pneumonitis 44 46 n——o—-—c 80.8 (-41.7,203.2)
Autoimmune ILDs 62 65 n—o-—u 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+Z]
2 HRCT £H4E UIP #i4E(EELRR 2 ILD A » 7E3%52 nintedanib Sy 2 REIELERMMESE FVC HESR -




Progressive Pulmonary Fibrosis

BB « BERESHENEE TMOAFERE > TIUSBMLEIEEaRE 2

iINSIP FEFEMES » B EBRE L IR fibrotic INSIP » A ARTEENEEZMH -
¥} fibrotic INSIP BUEABRIKR EEZZRENA » IR 7T 2B EREREMREIEEISEN B
HR4E P4 E ) (40 nintedanib) EEBIFHARERES >°° - AMENELBREHFES
{ERYINSIPRA - R E R TR E#E FENEARKRIR - ERAHREEYEBENRERNFE -
A ZEEHEMIEEYEE - 570 - HRBLIREME (SpO, < 88% » HEAKMBKREDITZ
PaO, < 55mmHg) BIRA » BIAE R4 FREER (515 ) NERIEE - #HR L IRITIRE
MEERA > MERNERN AZRENEN*  BABSMMERAE » WEN SEE NS
ZEHINR > AINNEEERERTIREHVEMN - EEENRARENENEMIEZEY S
EEIEHIRT - A2 tE Rl AE 2 B Al — I FARVEESE - (BEM PPF ROFEEMIGE > FRENE - g
M RmA AR ERYIEZEDIERE )

BREL - EREAMNEY IEEERAREEET 2

B A= T ¥ INSIP FTROER IR SREEY) - (BRE — Lt ¥ PPF B— LR BNEETE
22, HehFEB R MEBRMM RS E *° - LHREEHE nintedanib 7£ L (post-marketing)
18 B9 B 2= B2 (surveillance data) T nintedanib R EEAEAREBEEEHBESH
fibrosing ILD &1 progressive phenotype FIfRA » RamEEEM « MINEER REFAENZ S
MEFREE > MiELEEHREIE (real world data) th D HERRBEE - EiEgPEIARE - B
A EEREEE > 548175 nintedanib 7£ PPFAELIER -

E

B\E EEDHPZBEEMEMR (ulLD)

¢ ZENERLREA

ulLD % ILD ERPR L4838 MDD B A D MEE — R MIRRHEZRRM ILD( FIRER E Y ) » 1B
#H491G ILD FEEEH) 20%'° » (B Z DA ulLD IRABEES PPF BRI ABRRE - HRBREKS
iR > BANSBREAAE  BIBEMERIEMAR ©° EREYARER L2 RERAE -
BHRRINHIZEY RN EEa R -

FERE PPF B ulLD AR » BRIA ERNEY) - BERNMHEEY -

Nintedanib » #£ INBUILD trial’ » ulLD S AMG T EFH 17.2%(N=114) » TEERIAIRIZEE D
MR ¥ FVC I TFBE » {E M nintedanib B ulLD PPF i AN 188485 F19 68.3mL/
year(95% CI-31.4 to 168.1) BIZE -




Pirenidone » 7£—358 _HABE R4 B h (N=253)""' » EA PPF #J ulLD & A{EA pirenidone 18
NIRRT 24 BERERERP/OMBMINEEEST (site spirometry) EBIE 19 FVC95.3mi(95%
CI35.9 to 154.6) WXE » BIENREERACUHMRNREREz—  MEZEERE 24 B
ERBEZRMINEEEST (daily home spirometry) = RIRIZE R I54E K ¥R ABR P I EFERI (median
predicted)FVC i EERREEZE I ©

[Z+Mm] BHFIRNE > MERKRDERE PPF BRANBRESLEATE " -

_ INBUILD(nintedanib) Pirfenidone phase Il trial

WMEANERBABLIRNAT  NMEREHREELIRA TE—
=H—

= 1. EBHFHINEE FVC TERIETIRBIAB 5% -
L BohAe PV SRRUEAEE 5 omgee sk (0 2 HERRER 0 - RS (35
ke BIRSE LD BL3 AR )« mEY
- 2. FIHAE FVC TRRVEEY  REMERAIIE -
PPF B 5-10% - FEAIFR

BEAMBAEEL HRCT 7
AR 4 C R EE

3. L IREAE I RBAE S H
A HRCT mid fh 4 1E
=Ryl

¢ ERPRRERE
IRE— - {oJBFexFiaiaRE 2

BRI EMRERARNT NGRARIFUR » BRBZAIARBERIMINEEN TREEEM
KB AREREREREARANTRRAAER > MAEECNERBERATY » RILLEEDS
ulLD B9 PPF » [k B4a Y EMaE » LEEMMECEY) -

B~ AEEYNER > EEZSMERIGEEY ?

