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TR RS R AR — e MR EER » ENEESHRE LA EANEEDME - E—F

ERAAELIER - —BEE - SRESIBSCRREMTEE  TEMERREN S e
ft -

(=) ~ FHINAEELtERAAEM

PF-ILD 52k - EZEEMANERIKERE RIS ERBR S 231 - BF > 2510 DI r¥IE
tWEEEMN - LEREEIRF - ¥50 fibrosing ILD FRIEAIESRIE B IME Z @S D - BIFEMRBESAE
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RERA ( B EFAFIE ) 5 REAERBRER(L
RELIEF, AR 6 B REVDBE=EHEFENREER  BECETLESRA
DRKS00009822 ™ B FVC TEHIE % WETRINED 5% (BE1E)

(=)~ B85

HRCT Rl AR RFE AR ENERERERE > 2R RRAMBAMEB ENEBERS
HRCT Z51{4 ILD OB A » EERAFRIIMN—TERENERERMN PF-ILD » HipEZOABE - I
BEHFZIER TE I UE T2 - EElER2EPEEE IPF Y - REIREMy Al eEFE UIP
BAs > WIREAE > AHAIEEESZ D - BR CT ®RFHE IPF WEEM - HREM UIP AR AETH
P CT AR ENEND R » BLEFEAEABEEREBEINEGNE - BEFERREMEY
RIS ERREFEETBETE - MRESHEEERNOHIEERE - MEIREBRTE HRCT BIARMK
1% 2018 FEFTARENFR IPF 1551 R AN B D R/ (2= ) » HIBRI—Hk 2011 FEREBN =18
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UIP)) EFHIEFERM possible UIP > RARE UIP 8218 & F AR °° - UP A% B A HRCT 45
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BRHAARBLRE (reticulation) BFFFTE < IRIBFTARIGSINNRE > UP R EZES HNAMEESS (basal)
EBRNAET (subpleural) » @ REEMRELHIR - AIAEEHEA T RERRNEN A R ETRRNA
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% probable UIP » ATEIZAf - D B'EEMUAMETESERE(ELIR  ERABERRENMXRE
&SR > IEESRLAT S probable UIP B9&M - #IEAY indeterminate for UIP @kt T BB E D MRMEE
ERAIBNAET - BRERKRIRZEEM - BEERMEMAEC AR > JEESSHYEHF GGO (BZ) -
12 —IA S fBMIE2H (alternative diagnosis) BIEIEZFERTAEM » IR FEE S H IR B L UIP &=
EFA  PERIRTEEMERLHE -

[R=] 2018 FHhREIPR IPF 155 |im A8 HRCT 5180 RIUEEIRS

R UIP FIREA UIP BEEERAUIP | BIEMSH
(UIP) (probable UIP) (indeterminate for UIP) (alternative diagnosis)
METHRERENS | WETHMERSS | WETHRERSS @ Rros—E2ErER » 81F
i# DHBEER E%J?ﬁﬁﬁﬁ-%ﬂs;e x « CTHBHH:

* fhERER
BERRCAEAN | ATERBEAHE | SHOBRRE; T > R AR B

HRBEEHEAENE
Rt R ERRNE
NI RERR T

BRI REREN
B R ERR

BE AR EMNEIRIER
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HARY UIP BUEE™)

* TEZIREWITRIER
* BT R EZ M GSER
* fiNEAROEEED

(centrilobular nodules)
* fi4&Ed

AAEAIREMERIE | MM CT 2R i
BT A/ SR * AEE
BEEOBERE B | o TEBH56:

EREER UIP”)

* XREMERE
* MEERBE
* f_ERHER

e HE:
* B9REHI (pleural plaques)
(ZRAHBALER)
* BIEER
(Z®& CTD)

SoE A

* HEEIRSE
(Z& RA)

* EZAUHEERER
(ZRHERRA )

* BHERIEIK - BFEIEE
(Z& CTD/ #15( )

MEBHIES - CT = computed tomography EAERE ; CTD = connective tissue disease 4E4FAEIETS ; RA = rheumatoid arthritis $BEVERIEIN ; UIP =

Progressive Fibrosing-
Interstitial Lung Disease

usual interstitial pneumonia =% 14 & 1A .
"SR BRMESIEN - ATRERERE o
T EJREEEM CT 1518 EEMERIRIRBIS, « fBIRBLEE - FiE1E (pumonary ossification).
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[BEZ]

—% 62 EBMAFBEREBTHN PF-ILD - (A~ B) 2RITEA THERAK (A) FATEITE (B) KFHERBMN CT HHAhE BUS RN E R T AR R T & B8 1R
TREEIER] GGO & HIEEMNENIM X RERE « MAMBRR 25T ; EHHiZIEE (fluorescent antinuclear antibodies » FANA, 1:320) Fiz a4
B M ER AR 182 (perinuclear antineutrophil cytoplasmic antibody » pANCA » 1:320) A& » IR E2FIAEEL UIP —3) - (C ~ D) X 14 A B &BH CT »
TEBLY A A #] B BAUKTER CT BHERERERRER A IR -

£ INBUILD 887 7 » PF-ILD H HRCT 4 EImMs G245 ( RN ) BERE S M B FA
M REER  FAUNFAEEREE N CHERREETE >10% % - MHTMIES U TH
FREBEEIR  GGO ~ LIMEsEZREMEEE 24 (upper lung or peribronchovascular
predominance) ~ & 7 A ¥ 59 = JF (mosaic attenuation) ~ % 827% 88 (air trapping) ~ /NE RO
&1 (centrilobular nodules) » 1B R 8 3F HIREZ A& % (consolidation of lung) B 7 1 14 A IR 4 45 1
(progressive massive fibrosis) o it PF-ILD BIEZ AIAN » 1RIE CT GBI R BRASZ ML
{EHERESERE 24 BABNIBNEEENTBRERE (EZ)  PF-HILD NEBEBAEE —TERE
B LIRS ( Z 8GR >10% (ERIR4E ) » CT M4 LN G2 RITBIELIR UIP-like SiHEA
4 4E{EBUEE (a pattern of UIP or other fibrotic patterns ; thA A3EZ| IPF « PF-ILD g} non—-IPF PF-
ILD) - BIRT#AVAHAE(E CT 2345 - MERBEMELIREFNEE « FIRKRIER » BRI R EREER
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9| £\ Mk A O 0 Progressive Fibrosing
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MERMASTREIRE N/ I HE TR SRR ERERNT S St URHEELHEES
E i B R EIERAVEY - 5B 24EE (nodules) FIFTERSE: 7 -

[RM] 7£ INBUILD B89 » kBB HRCT & RiFHRA D AL UIP M CELARS Hth A4 CELRR

Definite honeycomb lung destruction with basal and peripheral predominance.

BRFERVEE BN E 2 AR » R RSNFESE

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

FEEARZENENM R ERKR - BURERNBESENEELE—N -

Atypical features are absent, specifically nodules and consolidation.

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

GGO( tNR177E ) RAAIIREEEZ -

HRCT B AR A D SRR I UP A CELASES R ABAR(EBURS : BMARFE A~ B~ F1 C IR ; 98 AT C AOIRE ; SfFE B Al C IR - BHKER
£R7E HRCT LEARLL UIP G EAURS - ERFEELRRERNRAL HRCT LEWERES BB MM EEE -

CT A BB EMNEENRE - BASARBRERIGER (B2 )" » RZERDEREE
CT BRI AMAGHSEEIEE - HEEZMAS M@ A PF-ILD &21& L E IS HEE SR
W& - mENBLEEENI/IMNAIES B MBI » FELENAARRTAHEEREENMEZLR
BEREBHEME > RBE LD WZEHPHRREEE=ENRREASGENNERE Y - BAEECBENE
EHEENHBERNERE - FHMEESEEM - MEFRBZMNEROEFETZE > WA BIFETE
BEARM  sfE—ERELRES M BINAERERIIENER - B XREEEN 2011 F5
2018 & ATS/ERS/JRS/ALAT HE2 S HEE R IPF 155 |MME D ERA - MEIRIBMTSE 2B
HWERERE - MERMEEIN 2018 FEIR IPF 155 1226 - HEEN R BREES -

FAPAIERR IPF 20& PF-ILD W ARKRBIEN AR EEIZEEMINAGE (pulmonary function test »
PFT) B9 T % > 45512 FVC TREAVAIE - PFT 22T BB F LR RIER - BEENE XS
HRCT i BEENAE > HRCT M PFT M& 2526 ~ BRFFHMETERNEEZETA - B2 > HRCT #
SEEERNFEEMENNFEREBNHET > WA REFEGEZRSTZENEERE(LNAS -
HAINSE FE R —LE non-IPF ILD &5 R beE BIPEMEBIAR RAE CERERBEESREA -
B EAREBNRE - MBS 10% (EAMARYE ™" ELEEI10% (CT L4 LaE s 2 hm
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A& >10%) £ 5 PF-ILD SRR BERIRLEE » Ml R E HE 10% 81T > A5 LEFERRN
B - FZEAARERABNTGEEEERSE  WERMSEGNEEST G AE  EEREERE
fiE > DRFEREEEUEERMHCNESRENETYE mMBEMNENEESEINRRE
EXRNFE - FINOEME NS E S A ARKEBNORGE - EEEEREER/) - EEEERNTHES
AESe; W ILD WREMNERZAIN TIEEE - FEEEUERSSNEETEEETE
BB MEEE A - ELE 2020 F4ZABEREZIVEREKEEEERE ° > ERERSH
EAIA TAER - BUEINE R TSP EE RS s AU E - FREVNEVKFEUE DB « (1) EEARS (aortic
arch) ~ (2) REDPXE ( REMEN carina) LAT 1 cm ~ (3) BRTEFARES ER (4) 77K 3 MK F 5 i
25 (5) HiERRETEL A 1cm (6) AIERREITE T A 2 cm « EERERATE—MRED 5% 1EARIE > &
TREFLT > AL NEEER  MEGFTSBRRNESSH - HIENE= > BEXE—F
BEBESEKFEEEIDRES—%  8—FFH 50%NEE  AESE _BEEGEENKFEGEH
BES  ARIESE 25%NEFSUMSE RN D IREIEEE D B RH - RISER D HENEES 5% -
D RIS A ERA04RBE MM (5D B (total fibrotic score » TFS) » B SHEMNBERTII:1E » #
HEBARN LD BRERE - B2 8NFE  BESRKRCTUARFILD WRRE (FiBR CT M LR )
HEERIEILN 5% » AEREBAERBTREMAMDEENETEE  IEESURANETERDH -

pVe, ¢ ooy
4 {" S%E
0

Sl N
A2 AN
([E=]

/a 750 A
St . oy, 5'. e
[ 7 s SEBRAEEIES SR 100%( BT/ NEIEHE

/5%
- ARG | 5o BESE) - BiEAEE R % 80
= hE- e SV : BRI - AU % -




S n n BNeo oo
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BEHSEME (FEMLE) PNESIREL (honeycombing » “H”) ~ #8AKFEIR (reticulation »
“R”) ~ BRI X REHETR (traction bronchiectasis » "TB") & HENIM X R EERNEIRIEATIE,
(ground-glass opacity with TB » "GGO with TB") BJLEAI - BIZR R 4EERILER - ERTRNES
GGO BAEHEAMZREREMABRETHECEERTONIETET » MitBEFEAMX RERER
FREMILERI R EEBRARE CT R LEEXRERRNMEIE D LE - B8R CT R PAAEERY
EEBNEEE RIZITAY 5% © B4 B (total fibrotic score » TFS) EIEEREMAEERD (H- R >
TB 1 GGO with TB) BFED AR M D 2 » WEIMUAAT - MEBEE RN IE H 2RI Fleischner
Society #REAIMIFERBAMTFEEITEE © (1) BRI « BIEAEE EEMANIL NGRS » WAREE b
HMERZRENMEEE (RBTXRENMENELS)  BILES G LRIBHEFRNFERN -

I AEIRA IE R MAGEEIR B IRFRRVEINGTE 5 (2) ARG (MREME - FHIRRIR ) - MBEUHEAY
KX BERER ( B/ ERNEREEI/NEANBIRIEE ) SHER RSB ; (3) BERE

1t : EHRCT ERIVAREMBNENRRE > SERBNELEE - (3-10 mm - (BEFHE 25
cm) > EUBBEMNRMET  mEEEERFRPENINE  EREZEMNEMECSHMER
REVER 5 (4) MBS - MBBEZHIIEMNBRLE - REBBEPNMERAS 5 MUK (5) i
R BARIFHES R ERIMAVRAIE KA MEIRA - WHEIE T HEEE -

[Erm]
(A) —% 55 5145 SSc-ILD WA - B AT Bl SR ER K T ERER MR TF GGO A HEA M R ERIRIIFAEAEL -
(B) LB ATA D ABEBEREE % - BEIFZK TS - MRREETRE (total disease extent)= 8% e

18




(M) - BERRERE MRS

o HEEiASTRTRIERE 2 M E 4TS (connective tissue diseases—associated interstitial lung
disease » CTD-ILD)

CTDEEEXERE - MERILD 2R RNKRIBLZ— - MEHRBANTARBRELE - Rt -
P HASEIR I 2l T DURL D8 R B R AN ) RO AE (B P ER ©

—MRME - B IPAELE - CTD-ILD MABFIRER FE » KMNIFREEREZ - AM AR IR
RRBEERBMAR  SENGEHABRREEE—ETHEIESTELIMEL - MERIRAER ]
BERVETEM S AMERZEME - 558 CTD-ILD A XRMIETERAR » MALMIHIRE (systemic
lupus erythematosus » SLE) & 1% ZE 15%  RA % 6.5% & 33% » A% 19.9% E 86% » 25
MERE(EAEAY 40% & 91%

CTD-ILD MERRZRIREIEZE S IHAERFIFIREENR - (BELEAZZIFEMENR - ERNES
A BIERSS © BEMBEERE - &% RNITIREE N SEITIREE - ESMHZEAENZW - BEE
FENERREE - EthAREERPIESEMRE » O1F » [FIRE(EIZM - FREHERRIRS - CTD-ILD
B ENNENE  NIABHE  MERR - BHERM -

CTD-ILD WzZ2Enfl/a B A EA &EHkE: - (1)CTD IR EMERER ILD RREEEHINAERE
(2) A SR EEVEAEBE RN MER FRIVOBANS ZHKEIR ~ (3) BARN A EIHM
REREERANRBISBEZHAR ILD NEREZEA G MR EN SN (4) CTD-ILD BRIEEIN
A

ZATM > CTD-ILD R9FERLE IP 47 - AAT A ABEEEN R ZIMNGEEIZE5E - ER2ELLEY)
MEIER ~ JAERERERRAME - 159 —BRAERAIMGEHL  FARMESEEZ - At
CTD-ILD #IEEEACIEEEARE » EESZERSE (multidisciplinary discussion » MDD) » £3& 89 pEF}
B GRE ERIERN BB IISE -

o ZHME(LEERE 2 B E4MTE (systemic sclerosis —associated interstitial lung disease >
SSc-ILD)

EHMBDER—RBRIRERBUR/NNENBRERERR - X EMRE) - EREEEXE

FOESFPERE MR EBAKALA » ERSEER KNEEEMES - BB ER AR S8R Scl-70
MBERS M > WRIFA ILD ~ NSIP MR/ B UIP BUARHERAAEL ™ -

FERERERRA R » 824 SSc-ILD RILEFII A DR o ILD EESZEE AR RERZNE - 7

EUSTAR AR EER > 695 BIERERANDITH » RN =D 22— BEENBAZEEARRER
(Raynaud phenomenon) % » TE=FERZFEHEE AL DLCO /R 50% BIIERZ ™ o th4h » ILD 25
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ERFECHNEEREC— - B8 HRCT 82 > e tNRERNIECXEESERR - T—1BIfR
TR - BERAI4EEEBIA 30% AYRE 2 AER AL 10-30% AmERaisE 6w AMELE > ZEC RS HE =10
+ (hazard ratio (HR) 3.46)"

SSc-ILD 2z fhEfe R xARIT - RS 2R - SAFRIEE » SEENRSIERDES  520% « BEEES 2
SRERNEN - EERBEHIEEER T HBERIR - BT REIFIARREIES (Velcro®type
crackles)” o 7£ SSc-ILD 28 - FINAERIRAIAZIE R - FIHAERE B EIRFIMEMERE - AR
HMERTAERRAASRENE B RIZFTER - WAFBENAR L BEOFRIRS | EFRAES - mAK
DLCO th &R »

EMHBEEMNTAZL ILDNEREFEREZMEE S E(LE (diffuse cutaneous systemic
scleroderma) ~ #8485 (nail-fold capillaroscopy) BB REE - 152 E © BREHHEEFAERKE
BIEA - AR BEHERSE (pulmonary hypertension » PH) B9EA 7 »

FERILERAEREA FVC & FEIRRNEF - BIEEMRE A » modified Rodnan KX E D # S HY
IAR%A GERD HfE A% © -

[RA] SSc-ILD E2f5E% 14 Ak At B A ROEEER

=g EHMRECAEER 2 BB M hhim Ry ER 1% A

e o oo e PR ST gammAmems P

BENRITIRAE - 5z20% - WAERZR  EIPIFRER > 520% - T HERZHE

.
WEER S mmiREEAERE (crackles) | TIMIBEIRSISEIREE (orackles)