IRIE I ER9ERIREES - B Al nintedanib B pirfenidone B Z AIERIREEIETE ulLD RY PPF >
BEEYSEL - ERZEHRER RIS HRRIFIEEY) - RIB&RFT 2022 ATS/ERS/JRS/
ALAT PPF ERIRET5155| > SIRBER S PPF IRRERTES > AT ZERIA(ERA nintedanib 2K
RER Y - HRBRRARELNAE  EEVHANS EBRRBEREZE - MmETERT
WA > BRIV BRIKERE -

BE= - ERAHSEREARE - EFEMEYAELN ?

BB ERERKRE EE > B Al nintedanib & pirfenidone B8 Z I ER K515 7E ulLD B9
PPF . BEEYAE L - EZEBEERAENSHERINGEY) - BIRERNRBEZE(CRE




Progressive Pulmonary Fibrosis

& M B A A BEPPF2IAL M

B TEYHBT D ERBEREEZRE > mmEnga tEZMNHE - BRiTRRBRKERE -
ullD BEFEDMIBRINAE » IBBEMEKMET Y 95 7% B uLD EEF/FE IPAF #9:2HT »
EEEETEEAEEE autoimmune feature 1BEIRBEENR ©

FIREM ~ REBMNEYIEERKREEET ?

B RIAR IR AR EY) E AR AR T -




£

B E g M ERE RIAE
B8N e A AR RIS
SEPUER e 1A A 4 CAmTS AR A iR
SBhEN BE S CRREEERE

BB AEEA

o HH¥ PPFROFFEWAE - REERIGE « MERIGE - WS EaREURLBEENERS - 818
AERRA

o HEERAERS  MEBERETABREBRLEN PPFREA - EZSABERERED 156 N\
FHENEERERLDSE  TAEPANSZ AR ETHFERER - HNBLESMTRRIEN
PPFREA > IR ZB{EMFREEERICEEESAERREGE  RAEFHEMBETRE
SHEFRRIBE - IREARKIERAEERIFREREEMERIGE

o EETRERZA > FEHRAETENR - £ERE - BB AHNAE SEESTME - fiE
REEITRIGR - BRI - BEHF - EEMOEXS > BENENHKEINSMEEL -
BN ~ MAREE AR R ANFIRAT] - SERATHESER ( AEZWF RN ) « 1BINESEEED
= REERNEERE -

o MRBEHREESEN PPF 2% » EEYIMERGELCEERENESE  BZEZEHEN
BIHZ— - BRIFEILD ~ IPF ~ EE 2 SSc-ILD B% > HITMIBERMAEREIMR - BHRE
B FEB AN AHASAE AR « M ARMEUR ZAHBRAVIRM > #B) PPF BEERIBEEIEE °

o BARNEEAREAESNERRALEERE  ARENREZZEHON  RTEEIHA
Hh > REENEEASMEZEIBRERSELENBERE - HRAS MM ILD 1975
BEEEAEA - RIENREZ e EREFAEEABNEIRANEREX - T REBME
RSB T REHE - BYMARBERIESEHEERIBNSEERN ILD BABERRESHR
ZIEETE > BEBANER Y BF  X1E - REEM S RRFIFEIFETREINRT® - WAER
EfRiEMRBRE P ESREIR IS -




Progressive Pulmonary Fibrosis

BB AEMMEE ENRRIOE

¢ REIEEARA

BMEE PPFBATEZE » MUREBIRZEREZEY) QBRG] e B RIERE - EEEE
HHERE A ZE R M ARRSHES PR ENERGE

BESIMIFRZIBN PPFRANREFRXFEIAREER  MIFREMBRIKES
mmeE & RIaE (high-low nasal cannula » HFNC) @ JIAZ RN A R - —ARKHR > thasﬁfﬁ}\ﬂ
HFNC A BEZERS - ARCESEEMBENR AT REZKRAE B4 FIEEES (invasive

mechanical ventilation » IMV) °

¢ ERPRFERE

BE— R BE R ETHEE K M | (severe chronic resting room air
hypoxemia) HJ PPF s A & & & i& & 05 il £ A & | (long-term

oxygen)?