L BREMESERR - (RE MERE. ..
MELAER o -

ERREAR (FLERRE  ALER  MIIETEXN TEMEASNE - HR
ERPRIETE BEBRRIENRIFRMEED ) RIHERERE > FEHARUBY
FEAP A 5-8 F 2-3%F °




o FERERIEN X HED 2 B E 4t (rheumatoid arthritis—associated interstitial lung disease »
RA-ILD)

FiE 2 RA A 5 HIRRIENIME AR (extra—articular manifestations » EAM) Z & » #4098
30-40% MR AEBELERER > MEFRSE 10-20% WHEAEEZMEPLEEES R HIREMR - ILD 2
EsRERERNER * HBRITREMREREZE AR AR - RES 4-68% FE > BBEH
ZBZEAE Y - BRN RA —MHIRNLZ M » RA-ILD B2 HIRNEBMHEA - MELR 50-60 w4t
WA . BREELHBREH[EN . EREENES 7 - BAXEIEL - RA-ILD MERRE F -
PREVIMEACEAE SN > INEIEHARE - FHEUREF (rheumatoid factor » RF) 2471 /AR BE H1 B8 (anti-
citrullinated protein antibodies - ACPAs) MBI “*°°" 5 54k » th B URIIR R AERE A BEER RA-ILD
BERGER - MEREENE IR SUBMMES Z BRI T % - IR » BEERMRTBER - &
BAEMNESERPEERRE 2 -

RA-ILD BRSEMEHIRF B EMNEE  BATAEMEBEER Y —RMms > 5HIENEKRE
ARELELAt ILD 480 > A2 IZEEEN 2R » BRI ERAEEREXEREIE TME - M
RB#EEIE* - GEEBENE REOIBBE (tachycardiac) ~ ERIFHEEERRFIER S (bibasilar
inspiratory crackles) » BIEAEEIZRE (pleural rubs) - BEEEREREIAEH IR (cyanosis) ~ &
EKEE - REMPHBBZEZR; EUPREAS L - BBENREMER - B85 LIRFFIRTE (clubbing)™
RA-ILD 54 AR REIEL » BB RIS 2E R RIS 4.0 W ERIR > AMBLEREMEREEER
FREIETHIRAEA 2 B 27 -

RA-ILDARITMZEARB AR W UP-~ JES £ M R E 4% B 3¢ (nonspecific interstitial
pneumonia » NSIP) ~ [H 2 4 41 % 5 & X (bronchiolitis obliterans) ~ #H % 15 A % (organizing
pneumonia > OP) ~ iR E M A 2 (lymphocytic interstitial pneumonia » LIP) ~ B 5 14 75 & 14 A
K (desquamative interstitial pneumonia » DIP) ~ 524 Ah81818 (diffuse alveolar damage » DAD)
% 20 REREA CTD-ILD &5 &RIR A NSIP » RA-ILD B UIP LEBI RS %%, RIRA UIP HE
EMAAR (EE - Bt - ) BLEE S - ERRBEIEE - FBRITEZE %07 o 8 IPF A -
RA-ILD Z UIP » HE4E « HRIDHRIMRES - MRFBRRFIOMBEER 7 ; BEiFL UP hE4g
FEFBIR IPF =M 21k (acute exacerbation » AE) B4 0 -

#8 1/3 B RA-ILD RIRA NSIP » B B RAKRIFELR ; IER S RIEECEMN LAY MIZR -

BRFIEE(CHIRRBIENEARIEZ & RA Z AT % IR UIP » NSIP KZERERBALEE - ABER
FEABEIEYT - IZERERE - BIMEREBRIFRZ—MRER 220700 o/m - (B D EEEAIARA
OEEERESE - HitRIRAE BB LR - BEROUERLE  BK L RA-ILD B SRR AEE
ED SR FIE M AHREZEYER (chronic obstructive pulmonary disease » COPD) 151 » Mt 21
SR © -

*
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o (EIREEECE(EEFERED 2 RIS 4 Ah% (Sjogren's syndrome—-associated interstitial lung
disease > SjS-ILD)

ERERERREIEREERNBERERR  SUEIDWINER LFREX  HEHEEE
L HERENE B2 - Ro(SSA) M1 La(SSB) ##E2E B RF KOS - MR EEXKIN D MRV
( EZZIREBFERAR ) BOMEMIEIMSE - BRI WBREER D 0D - SRR - CREE,
EEERREM © o

mABAERMET ERE - BRI - 1 10-51% KR ATER T2 ESSE R A
ILD #9884 - thERA 10% MR A > BIEFERBIAZTRFHR Y - EEELEEHNMTXRESER
BRE LD AMEAEBIEE - ILD MIRERBEBHE - EERRE S EESE B I HIRREUAANEEY)
SIEEAY ILD - EREREGREFRARZIRZBAFRIR - RERESFELD > AERERNERE
rl‘l__t o

ILD TS EREREE R - £ 41-61% NEHEERESHE ILD MARBZBIER © < RT
2 - EBEERESHA ILD MABE SR - 3135374 30-50% EMRE KRS HE ILD B
NBEWMEEN - MEFEINLEERE - LEHELX  EEYZE L ESEERRR - $21Z27) 8t
FFE - BRERERFSHE LD BASELEZRNRE - S8EREELE  FHREEBMRENEE -
BHAXZRETAZRERE  XREFRN B REDR - XN EEIZE 7] eS8 (R A* B
ENAR - ERANBATEEEE W MUKMERRS - EEEREEREFSHE ILD WAL
ROBEER—  HEERIIBENITIRIGHERIAERE “ - M ILD WBRERENZELEE  F—F
AR B R RO BR & 15 IEAERE *° -

ESERENE - BARKIRUFREMN - MRIEAKE L - ERIFREIRERZRENEME
IR RIAAIENENES © -

E—UEREREERSHE LD R AEZINI R RS - BIREAEEEMNILD - 81F
AR NSIP > BRI NSIP ~ UIP ~ [BIRM B E Ak (cryptogenic organizing pneumonia
COP) PAK FfiER B98N ILREAE (amyloidosis) # LIP » LEBIR S HFIZEIRMZ2E L fbrosis ILD BIfH
}\ 134




o ZHMABIRERRZEE MR (systemic lupus erythematosus—associated interstitial
lung disease » SLE-ILD)

SLE B2—TERILZERBHEAMRNBERZEET (autoimmune disease) » IFENLZMES » HEF
HEEMTIBESIZEERES ST E - SHSLERALIRBREREINEE - Wi DNA (anti-
double-stranded DNA) F1#7152 22 H 5 B2 #7182 (anti-Smith autoantibodies)” © KB P AEE A B
BEMBENREEAYNGS » ENEHIEE - £ SLERAS L8 RIFIRERER » TEZ /MR
A EBANAERE 7K B KA B ME M2 - SIMEFEMBEIEE (pulmonary—renal syndrome) ~ &4 AliE4H
M%E % (acute pulmonary capillaritis) - & 2 2% & 5582 M )8 L M (diffuse alveolar hemorrhage -
DAH) » BT A L &FEXRIR » o] AEREREFNH ILD ~ /NRBERIR EFZRANINEERERE - A
Ffi#E/ )\ (shrinking lungs with clear lung fields)™ »

SMIREMRRIANX (acute lupus pneumonitis) B BN E B RIRAZIENF RS T ELZ BN
157 - (BERSMRERBEMXE —ERENIRBERAMBEESMENMERIESE  "AZEERN, - 2
& BEEARZMMRRESE  BRENRAERZZERITFREE - BREESNETE - R T2MHR
BRI - BERBEEEMME - ESLEMATIEARER » BAERN 3-9%>° TEBHLEARS
HEEMBRERERRE Y SRERANEEEAERERA - E—IBMEHET > SLE BR#A ILD
NEREFBEREFLRANREA  BRFAEZERE > AEHRKREZR I HEZEMEDENRA
o FE—{EFEAREST Y 505 & SLE R AR IR ESR - FALBRAMINERE (KR 60 BEHIEA ) -
FREBE—F > EEHKIRE > SE2ERLEWRSENHEA > B34 LD WEKRE EFH -

AIREREE MRS - UIP BUBh@IA L - A4 NSIP ~ COP 1 LIP B iBiERRAIRSmEAE -
REGEZEH ARG - COP ¥ fEEREE & E - M LIP ¥EERFEER ; UIP BIfhit(t - G4 NSIP
YEE A REIEIBRERE - #AMSH SR LT BIEE S - EMHIRBE RS IR £
1 SSA B RIRINEERm -

o AEBXM IR AN PYREERD 2 R B MHE (idiopathic inflammatory myopathies—associated
interstitial lung diseases)

15 B MBS AR R (idiopathic inflammatory myositis » [IM) 2—4H B B2 %% Iz FE S Rl AL 7Y 22
RAERIRZIS - HPRESAKNZE Z MK (polymyositis » PM) B 5Z ALK (dermatomyositis -
DM) > B A % & B A AR IE 2 % & (immune-mediated necrotizing myopathy) ~ €1 & B2 Al 3%
(inclusion body myositis » IBM) % ; IbiERPRANAZE RSN - MEPEREERER > BILDGEKRR - 10
REMFEBTARNEBEHREAE ™ - BN B ATEERRBRHE - ILD IR AL IRMRAAEMR Z A - BRAR L
BAE TEAAER Z ALK (clinically amyopathic dermatomyositis » CADM); - BB ALES
SHIRSMEREN ILDY -
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LDRIMEBELRMIBHNEERIR  BEARMREHERENFXNAE  MREERITES 20-
78 % AE - IRFEER Y IMAERAN > E— B EBHZ I XITE M B BN (myositis—specific
autoantibodies » MSA) MXRIRAEREMSHIER - BARMRIRALLIR ILD MHERIIAE % ; Boh -
BAXBIBEE BB MMM ILD BERKELE  FIERFEIRNILD S¥ SR ENAEBREARTHZ
ILD (interstitial pneumonia with autoimmune features » IPAFs) » fRER3R B B2 S fEdR 7 1R & o
Eit - ABRREERAERIBHE - HIRA MSA IEEE AAEE ILD RIZAFTRE © -

HIRIKIARAR » BRITREFERRAKA - BAIEDNERKRAFTIEH DM/PM B ILD & » BITEE 17—
36%°%%°°% ; (EBRIFK B ILD LEREBUE » 5 8-13%%" ¢ ILD AI:R2E IM BRRAA LI  BE
SHIRMOAEAR © 5 THIR ILD MERK T - BRIARERSIE HLA REMNER « BEARERORIER
BIF  RHEFIBEDMNNZERGME MSA RIE 727« 85 ILD (EREHBZMS » IM BN
ILD BHEMBRAMRE WEAR - WEZIZSEBNERIFRSRE - FENTHEE T - HIRFRIESE A -
ILD HIREFERAENTER > LAHE LD RIREERHEEER » BMFRSBEERR L AE

IE;}:E\ 68,69

ATt - REH MSA BB ERRRIRIZE - #I20 : LAHIR anti-Jo-1 3182 5 £ 9IS R BB AE 1
£% (anti-synthetase syndrome » ASS) - BBV RBIE : BEIR - SR KRR BRI F - BEMUR
ILD* o ASS WjEE - MBRIIBEFHNEBNRTAMS - EILD BEXRERS ; MiED » JEanti-
Jo—1 E IR S R EEINES (4 anti-PL7 ~ anti-PL12 % ) » H38 ILD AILEReIEIN —ZI=5 > 1B
AE ILD MAIARIRE R HIREFRRRE *7 - AFEHEIR anti-UI1 RNP & » SXEHFEAKRRR 7 -

Anti-MDA5 (anti-melanoma differentiation—associated gene 5) 8 —IET FEZ BRI MSA >
BENEMEHIETEER S HIRR DM » B ARRREANE 7%-13% RIBFIHR - ShERREEANE 7% - i
BEIS M E(E 20% FIAE L IRERRAVALRIEAR 2% o Anti-MDAS BRE 354 BB EARSD » B50E - FHEEKIR
2 FIFHOARLR . BRKLERSHIRRERERN CADM & RP-ILD®™ ; FIL - hinEnEE
FREERE LD WERMRE - BEEWABAERARA - ERERIEIMNEE ©% -

FERR MSA TS » anti-SRP 2R L ERIEMAL R AR - LAINAETER R E - BRIRLEBA
ILD #93R3E - MRIERAY MSA $H¥ ILD BRI SCEIRIE 2 *° - Anti-PM/Scl £ 2 48 L BRI AR B
B2HES (myositis—associated autoantibodies » MAA) » B HIRNEHEEZ G MHBLENEEBIEER
(overlap syndrome) » EIIEEGRFRAEAR B B2 2 ASS MIRENTR ~ 32)E - FHEKIBR K IF LD UK
FRImAECEL R FL S R9ERIR ©2°7 -




IM #1880 ILD 2215 R IRBLAE » BIHE{h CTD-ILD BYAE » RIEBVAEHIAHWERE ; HP NSIP -« OP >
S b ME (NSIP  OP) SR S RIBLARERE & - UIP 188 2 TELEIRE/ *° » thoh » e M Tn & 4A9 ILD B -
HRCT AJ BEEI RS IR IR AR AU I S MDA RIR - thEBIRE R IMBRF ILD A9EE > M E ZA9E LT -
XE PR R AR ERITINERER % - ERFHERIBNED - SEEEME - LERS

& ERPRREIRE

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

ERARBENRSHE PF-ILD f9RIREL (41 IPF~INSIP~IPAF~RA-ILD~SSc-ILD % ) RIE fE% %
Ao ILD TR ABIIEIRIAE A DIE] - th B PIRERRABEET PF-ILD - &E&EF& £ HRCT A ¥

FLH—R ETRIFREMIFIFTEE UIP pattern BEEE] -

Shil EBEREETF

& ZRENERGERER

HREB PF-ILDRA > #ARKKRBAEE 2 2HIKE - EMIECRBERERZE - BER
R AR MTEE L B RRR B B ERE2E1ER - WIMBRIBHERINRIBEMEES -
#R455 BRI E NIEET LR T EEZINE ~ XREMEHIERE (broncho-alveolar lavage » BAL) Eii&
EAEYIECA T AR - JRED_E R ARBEINAERSRE (540 Krebs von den Lungen 6 » KL-6 iR ) - 444
ARtE A SRR MR B A AR (BB EEE R -1 matrix metalloproteinase-1 > MMP-1) 5§
RIEFENEE (5120 CC BILEFEEL 18 C—C motif chemokine ligand 18 » CCL-18) K:51E - BE
RZEIRBER R BFFEEMEMAELE - BNARERZNIEMMEE(CRATEHISER - F2EL
AR EERERR R > BRRKIBEE - EABRET » RAFHEEIMEERE 2B MAE L
RROERIE MRS AETRAE R R RS 5 R - 226 - TREEDAERIE FRVIRAS - TRt IPF BLE M2
MR A 4 DR 2 B EIELEE - NEE PF-ILD B A » IREBRIAEMIZR A RRAE BB R R
RORRZR A



& p e,
By £\ 2k A O34 - g Progressive Fibrosing-
mﬁﬁmm‘hﬁgﬁmﬁ 28 PF-ILD :27a 3 Interstitial Lung Disease

(—) BRMERZEEREE T

BalE—LZ R RRBNEMIZGS BBV IMAAEER - LEHRZ IPFRA - H5REIE MUCSB
BERENFF > &5 I8 polymorphism rs35705950 » #HREL IPF 8 RA-ILD NEE S BIEFHAY ;
HenBRAMNEYIZE B S - # TGF-R :SEMERIA TOLLIP ER - BimhiBsBRIAY TERT & TERC B[R -
ImRIAAERSE - IFFRIE LA RIRS B4 IPF BRI AEMIREC -

ERE 18R - BBERERLLE 3,624 i IPF A K 4,442 ALIEE A » 2518 FAMI3A I
RTELT M1EEAR R ARARINACIERE RS R - B354 IPF RUEBSHER (K7 ) © -

o EALBRIMERIR (HLA) B > BB HLA-A*02-DRB1*04 HIEE{ZE2 (haplotype) » 4 IPF 2%
H£BREBER ; HLA-DRB1*1501/HLA-DQB1*0602 ~ HLADRB5*01:05 ~ HLA-DRB1*1502 » Bl| & 5]
BAEAYER « 5 MELIE - BRURRIENAM Y ILD BAERBAR 2 -

2 EMERAEMIZRE D - MMPs BIRIRER IPF K non-IPF ILD M52 A Z R NREE s MMP-1 &
MMP-7 7£ IPF /@ A RIS ~ BAL AR - BEAREERT ; 1HEMN RATRE ILD BfEA - RA-ILD
Fm A S - 2538 MMP-7 IRIRAREZEIRT ; MMP-2 7£ INSIP & A RYFH %% (bronchoalveolar
lavage fluid » BALF) #XRIRE > SR IPF BFEA ; MEERRERARBAT > MMP-12 IRIBEE 2
FR2IRFAABNIRG - B - EZWRBE MMP KENERIR > RRTE IPF S E M8 R4 4522
i BE—EMNZ2EM - M IP - HP » CTD-ILD R 1EREHH AL S K& BAL 1 > KL-6 B4
WERBEEEBEIRS - 1A 2IRH S100A9 (calgranulin B) 8RS S ERIBIEAIME(E INSIP & IPF 2
BAL® -