(—) BR RIBE=ENEEEE 2020 FHHMIES . TRERRRERLIE) TRAE
REMBE T MIRENR M E & (pulse oximetry) AISHEA Z SpO, < 88% » SENAK
MRREED I Z PaO, < 55mm Hg230 - —IEERBENMERIBELLMESRRET
REEW » IMEARMHETHABEIREMER ILD BRE » ERELERATE—F > ZF
FIARFEM Progressive Pulmonary #iE M 4E{E &7% PPF 5238+ Fibrosis™

MRBRFRE/RME) RFEZE4E R (cumulative incidence) 2Bl 2.4% » 5.6%
F16.5%*" - BIMRIZEBEIMEEEES 2015 FEEHNIES]  BER/ASHE PH >
Bt E HREIRS A PaO, < 60 mm Hg*™ - TERREIERASR) NERE—KE
FRERBE 15 NEMULE > - BRTMEEI  FREREEERSIRERRAEEDN
BEMEMN ILD mARERSEMENE—TE -

(Z) 888 TECXR,) ELZUTEZTESENERER (critical outcome) ; HtFEE

SENEELRECETREE (dyspnea) » JE1E (fatigue) - BRERIBRANETE

& (health-related quality of life » HRQL) » H'E BE&5EE) (physical activity in

daily life) » BBEERFIF » BEIAES (exercise capacity) 1L Z M *° -

1. BRNZRACERNBEHE D IR > HHEbaENERRKENERERAERE
COPD WINR » MREFEERASKENRESHBNRERBRERMEN COPD F
NEBRFETRAGFER 2022 o

2. RZMRMMERERERNERAEEERSTIREE « K55 HEFEBRNEER
g §EEEsTUR O BEERFIA 2 -




3. BN ILD MARBEERSRNZEEERRED -

(Z) & RPEASRBEATBANS OEERAESEBIEETE  BIHEZFAKRINR
ETERERMNDEN PPFRARBERERESRED 15 /iF [ 38UEZ (strong

recommendation) » #&{EEIEH S (very—low—quality evidence)] #*° -

RIRE - SEEAF AR EE IS (severe exertional room air hypoxemia) H
PPFEACEEEBTEENKS HEFTIRFEAFR (ambulatory

oxygen)?

(—) B2 FIRFENELE PPFRARAEHIRRREMRZ— > FVC B 50% FERIE
B9 ILD BAE AU LS EEERFERERMNE *°° - RIEEEMPTEEEE 2020 F£H8
ivtEs| - NEEIRSEREEME) EEARAE D #E1TERE (six-minutewalking
test » 6-MWT) HE54 SpO, < 88%°*° - —IBIRIE LMl E BN EEMMABERE
LERATE—F —ENHEEN NEBERERNS) 2RBEEXRSE6.1%
17.3% 1 40.1%* - SFENRFBERERMEAIFEA » HIETRERIEBIERBRFE
MEERREERBEZHANNE - WETUIEARARSEE PH > M PH &5
A EMFERITET IR 2% o Boh » SEENRFI A TRRIEE ER AN SIS TR D EE
S@ZUAERE 2 -

(=) 28 DAEEERNEETRERRELTERTES ENERER  HthFEEZE
MEBBERECETRES 5  EBEES - SEEED  EURNLRME -

(=) AmbOx(ambulatory oxygen in fibrotic lung disease) it &g **° o It i BR 5T (5 (2
EEEREEARBEMMS (isolated severe exertional hypoxemia) HJ ILD & A
(n=84) » HEAE FHRFEAERET AN EEREEANEZTIE > - ItH
SERAZESERETHE > 845