MERZRIBENZENEEMIZEE T - R EMS  BALF S 2 A8+ » SSc-ILD 32 E At
PF-ILD > CCLI8 #EAREMNRIR - LEEHRIER ILD \OHR - BEZIRE CCLISMRIFAR—
TR ERR RN EIZEE - N CCL15 ZREBARRE - C-X-C motif chemokine
ligand 10 » CXCL10 Z A RA-ILD %5 © Interlukin-6 ~ 7~8~12+~18 (IL6 ~ 7~ 812+ 18) % - BAIth#
BEEDM PF-ILD /b > thinEEFEAG (RN) P o

b5 EIMEF BB R RIS - WREEBER (anti-topoisomerase | antibodies) ~ # U1
RNP ~ #1 U3 RNP ~ 7 —U11/U12 RNP ~ 1A EZ 4HAEH1ES (anti-endothelial cell antibodies) F9ZIR
#0 B SSc—ILD 2B ; M7 INSIP » B2 2 IR 15 I 3 % &= & B (myxovirus resistance protein 1
MX1) thAE 2B RkiIE *° -




[RR] EBRELS R EVIRE

PEHIRTE $Y4EEC iR L8R °
IPF R AmARThREREREL MUCBS5 ~ TERT ~ TERC »
ECM &% FAM13A ~ RTEL1
RERERE TOLLIP ~ HLA
BEEEEREN R 4RBRThBERE R EL MUCB5 RA-ILD
12 A b ECM E#8
REAMES HLA $¥ERYER ~ SSc-ILD »
RA-ILD

HLA = ABAMBKAR ;5 ILD = RE AR 5 IPF = 43535 FAiAE(L ; RA-ILD = BUEREVERIETXIARIN ILD ; SSc-ILD = 823 5 MF#(LHaRIA ILD »
* EARER e RIREAIS MR -
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RS

Progressive Fibrosing-
Interstitial Lung Disease

&% PF-ILD 32385t

R TR

[Rt] 2EMEEMIER

*%fﬁu («

IPF R 4RBRThBERE R EL
ECM =28
RRAEIEE

BAEMRERIFE Rz 4RREThAERE R e

BSR4 ECM &%
RZRGMEE

MMP-1~ MMP-7 B E i
MMPs

IGFBP-2 + VEGF
BEEH  PA-1

CXCL13
S100A8 ~ S100A9

KL-6

SP-A -~ SP-D

ccle

MMP-1+ MMP-7 » MMP-12
TIMP—1

BEEH

CCL15 ~ CCL18

S100A8 + S100A9

CCL18 » CCL2 ~ CXCL10 ~

N - PRIERERE |~ 31 -U1
RNP ~ #1 -U3 RNP ~ 71 -U11/
U12 RNP ~ 1 — Rz 4RRE SN AS
IL-4 ~ IL-6 ~ IL-7 ~ IL-8
IL-12 ~ IL-18 ~ sIL—2R CRP
SAA

1 -MX1

IP ~ HP ~ CTD-ILD - $BPIf&S%
BERILETS ~ INSIP

HP + iNSIP » SSc-ILD

SSc-ILD ~ 8PN ~ AR ETR
SSc-ILD

$BAITETR  RA-ILD ~ SSc-ILD
NSIP - BEIRIEAR AT

sarcoidosis * iNSIP ~ SSc-ILD
RA-ILD - 28RYER
SSc-ILD

BARR

iNSIP

CC16 = 16-kDa Clara #Hf25

WER ; COL = C-C EREB{LAFEES ;
BEBIEET ; HP = BB ; IGFBP = REREREREFE

=N

CRP = C R[EEH ; CTD-ILD = Bl&E4F 445/ 18RI ILD ; CXCL = C-X-C &
IP = FFE5ERIEE MR 5 INSIP = #F33EI R R IE R MK 5 KL-6 = Krebs von

den Lungen-6 ; MMP = EE£BEAR ; MX1 = 3RFSNMEER 1; PA-1 = BEXFEECYINGEIE -1 RNP = #ZHEiZER ; S100 = S100 64E5EH
SAA = BB ER A 5 sIL-2R = AR IL-2 288 ; SP-A = RESRAEH A ; SP-D = RKERNEH D ; TIMP-1 = BHEBELES -1 10HIAE ; VEGF
= MEBARERRET - ELHMEEFHRE 1095088 -
* AR BB INEM RIS AL -




(=) TEREERERRE T

AR UFIANERBER T (£R/\ ) MERMEREEUHYERBES (surfactant protein A
SP-A) #] SP-D FRIRE - e AR RFHHTEEIIER ; BEMFIEIR - Fiwe IPF EEHER PF-
ILD B9 A > B SP-A Bl SP-D RIRER AL AIREFERHRAMN FVC & DLCO B T » E—H
AIBEERmASET 5 B > £ SSc-ILD fm A » FER & T BiE 3 F2IUE B (chitinase-3-like protein
1~ YKL-40) B9 EFHELRmEPAZE ~ DLCO T REIER B EIER - TRIMZENFA IR R MMPs K
Rt T AEATER THMERNEBAEMIER - MMP-7 IS » BB ERE HP AL GFERI T EAR ;
MMP-12 & TIMP-1 (tissue inhibitor of MMP-1) thiz8 &5 BllE2 SSc-ILD & A FVC #9 T~ &K DLCO
AR -

BRARGEERAERZREF » £—IBZHONDWTATEIR > oJIRMMBES CXCL4 ( BREREZ
REHE(EMNET ) - fEATE SSc-ILD MAES R EINFABEZBHIEE ANTEREREA T » b -
CX3CL1 (fractalkine) IS Rt 5] LAfEA SSc—ILD fER B EEF *°

BERERANEYIR - BRITE IPF EBBDNMERR > 78M > Hfth PF-ILD BB FEE—FTN
BR5E o IPF R ATE(ER 7 45 nintedanib 3§ pirfenidone £ - E®MiEE5IR IGFBP-2 (insulin
like growth factor binding protein 2) EgRFRIREBBENVBENKES FEHD8ENRA s RZ
cell-free nucleosomes 5-methylcytosine 1 mH2A1.1 IXRIR - Bl EES M L@ ERm AT
BAEMNIRFRIRE - BRBIMIE XA MMPs » 78 INMARK 889 » LE#{E R nintedanib M{ER L&
E 12 BEM IPF W AIBEML - ERER MMP-1 & MMP-8 RITINR BREEZENEE - AMEEHR
fER - BFESHABES (XN) P -
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[RN] TEREMIRRC

PEHIERE EiiERe imFER °
IPF R 4RBRThBERE R EL KL-6
ECM E# MMP-7
SP-A » SP-D
YKL-40
ICAM=1 5 VCAM=1
MUCBS5 » TOLLIP
TERT » TERC
CA 19-9
CA-125
Tenascin C
RIZRMES CccL18
IL-6, IL-8
LOXL2
S100A12
BEEEERIRE | Rz 4R ThBERERER EL KL-6 iNSIP » HP » CTD-ILD ~ SSc-ILD
RIS MR A ECM &8 SP-A ~ SP-D iNSIP ~ HP ~ SSc-ILD
YKL-40 HP + SSc-ILD - $8R&E 1%
MMP-7 HP
MMP-12 ~ TIMP-1+ CC16 SSc-ILD
Tenascin C SSc-ILD - $8AER% ~ HP
CA 19-9  CA-125 CTD-ILD ~ SSc-ILD
VCAM-1 CTD-ILD ~ HP
GRRAEEE S100A9 iINSIP
CCL2 - CCL18 SSc-ILD
IL-6 ~ IL-2 SSc-ILD
CRP SSc-ILD + RA-ILD
IFN-g SSc-ILD
CXCL4 ~ CXCL10 ~ CX3CL1 CTD-ILD, HP
CXCL13
1 —MX1 Frige iINSIP
MREKRERNE RA-ILD
4T = HEfS HEATER

CA = IR ; CX3CL1 = fractakine ; ICAM-1 = SBRERIFEMIN T 15 IFN-g = TR v ; LOXL2 - BEESILASEER 2 ; VCAM-1 = MEMIORHIH T
1; YKL-40 = 4T EME 3 15EH 1 - ESHMEEFHRER 18K 2 A9ERA -
SERAREAIETRIREA IS AL -
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(RN] BREWIRE

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

ECM &2 mH2A1.1 ~ TOLLIP ~ MUC5B

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

(=) BEBEME
FILD & > LR BB EME  IAERFITRAR 2P REERE PF-ILD? PF-ILD R 7 BefR L
FHINAE T BE  EMRMAEERERIL  ERBRBLR2EAMERRE(E ? —RME - PF-ILD 825

WEEER G BRRE G LR © -

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

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

MG ERE » BRI EREIESS K / #i4EL (non-inflammatory/fibrotic) » 4N : AAZRAE
ARBLRE / B EiRE L BRI REVEEF emphysema ; BLREEMEEXK (active inflammation) »
B0 : FHEE « GGO ~ BEELEEMEBEIRMETZENR (mosaic attenuation » MOS) ¥ » fE2EAIEER
BRABENEDT (automated textural analysis) fI_EisR BB A B EIBRA R A 2184 -




’ Py - o H " 2 8
9| £\ gk - O 3 A ik Progressive Fibrosing
mﬁﬁmm‘hﬁgﬁﬁﬁ == PF-ILD "%’n""ﬁ Interstitial Lung Disease

& [RARRERE

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

BERMATEHSEM R KN KERRBREF - EERK LR A& carbohydrate antigen-199
(CA-199) 5 CA-125 B# LRGBS HIEIF - B LIBREFIUHRCT fUIP BIERE » stEE
A2 EE RS CEBMBERIBFZERE -

PF-ILD B—E iEEEEI CTD-ILD - REREMRIEE - EBEBAERSHERBHRBEMRS
£, [ CTD-ILD iEHBIBE LA » 548 PF-ILD EFHM CTD-ILD R RA ~ SLE - (S8 B CRE(E
B BMAARE (MK / EAK ) SSc ¥ AEEBA CTD 43 PF-ILD WRKEFE
BELK S ERSERREE - 372 « BAL s KL-6 EF 99, REH CTD X & B A ENRME
BT 540 : SLE-ILD RRARRIBEATHRIRE - %5 anti-U1 RNP 152> - RA-ILD BN B4 -
SHEEEEFRIR - MBS (anti-citrullinated ab) » [MH#& S CXCL10 ~ MMP-1+ MMP-
7309195102 o (4% B FCUE (2 2% 2 M 8] 5 carbohydrate antigen—153 (CA-153) #1 carcinoembryonic
antigen (CEA)'® - 335X M AR E 248 anti-MDAS 31824 anti-synthetase antibody (PL-7 » PL—
125 KS» EJ » OJ » Ro52)*'% o 2 5 ME{LAE » FRHIE (limited type) B =G ILD - 8
AU (diffuse type) B7NHEA ILD » A SP-A ~ SP-D « Clara cell protein (CC16) ~ MMP-1 » MMP-
7~ CCL18 ~ CCL2 B FF > BALAF CC16 ~ CCL18 ~ IL-6 ~ CCL2 tH > S HINIAEERIER | -
TAZEZEEE A (anti-RNPs) BEE%EHEE (anti-U1 > —U3 and —U11/U12 RNPs)®'® « 45 RIEF B/
EBHZAE CTD WEY KBt EEEKEMAMSEEZ ILD » F120 methotrexate (MTX) F anti-TNFa
inhibitor'®'%%” « 75 PF—ILD B CTD ¥5t532 A PF-ILD B CTD T8 3RE9 = » SSc-ILD B AR FE KK
FEFRTER > M CA-199 F] CA-125 BREE « UIP FET KRS “0'¢ .




B—5 ERIERZERRIE

B—H ~EER

B_EN ERARREIRE

F— TEER

e TR fibrosing ILD » FMEZEZHRAZHERE 5 (multidisciplinary discussion » MDD) A9 75 U g
EH fibrosing ILD RIREA -

c EWERIPFE > ERFERNAECENNGE  HesBNREMSRAEECEE LM
BIFRHEBABREEAREMEHERD <ERAE -

 EHEEARNMRRAMEBNMEECEELENR > MEEEESEBEIZMEI A NEHBRERHAE
FER A ERER -

o AEECHIEARIFERD fibrosing ILD - Z:#%S7<ME B EHA BRI ARESR SRR A&
o ERMANERLIREE - hE2ELIHERREMNERERRBESERS PF-ILD » BRINIEREE

(1) FVC 8 12 [ R 25 T 5-10% ;
(2) DLCO 382 12 @ B 2 & B 15% ;
(3) HRCT REAERF B LHIREZREENER

o EHRALIREI=FEE  ARTEREARLIREBE - AILEGES AN BH0E B4
RHIR LV =EFRRRAE—IR - (ARBIDNEMRVEL - (BEZFRINAME CERE

s ERRFEHA-EERIFAIERAZSE LIRELNEME - RIEZERE MDD HUARERABR
%éﬁ FERZNAECEY R (BR )
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ST (o

2B ME(EE
ZERE R
e I ETT T T g " ey, | | T
smusue(LRREE f tFﬁE S s SAEREANEEREEEERS e HaRE
P [ (kF-ILD) [ AR LRI MRS
1. BE12{E BFVCRFE5-10%
[fﬁfﬂﬁlzkﬁf& [ HﬁinﬂtﬂH ) 2. BE12{EBDLCO &= 15% ERRL e
s (LRI RS 3. HRCTEE A4 LR RSN M ERE M
[ (UF-ILD) l EE%AE Fififs (PF-ILD) (R
(ER)

EREZ eIty E et e S v ed ]

ST BRAFRRIE

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

BEILD BIREA > FimiE M (idiopathic) 32k 2514 (secondary) » (AN 4FBAERIER.. .5 )
EBMMEZ BB ( ABEMMELEY ) 2T RBATEENR (B1EM ~ 2]~ £35 - &
M HRE.. 5 ) AEERE (EERERRNE2FEN TR EEHE - BHIMSBREA LRI
BE - SERINEEZS H FVC ~ DLCO ~ " tEERRIE. .. & ) MIFERER > i2/ABAIRIEES -
AT EM R SR ATAERRER - NEHERARTNE PF-ILD MIsSHEIZAE 10 « HHER
ANEETIRBBETFE > AIBEESMEMES PF-ILD : BERKE « B RIEY T (gastroesophageal
reflux disease - GERD) IEHlME ~ #8:2 ILD IFERE D « 818 CT SZENA R A E 2 M bRE
FEIRFTHAERI ERRE « BB EREERIRR (HE2EMHBILERA ) » BIEKEIRERZBER
& (Y CHP fBA )M o T EHIBRARTER PF-ILD » TERR ALK SEEEN
PR T IPF B2 SSc-ILD Z4h » HREBARRSy E M RFE B 2 fibrosing ILD » HEREZE PF-ILD - T
NI EEE AR - B DUEAERIBRAL /100 .

b AeF 4 led el & PR-ILD ikt [kt

Interstitial Lung Disease



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

ZRBEMBLATENRRRAZE 2 EEY  SEBEFESHMEHER - IRMDD 2REBE
9 o ILD R MNE—FIIARL P ABRREMUL 526 - W)X 2Enth Pl RE R IEE R ~ BEWAREEL
WeREHEHTEER / BEERMELE - HI0 - —FIRZ2ES INSIP > I BEE& &R A L IR A ER A
IV RESEESNARE - URIBEMES2MENERA - MiE24A CTD-ILD ; JREE - —HiRZEH
BEEDFERE MR (unclassifiable interstitial lung disease » ulLD) & » R1&EE—S 58 E1E
WERAWAEZ T IET) R BERIBES ST - BRER LS IPF - @1R:2E < @)% - FBERIFIEIE
AR ~ 12FEIE

FEILs2lEN EREME 212 - s2R BRIBIBATE - MABNREERIBHER D) <BERAE - BE
CTD-ILD B9 A - BEAEREHZREBEERIARE © EASEHABRRIETEEZEIRIFHN

EH 2 Fla - BERREEMAARE (idiopathic inflammatory myopathies - IMs) 58 CTD A
HAEBBEMERE / MdsChRA - Ein  JZBIMZ N BMINEEEE - IR T A Ac 2 MaksE sl dit(t