(1) King’s BrieflLDQuestionnaire(KBILD) » E#E S H N H/)IN\BREEZEE
(minimal clinically importance difference » MCID) % %9424 o |t ER 7 48
7 €8 (mean difference(MD) > 3.7 ; 95% CI 1.8 to 5.6) ~ I IR [l & B F &f)
2 8 (breathless and activities scores) E 4 B2 fE AKX 2 21 (chestsymptoms
score) {REEEIRE AR ZHFHERER - BERBEE D B (osychological
symptoms score) B8 =8 > -

(2) St George's Respiratory Questionnaire(SGRQ) » H425E(H) MCID & 4U** -
bR ERARSRTEE DB (MD > -3.6 ; 95% Cl 6.7 t0-0.6) #iF
&) 2 21 (activity score) ESEEED - BER E BE K 9 & (impaCTand

symptoms scores) B8 HZERE >




Progressive Pulmonary Fibrosis

A & 1 Bb 4 A M BEPPF2IAHH

(3) University of California San Diego Shortness of Breath Questionnaire >
FAMFHEWESE B B a8 SR EZAIER. - HE MCID 4 5U244 - I BREET
FRERES 8U D 240 -

AABEAERACHESERBERASR  ERENEET18 £E224
FziE > SRIZERABSASETENXFRERNRE " - BEEER
Y 2 A5 5 B A — BE A 0 kA W 3B 32 R 5 B (randomized 2-week cross—over
trial) » s BRERET U AR(FEFRER (sham device) » thRE1TH A (blinding
of assessment) 2% o t55h » A ERDEASME AR AKE B E B FHE
AEReBEGHEERERNE ERENPRANE - thEESABARRNR
LS E R ATERAESER R R 0% - EMEM %A BRE RIS ENE 2/3 S
MERTEHEFERER * - I5h > £ AmbOx HER 2B A & i L iltst BR ke
BUERIIRTE » (R EA P E RN D TR BRI AT 1TIE *° -

1 H=ZERAAPETENATLEZESNE DN ARETHRE DT (meta-
analysis) 53R » {FA SR 0 A2 HA (acutely) 0 ILD M ABI N D BT E
fB B (6-minute walking distance) #Z 18.57 m(95% CI 11.14 to 25.99m >
12 = 0%) » W B AR 6 28817 & Al 45 3R A5 A9 modified Borg dyspnea
score(0.37 U ; 95% CI 0.19 to 0.54 U ; 12 = 0%)*%*40246247 o

2. BR7 AmbOx AERHLERAERY ILD HA B E SETENREI) - BRZHAE
TMEEEHN S HE RN ERAERESENEES » REHEN > HE
BEEEENFNIE TR 202 o

3. DEMARE LD MAZESARSHEZTHFERAERNZTEZMER - —K
EXRTE 2016 FHY Cochrane review MR ZFIRFA@mENAREBHMEIER

248

o

(M) &5 EEFBNES AR EHRERAERVEENRS ILDRAHLZEEFANEERE
BERIPREANMFET AR - & NEBNBEEBRER|MDEL N PPFREARE
EFoitEHEEHREARR [ BIFHFAIEE (conditional recommendation)
BB (low—quality evidence)?° -

BRE= ~ ¥EEIMITRRISH PPFAA » FEZ{EREIEIFRSZFT ?

(—) 8B AENELESMITIREIBN PPF RANSENRSIEERNRETH - RS
{ERAR IPF EMERREREE RS IMV BRATERAE  [RAFETEREZRA
AERBIR 900%™ » B3R (4FBIR RN 2008 F 21 ) MK HARBERRALTET
B > {B{DIEE 70%°° - RE—@4E IPF 1 CTD-ILD #9/hB! (n=20) HAREREE
LoyE A B4 S MITIRSIBMIEEIES IMV > BRRZETRIEET] 100%™ - BEAHAEE
IPF #1 fibrotic NSIP B9/©\B! (n=27) WK AIFEEREIAIZES IMV B9 A 85% ERA




U BORARBEEIESHMBE = - BB EEEREBEETENR
FN S SR T RRR R BB My 5202225

{EFFEZEEM @R (non-invasive ventilation » NIV) 3 HFNC oxygen therapy
EAIMZENBNR LR > BERIMNERZE N PPF fm A E R RIFERE 2 Boal BR S SR 12
HRE A I8 2 -