B - IRAJBER CTD A Z LR ITHIAE « B EZFRBREAEIEER ' - thih - FLREEY
RS MR E AR (20 INSIP ~ COP ~ 8AENR...5 ) » MR ERSEYABRIEE A B IR - BL
RARTEESAEZAE? 25 CHPRA » 2B REIAERR BRI F AR #EEE
BRE ? ZEAAEMEM (W MTX » amiodarone... % ) &8 2 BB MG / Fid4E(t > BIs%ZE
FHEYESFEERGE/VRAERE " 2 BANRERERINERLZIEE - E5FHEHTIEELFRESL
BRED - DREEEHETEMRBEEE (2135)E » JBER - 1z (hemoptysis) ~ fifE - 22 EETR
BEA—8 - EEOE - KT R (subcutaneous emphysema) ~ FRES/KEESABIMERERR. .. 5 ) » hEHE
FIZECEEES - IRBEBENBEBEIEZHHA A - BZEB SIS - RRERIRR 2 #5526 -
a0 - NIFERE RN ZE (lower respiratory tract inflammation » LRTI)/ ffisé (pneumonia)( & 7 & B3R
TZRERE . BSREAEAENREA » IRE/INOEEMERR )™ « [B (pneumothorax) ~ 2 M
EAR12ZE (acute pulmonary embolism) ~ EZ MBI (diffuse alveolar hemorrhage - DAH)...55 »
HEAGHEHEOME (FIW0IHEM (valvular) SEER MM (ischemic) /DR ~ O\E 18 ) S IFERE (Fla0
B ZE (pulmonary embolism » PE) » &l (asthma) 5 ) 2 HEEIRHI AR M MESSE - 1b4h > # 2
ILD( Rip24Fes Mt ) hg8B 2 M E(L (acute exacerbations » AE) » 4 E & B HE &8
BEthREREE— 0P BE  BYNHBSEERTEERZMENRIR - FIFBEARRR
( AEHRRAIGIGARAIS 2 2Y) ) AT MAREGREHE % - ERABSERLERERES « B2
BERE (NBEBZE1-2 F) » ERZER 2N PE™ « JEIREMRSE (non-thromboembolic
pulmonary hypertension) &l ( 5EA CTD AORA ) ~ 24 2 R 0° « HE O MBS ITR & 4%
HWE 2 BE. . FE - b9 > SFZMRE AR RS 2 - EBEE R ER LR Y
J 2O, e CTD thEABMAER 2 BAEHR/ ™ Eit - BRI Erth BiE T AER (FhfE  HERE
HEBREHMEER ) IIAZE > AT
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(XR+] BEEMEEEERZERZE RERIEZE

1 REZEEEMRARIEZEEGE

2 e ZEEEMRSERL
OMELFE (ARAR IS ER I 1 O ~ DRIB )
FERSRIFIRE L RAE (A0AHREZE ~ Wl )

3 Hu@MHmERBRILMSIEZER

TIFIRE R / Afisk

-

KL

=

3K

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

4

) R

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

8

9

AANEE RS ERENAREIZEEREREZNT R | (iFRFESEREFMERNE
R AEUSERAE - EMTHHEENSR /28 FRRIEERERERE - flW - —UHE
AR ILD WA » IR AREMREEEEREFE AR - 5HI0%E - SRS ZIRITRS MR
B I02R% > RIMSEMNMEBE RS X LBl BIIslEERB AR ENER - B - &2
CTD-ILDEEA - AEEIER SR EUHEBERR > SR ARREREL - SHAERRE [z
s BE A LEIBIMNEI SRR - M LMK D-dimer EBEBEAS » BRI UEZEZHE CT MBIKIE
FMEMMERREEA PE - REMRE (X REBEEHZENEMEH % (BAL) TR ~ SMIEHTD
R% ) WEAEEZE PF-ILD - EAGMEREENERIZE <8 *"° » BIREBHBAREN  BE
Biees - BETIFREMRER / REZAR  KKBERZENTERIHE > BEHBETREERA
( SR INEEE AR FHIMA LTSRN ) o A FHARBZHFRET > ELMEFEDASZEREN
EEAEHF (91 KL-6 ~ surfactant proteins * MMPs ~ 45 E1L2#8{EEF (chemokines) % ) » JREY
HUWER I EE—ZERZ A (single-nucleotide polymorphism » SNP » %1 MUC58 ~ TOLLIP ~
TERT ~ TERC ~ FAM13A ~ RTELT XA ) » ¥0EFE ILD( 824F IPF ~ E14& CTD 18R R IHAEHAERH
ILDs % ) 22 mELE « 226 - WIBEmEE - RESLHEBER  MEE T EMNERAR  ANAEBE
ZEMPMEIRIZ PP (BIELEAYIRIZR BRI BB ERNHE) PF-ILD 2 - 28R EE AR
ZIE - BRIEABER e

36

R ——



BIRE= - ML LA SRR 2B RVER - MR MMLEEERESE / 8E > rIAHREN IS RI2E 2

(Z+-]

B ZERRRIE

(HERARSE ~ fEAR
HERERERE )

R R

AJREREMNE—SRE

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

+/- Rk

RfE

IR =48\ ~ BOER0
285 (dullness)

REREEAAR—ER

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

REAMERK (1232 RyRilHlE
BEBEAKIER)

RRAMERK (122 RRINHIE
BEB IR )

FEMARLm (SEEE
FEERRER 2 B MR )

EIEDLIREES
IFORGE / FiERAETE
SR

FhENARIEEE

OREM (BOE -~ ODEIB -~ &

BRI O )

(IR EN ) FHEIIRSER
IFORGE / FiERAETE

REAMERKE (1232 RyRilHlE
BEBEAEIER)

DERRTER

ANREAETR

51818 (chest x-ray (CXR) » HRCT)
BORIRIG BT E - HAGEYER < MBS IRE
& - MREEWEEY (procalcitonin. .. &)
WERFITS SR E IR IR E R AmEEkMT (BAL) (55
EZERAMNZE )

MBI 1% (CXR~ HRCT) » MRz EIEE - H
A B R < MBS IRRIBE  MIBRKRIEE
(procalcitonin...Z ) ~ IAEERF BAL ( EZERAM
ZE)

REIE21% (CXR ~ HRCT) ~ MERENEAMAT =458
BAL ~ SIMINEERDA ~ 1R RS FAR ST
k%)

MM D-dimer ~ Electrocardiography (EKG)
OB SR ~ CT- ME&ERZ (angiography) ~ A
375+ (lung perfusion scan)

BEIRAE (CXR ~ HRCT) » XREtE

BEIR8 (CXR ~ HRCT) ~ BEREBEK

[MmA D-dimer ~ EKG ~ O\ E K ~ CT- I EE
82 - PRI HimE

TERAMEEE (OFEESR ~ B-type Natriuretic
Peptide (BNP)/NTproBNP) * EKG ~ ILVE# B
INEES ORI E BRI ST

EKG - 18R EE (BNP/NTproBNP) « I\ 48
B~ DEEIOERE M ERRE

518%& (CXR ~ HRCT) ~ X R/ &t5
BRI BT E ~ EAGHAEYERE 2 BT IRER
BE -~ MRRKZEIEE (procalcitonin.. 5 ) ~ HNERF
HITXRERRER BAL ( EZERATNSZE )
ETEAE (CXR ~ HRCT) » EKG ~ ID\BHBE R

METFA& (CXR ~ HRCT) ~ BIEREBE K © AIEEFER
TR GHEER +/— BHBEY) - S AR S R iR




B 2R RIR

(tHRARE - FEMR N S ESHE
H#HIR)

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

FE ~ BBRIEAAR—ER

AxB2/KRE ~ BIR - SBEFIRRGR
THALITIR (orthopnea) » BRI
(murmur ~ gallop)

FRBS/KAE ~ BFK - SRFFARER -

ERith N\ ¢

FHELE (prominent P2) ~ 2341

BSEREER (E WELT. ..
F)

ZLYSE - AT CNEFTIEEEY)

\

—+;

st

st - IREEBEIRIEAME

=

ERREE (HF / RIFEES
WE - BEFR..F)

(EX1E CTD B9mA ) K8 ~ Al
A ~ BEEVEM / REE1E

EATA G R IFRIE RS
A (A0 - BEZE / BV
HHIRITIREREE ~ I8 D20 - o
B

bl

IDNRIBEE

f=EE(E

F/RESXRETRE - S I4RE
TRHHAEREERS

ELYRRARTESIE / Fhse

AR5 ILD 5 CTD =R

(E3

BB ZBAFTER
BENRZBEIR -
BME ILD IEAEG R ZE
12IBEsIEAIRE - th
AJREEF RRUZ S e
BENERHER X/ &

ARG CTD $ZEHIMEE
MR

FTE 2 1 IEIFIRE R
RIERIMESEERM
=Bk

Epcded (A =ged T &9 PF-ILD 2iasti

KREIE% (CXR ~ HRCT) ~ SR8 E K

MERAMAISE (OANEZER  BNP/
NTproBNP) ~ EKG ~ (O\EBE K ~ ONEED
ORI EA eSS

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

BRI / BR ~ IEIRAA% (CXR
HRCT) » RIKIEEE A SHEMHERIEREIREE
HE— IR HHERRE

HAAIRZEY) L (40 :amiodarone
methotrexate ~ immune check point
inhibitors ~ biological agents *
methotrexate ~ cyclophosphamide...Z)

MEIE% (CXR ~ HRCT) ~ CTD EHE S
BAHE1Z (MR CTD Mi& » M ESR ~ CK ~
LDH ~ RF - ferritin ~ immunoglobulins...Z )

eI (CXR ~ HRCT) ~ MR mEkEEl «
WEBRFHIT R BRI E K BAL (BZER
AHZE )

CTD FHim &4 ERIHEAR (#RE CTD i
£ WESR -~ CK ~ LDH - RF » ferritin
immunoglobulins...5)

EIE& (CXR ~ HRCT) ~ FHINAE ( B3ENT
IREREEEEER ) « MERAMRSEEE (IgE
FERLMER.. %)