—8& IPF~ CTD-ILD ~ ZE#)FrE ILD WA A S IFIRZ IS I A EE — OBl
MRZREET - BEER NV EEREEH (30 X) 17E > - SHLEMMEHZER
BT BRAFRZISNERE MK - BIBEN ILD MR > FA NV #2
NESES  BRKEFHEEIES IMV -~ [FHERAR (extra—corporeal membrane
oxygenation » ECMO) FIFRAZETRAZAER > o b4h » R NIV B9 Rt A
WA GEELERE - B IENE » BAESMBEN IPF HABRMEZE NIV
AEERIE - E—ENIETR{NDABB 70%7°% -

[R+H] PPFRAGAIHEERIEERS BB WRBEMARS ERE T & 7

INBUILD(nintedanib) Pirfenidone phase Il trial

175 S D L B 1 48 4 {1 B ?g%g@ﬁﬂ’\]ﬁﬂﬁg*ﬁfﬂ@’rﬁﬂ’\]ﬂ?”&@%l—‘ﬁ%:ﬁtuﬁﬂﬁgﬁgﬁﬁi
ﬁ%g@ﬁﬁ\%ﬁggﬂ M ER=E (minute ventilation) °
FEFPRIBHARAT (tidal 4z dh e gy IR SR IEJE (positive end expiratory pressure »

volume)

38 1R B I DR 238 2R P Bt s A\
HIFIRZZAVTEE

PEEP) - DAt %38 E i ARSI R ERAVAR L -
SRR BEDAZ R I IRIRE > 4088 5 48 (morphine B¢ fentanyl)*®

SRR BRI I IRIRE > 4088 5 48 (morphine Y fentanyl)**

MABCSHRSHIEE > meep B e -
R TER HEHBIORSER s

1Bh0 Fio, °

HFNC oxygen therapy #IREHFRIERESZETRRIBNAE - —RMAMX
REBERAE DRI - HERNEREARIEE HFNC oxygen therapy IR
NEEES MV B - (BFER NIV BEERERBEZER *° - AMUILH R LR R4R
A ILDRA » EZREEAE ILD WAMFEERE - E—rPOH B S ARE TR
BIBTIRE A S HREE (do—not—intubate order) B4 ILD J& A FR i S8 4 AR S 7B T »
HEERNERIEEEMESR (n=30) » £/ HFNC oxygen therapy & A (n=54) # 30
K1F3& (HFNC 31.5% vs. NPPV 30.0% ; p = 0.86) FIfRASET %X (HFNC 79.6%
vs. NPPV83.3% ; p = 0.78) IR AEE » BR/IPEFELGE - tiRDBEAR
B BEELOERMISERIKEIFETA] *° -




Progressive Pulmonary Fibrosis

(=) &R WREBESMITIREIBH PPFEA » AI{EA NIV 8 HFNC oxygen therapy °
EEEGHBENFEATREARZMRIZEBEERSZ IMV AE[ ARHENES

(conditional recommendation) » B{EFEIERL S (very—low—quality evidence)] »

SB=EN EEMEAH A ER AR RIS

¢ ZRENERGEREA

UM TR 22 & (European Respiratory Society » ERS)/ ZEEIMEE & (American Thoracic
Society » ATS) BE /A ZB#EMER (pulmonary rehabilitation) E&E4A —IEZEM4HAEER -
HGBEERESHRAETHRNG > AR BRBRAZEFEHAENAR  FEASEZES:
o> HENTARE » BNENKEEE - ERR » TEEMPRIFETIERBENTAUNES
AERE) > HEERENBEEMR « I8I0EEEEN - AESRREENEEREESE -

ERTMERZA® BZHERAETEENRKERMNIEETG, ERFEEHE
modified Medical Research Council (nMRC) =& ~ EEFAITIKE % (SGRQ) ~ COPD &F4d 8 &
(COPDassessment test » CAT) ~ f#EZAZE X (Short-Form 36 » SF-36) &% » THAEMFHMEEE—
RRAMINAE ~ A& (lung volume, LV) 1 DLCO - EENEENFHE A AER D #ES1TAlE (6-MWT)
IFEZEENINAE (cardiopulmonary exercise test » CPET) » ZRAT{ERAVHTIE B BIE3EENI4R « 7%
AHE ~ SEMNEX - HERIMEERNMERTAHEEE - HEZERMRBHIT -

ERNATASTERETRIR - ETRASED  [HHEBHES - HPIFKIRE S &R
IR E20R IS IFIREIAR - B IEINADERIRSR - FEECEBNGIIAR - AT LASRORIFORANAD B AR ALATEIIAR » LAYEAD
RAREENRESN - BFEHIRNEZBRZHRANTET —RIFHEGBNEEMIIR » DXER
FHEREFRIHDITIRAE - EIRNETE - ZEIIU 6-12 BAYETE - BBET 2-3 RN
FARETE » BREIARETFE 30-50 088 , —FIRANERRE LA D85 1T IR _ERDITERER 70-
80%MRE » S CPET MRAEE RSN 50-60%R1E » LA Borg HIRE#ERIEMREEE
3 4-6 D REEHNMAEE KRB AL BMEEE o 38 L3I4R AT S EC R 7 FI4RIAE
MALANE - BRTENARBFRE R IR SpO, <85%HIFEA » B AR IUE SpO, #FFE 88-90%
AL - FETERIIAR 3-6 fil B2 EMHE SR ARGALL o BIENHFRIA R IHER A URE PPF
RARFIREEE > iIRSEENEES - WHABR PPFRAZEEAREEE -

HREREEERZRA » EANEMMEMIFEY e BIZHRT » JeEZEMEE  BRiE
BIFEBEENRA - MERNAEB G > EMBIER > mABSIMERGE - MEm B RE
RIBENIAR -




B PR RS 2R
EIRE— ~ ¥15% PPF VR > FHERFITHIAS -

(—) BOMITIRE S (ERS)/ =BEMWEEE (ATS) ELBRRMERES MERE IR
EEMAEEENR - HaREREHRAZTRENTL » ARBERAZESES
RURRINA R - JABEABESERHIR - HENTARE - BONERSEEE O
B > WREMPIRAETIEREENTANNEEERE) -

(=) ZEMMNMERSE  BIRERANEEREG  (ERATRERARESHNEK - It
RIEBRAROTEMERRRE  EREE « EYa RN @ ENEFREFAE
B FFBEYNEENEARER - BHEE - ERNIENRIERIS - MRAMNKIER
BEREERENERALN - BAREREESEEIIHRRE 2R UERHA
AREER CBNREEE > REFAETRREARNGTS > B1UEH - PHNK
EAER » DUBIm A EITRERENISRAEN S > -

BIRE— - $1THHEIRTE PPF iR AR4REE B 4E (general goals)®™ :
(—) JWESREA » AHE S NFIRF 2
(Z) EhnEENRE
(=) REREEENEERE
(M) RERAENH
(&) RENRNEEESAEENE
(7%) EXEOEAITEIRINEE - 1EInE B B4 ENMZ
(t) HEEENER
()\) Eam A 2 BIme B RERRE N

BIRE= ~ JBESAER » ZEL 2 TR 2

EEITRERRE - FEERAETRREARMINGEN L » B8FER - £EmE - B
HNBBEESEENES - 5 - HEHE (NTREIER « SME « PAH ~ ZHLOEINEE
[ERES ) SLEZEMNTMEEREE - AINONEREIIEESHERARERESD » {E
D05 R 8RR A 2%

(—) MEAREHE : PIREEERE PPF i ARBRERIAEAR © FILATERHTE[RAIE LA E BT
(& WOk R 2 A9 155 - T AT AR I R I B9 AR R SR BT B B 38 2 » 7 81 ¥Y PPF BYRR R
B> mMRC EXERFERNTIR » ERBRANSERIHRIE > RIBBABL
AN IR AR R AL I IR E BB B S - 10K E AV B 72 E U T B A Th A 2 BT
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SGRQ 18R8 *° - mMRC IFIRH#B SRR T AHEE > FINAEFLEREZRN
FRERE > WHET A/ * -

(Z) FhINAEET(E : FHTHAEEE > ®3E FVC ~ FEVI1 - ;& £ (total lung capacity »
TLC) # DLCO - ELe#f 2 a1HE PPF W AEARBLENIER » MINEEIEHNERETR
B FeEgEERIIMNEE  RENMINEEEE I MIREBREASRAZLEN
BERMENEEEES - BREE  MERASEENSELMINGENSE °*° .
(=) EgnaEaTah
1. AND8ESITRE (6-MWT) : EER PPFRAN—EBEMZENIE > ER
1RIE ATS 385|7E 30 ARKRMERBAIITH *° - DL TR 2 5114 -
EEIRR 20-30 oiE - BRABERAR < BlEBRED > ZESRMER « 0 -
[Tk sa%  MEEEFE » ENRTFIREENESZERMA Borg ERETIE
EEA PPFHOBEAR » ROESTRARAIMRERRAELSEERPEES AT
BN > "D ESITARN & ERES HER (MCID) » {87 PPFRAR »
K& 30 ARMELERAREERNEL > - AP ESITRFERENES
HAIFERIME - BH FVC 1 DLCO™ -
2. DFEENIhAEMEE (CPET) : ONMEZEEN AR T Al 4B B EEN T ) AERY AT
At BRIV RIZZE - PPF RARESAEZEETRIENER - R
RMRE - ERMBRALINAER *° » LB 5|BHSe  BEREH T
ERIRERES *° - 7£BF PPF RAS - EBRE I RHRBEALEES I
ERRENER - Y PR KR - MEAMKEE (anaerobic threshold) » &K
S = (oxygenconsumption) F1HmAEZESEE (workload » watt) HIEIE » ¥
REREEENMREEREE -
(M) £ERENHMEEERRERETEREHEEEER - N TIIHESETUESRE
FREREERERS

1. EFRTFRAERE (SGRQ): BEEFRIFREEER 50 EIEE PR =15
FEAR (8 MEIEE ) ~ i&EN (16 EIEE ) M2 (26 EIEE )271 - #251¢ 0 100
PARE - BREN2 B REREEBANEETRERE - EEAHREEEDHE
FVC ~ FEV, » "9 #8547 85 mMRC FEE4ERE 272 - 24T - 2BATRMES
15982 DLCO A2 iE5 TR B RS B i R A B E BRI 2% -

2. COPD MLl (CAT) 2—EEHEBEBRERSE » £F/N\IE » BIENTS
LB 13 5 5oME > RREZEBERRHME T #9558 40 5 BD
WS RMWARRERBANEEREWNE - CAT EAFFT2EA7E COPD
WA AMERENBBNERREMER - AIBEERTE CAT FHARN
PPF /@A » Tl A 2IRHE PPF AR ERE &L 27>7° o




fEERAE/R R (SF-36) 2 — M BANAKEDER - MEREMNEBRALERE
£% - EH/\EAE@AER - DhERERE &) - BEKE - BEAR - 5§
RRE - BEAE - HEIEEMOEREE - SEEENES#E 0 £ 100 2
- 5oME » RNEREERNEEREMF - SF-36 £ PPFHEAREX
AMEAETERBEARE 7 -

BrtE B EE EX (hospital anxiety and depression scale » HADS): ] R
ERIEBHEALE / BRAMEZIENNER 275 - BENMARET - PPF R
ANEEBENEBERD B 25.9%F] 21.4% (HADS :F9= 8)°° » BES{EM
RETNEFERNERAEREESERE  BEENEEENEREEEETE
PPF iR AMEEME -

FIREM ~ PPF /A ARFHERRIMITIRE :

(—) MERSFEEDNR  BAKE - EEMOEXZF ™ BRPERILAFHERE
BHBE - BEZERRIBHIT - PPFIRARMER S EABRIAGNIER - 5140
IFIRGIAR - BEEE (B2 LT ) BEHES - ZREINR(HE ) FEIR

262,265,276,277

(=) MFREIAR - BT BRATHEITIREIARFEIE - 2SR AR AR TRk 220NN 1T IREI 4R - IF
IR ENIAR S 18 hN AL ER ok - FEECITIRGIARFNZESNGNAR - mT ASRBRITIR A 2 BR AN (it 1
SKREA ) HOEED - DUBIIRARESRES *7 > ELLIFIRAL PRI IRERE A E
2 [FRIZHREHRRREA - A FIREEER AR RE TN 1ER
AR 27 o

—_
~

BIHRE . FEIRER  HERHERRANCTET—RIFEBHEE L

B B ESRITE SRR R BRI D T IR A > o

1.

BREFFLUEINERN S > WA BRIIKAENARE > ARESFIEEDS
17 ~ TEA24% ~ IO HPIT « EFERMIEE - FEANBTERES TRV D
FHIBER UL **° > —REBROIRAZ UL ELSIT - E TRNEES
* » BRPTHEHIREERIUBURNAANSZFHER
PRFIMRZREHEEMALA N E > INBEY R TRETEERR - F5
8% REMRE - LEIATEREEFHRETIIR - EELEHREAHRRT -
ALPIEIZK B HEANAYSN BRI B B RUBEE » IUERIEIRAIRER

R EE) B IR TE T SIB MBI EN S BN E N AR AYEE) -

HEINGNERE LF SN THENEENAR KRS HERATET &R

281 o
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(M) ZEEEIAREERUANRINBEMERNEBRERE » FEr sttt S ERAETERIEA
s2Et ° £ PPFRURA > [ERIBE B ESHEEE - RBFPTDUETHESHIGR - TH B
AWEBESRFBBIAETE A - RIBRIEMAR - EBIIARGTEI B EZEIA 6-12 BW
&l - SEET 2-3 XTEHHISR - FRANEREEFRE 30-50 £iE - —FIRREEEE
AINZ2ERBAZERENGER - UpEFT TR LT ITIRERN 70-80%FH
A EH CPET WRKEHEREEY 50-60%F4 » 3¢ Borg IFIRFEEH#HERAVE
AR EES 4-6 8 - BEEZVIHRNVBEBKREBRANKZEHEEE 262,277 -
Progressive Pulmonary it &7E PPF 32786 Fibrosis

(F) HREIIRBIZPHIR SpO, <85%HIE A » FEH 72 B RIAE SpO, 4157 88-
90% A £ #%

(7%) FEfzEll%R 3-6 18 B R EFMHEBAIRARMIRT

PIEEE - FEEER PPF 75 ARED3S ©

(—) BENAFAREZIFMERE PPF HARNKER » FERALURE PPF m AR IFIR
EE - IRSEEAES » MABR PPF AL EE HE4ETE 265,282,283 » HE#A
REINREEMA = (functional capacity) ~ E/NDELS1THIEL 35.63 AR (95%
Cl6.02-55.23 AR )~ IBINBEEERRE « BREVR/NTIREEH - NSHEREH
MAEERE ~ 1EEALPEEE (muscular fitness) °

(Z) 7£ Dowman FATE 2014 FERERMRIERR IPF MARREBZHROT >
1. % 6 DR ITIERE - PE
2. BELMESHEBRPRAEREEENEL - BE
3. BELMESHABNERERE - BE
4, REFRRHEFS (MMRC HIRE#ER ) WE(‘E - BE
5. £EMEEE (CRQ #9 )- BE
6. FEE - BE

Tonelli # AR 2017 FEREMEF OARERMERNFASR - AKERE IPF

HAEREA ILD B A 2 - thM7E1ER Z R FAA RIS ERAMINAE « /"D 8L 1T

i » mMMRC ~ SGRQ #1DLCO - FERAERMEFRBESA S LH - WIRE MR

ERESSREAA NS ~ SGRQ 1 MMRC BRENE » HH 75.6% HIRMAZERI N DiED

TRRRRREZHER > 80.3% KB AEEI SGRQ R/NGREZMHERE - &

MFRE L O > BERASOESTIERENRAE 2 ES TR SGRQ

FERAERIRHERNNENREE » HRER (IPF FMEMREMN ILD) I AFE

BIRAIRMR -

—_
~




EIRE7N » PPF R AR Z M IERIERIAHE R EIARAY A @ BB a

FERTE LD A BREFRAKRAZIER - MERMR T ESHRZ - EEEEEN
XH - BEYE  EAEROIERER - BRIt BREBERINERBTEFEE ™ -

(—) EWARNIGERER BERANEMEIFEY S RIZETT - EENSMBENE
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