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

Progressive Fibrosing-
Interstitial Lung Disease
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)

E—8 ARER

EE =5 MECREARR 2 B E 4R (SSc-ILD)
SE=E BREVZREN AR Z EE AR (RA-ILD)
SEPUEl Efth 454 SER < ME 4R (CTD-ILD)
SEhEN BENERK (HP)

SB7\El 2EAIYETR (Sarcoidosis)

SBLE BT RMERE MR (INSIP)

EN\E BEDEZEE MR (UILD)

F—0 ZPEER

» BRI CTD-ILD #8RIRYEHE - {258 SSc-ILD BLER ZHIFEHE D IKERIRASE - Efth CTD-ILD (£
A/ N KB PRELBREL ER L 5 -

o HEAISSc-ILD & FRiaEEE S % 7% 0 &l &l (immunosuppressants) » 4l : cyclophosphamide
(CYC) ~ mycophenolate mofetil (MMF) ~ 4 ¥ % 7| tocilizumab (Actemra®) # rituximab
(Mabthera®) LA K i 4 {549 nintedanib (Ofev®) &4y » Erh tocilizumab (Actemra®) » K
nintedanib (Ofev®) E4AC2ZIZEE] FDA #EFERE - Bl nintedanib (Ofev®) BEVS & & i FEE K 1R
ol > M EINFIRE RSB CYC BRIRGN -

39




pipcdediiti A= d o &8 PF-ILD it [ecktyisbeln

e INBUILD ;B8 &5 = BABRIRAER - SR TEFS PF-ILD R D fBIREE - BE HP BR2R %18
R & M B K (autoimmune ILDs > f] & RA-ILD » SSc—ILD ~ mixed CTD-ILD %5 ) * idiopathic
NSIP(iINSIP) A Bz ulLD » ¥R ZEXHEEE D > nintedanib #3EERABE 74T BB 48 7] DA R B 48
FVC =3B - 53R FDA B4 nintedanib §9 PF-ILD BEE - & BRIE—F PF-ILD HEIEE
AOITUABAEEEEY) AT BRI ( ARSI 2021 F 12 B ) &R RERAN ©

e RELIEF i Ba& % —HAbRARA R - iR T 8 & CTD-ILD - fibrotic NSIP ~ CHP A & asbestos-
induced lung fibrosis £ PF-ILD BYZR D $E1%ER* - LbatBR ¥t PF-ILD FEFE INBUILD SRR -
2 ERE ATERE D7 0] 32I] pirfenidone HEN ¥ BRAPTIAB RURAE FVC RIE - BARAEENIE
RENBRERIEER - MELIHRINS BRI S ERERERRET DN

s AR EREEHAEEMS PF-ILD &M ulLD B ARSE —BiERREET - pirfenidone HBEHR
HIRBTETEZEEZ L (24 BEERBERMINEEETER ) FVC WWERAEER - MEXREBIZ (24
BrERERTOBMINEEFTENR ) TEEHBRN FVC ZREE - FBFENEUEEE R
PF-ILD B9 &5 INBUILD g B EE BRI RER -

«  IEE PFILD RHEHEHOA B RERAB BT BN L -

B_6 2BHE(CEERZEETEM® (SSc-ILD)

& KERERAEA

TR ILD B AZE B MRE{LAE (systemic sclerosis » SSc) BERFTEMIER » W=D —
MEEZRAMEHEMIET - MEUIARSABEREREEREN LD RILZERE > AR
IR I BNAA P Y A B M INEE Rt AT EAE A - BERKREYAERURRINGIEY AT
IRFERIZ T ALY (HERIREE AT 21 - ANEIERISEN 4 SSc-ILD ERIRAEEEY) ~ [FRRHE « D
K B 3 2 B4 FAORAE -




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

311

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

Percentage

131

[E7x]

(AEUSTAR FRAAMN R BRI BEE 14 KRS RIF 0 (R AE ) RISER -

(B)EUSTAR EAZET_ZE BB ANHITERLLER « SBRIMFETUEDLERET »

EUSTAR: BUFE SEFNRRZEAR ;PAH: FEIARSEE ; SSc: RAFIERERE

(Seibold JR, et al. Ann Rheum Dis 2020;79:1478—1484. doi:10.1136/annrheumdis—2020-217331)




’ Py - o H " o .
L\ B A 34 H ap Progressive Fibrosing
mﬁﬁmm‘hﬁgﬁmﬁ == PF-ILD 52754 Interstitial Lung Disease

IRE— - (i sZFaa % 2

55 SSc D IRIRZAET H R HRCT sL2MERt) 1B A & Hims b <M A ERIRESIAR -
—1E 826 fiI SSc-ILD ERHERT » 27% MATE 12 B BiEHt ILD BIHFELERE - FILER FVC T
BETAETEMBERBMEE © « EIb SSc MATEYIZES HAITLREEMRES - °1IAZ BAIhAE
LUK HRCT & RFHE R B EHA SSc-ILD - RMEEMARAENZE SSc 9T M HRCT 32
TERRIER HRCT I E R HAZIR SSc-ILD - BRI EEH AT EREM TR - RItFEERRARERTIK
RANIBRE - FINEERERAEE HEEIAR - 5% SSc B AP DA HRiEH! -

BIRE « i REEYIRVEE > BEZHREY ?

BRI KB REL BREE B A R AV EEY) A& cyclophosphamide (CYC) ~ mycophenolate mofetil
(MMF) » &4 82H tocilizumab # rituximab (RTX) AR 4 415254 nintedanib (Ofev®) - M A&
BRSBTS o

(—) CYC & MMF

2006 £F Scleroderma Lung Study (SLS) #£5f O Ak CYC J& & SSc-ILD MR » INEm A &G
FEAER (diffuse) 2 28R AL (limited) A9 SSc 4 BAL B =48 X (active alveolitis) 2315,
HRCT B GGO BH FVC T 1E4 45-85% ° HEFRINE & EE % DLCO FE:R 18 <30% ~ 75 1E B
HES - FhEEERE « EEEYPAER PH « prednisone & H{EMRHBB 10mg ~ FcAl{ERBEIUERN
Ok CYC 2= BmA A EEEIEST CYC ~ MR RABEZ B RZEREEEY) (disease-modifying
antirheumatic drugs » DMARDs)  HiZEURZE T 158 ifF A - BEIRIEZSEHOMR 1-2mg/kg CYC JAHE
MARIERN L RIEIAATE S 12 @ BAEZINT FVC 27 2.53% (95% Cl 0.28-4.79 ; p<0.03) ° &
b2 oMn ~ REREMREERENA—ERENSE - A DLCO ME MR B Hst LNEEER
%o #£ SLS X OMTROBAFEthE5IR CYC MRLLIE R R B AR ZS ML - (BH N GCO MR EIRE
f& (honeycomb cysts) M# 2 I EEEZER ' o B—{E SLS XM R—BE HRCT A&
BRMEREE (reticular infiltrates) AR BB ERIFE B RIFE N CYC RIERLT ¥ -

Rachel K. Hoyles % A Z%3R7E 2006 M —RERETEFARIESY CYC $ 1R SSc-ILD RIREHE 7 IKER R
fER - WEREHA 18-75 R EMATEE BB DEZE BHE HRCT ISR R B E 2 i ER
A o INEHERR G A5 RTES 4838 3 8 B A9 azathioprine (AZA) 8] CYC S8& - ScaliE=iBi8a =18
BHISE& O REE A (30mg prednisolone/day DAL ) St 2N EFI =1 BEZ S XM 10mg
M EBIOAR prednisolone J8%& - BES T RMERRE CYC 4H3 ¥ RA - HiLiaTF1 FVC FakEE B
i 80% - M ATt SLS iU R AR A T3 FVC FEER{ERIA 68.1% < i B EH 2 0 RFEERS (20mg
QOD) hn_t3EE R EIUBE—XREIOTST CYC (600mg/m® » F5EIE 1050mg) » Z&1FFHE AZA (2.5
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mg/kg/day » Bx AHEIE 200 mg/day) EFERAE > SRERALELRRHAREI FTEARIER
(primary endpoint) 2 FVC & DLCO FEs B E R EHT LEEEE R (P=0.08) - E2IELLIA
FVC A% (ANEmIEMSE ) - MABR FVC FEEERIE 4.19% FIZ=5 (95% CI 0.57- 8.95;p = 0.08)
190 2016 FERUNTEEEEE (European League Against Rheumatism » EULAR 223 # SSc AA %
15 [t IR IE AT B M (B B RAL B2 45 RIE CYC MIAGAETES| ™ - 8 CYC RIAEZ MR B EEiH
(myelosuppression) ~ MARZEIE (gonadal failure) F1E MMERER R (hemorrhagic cystitis) & - {$15
CYC Ei&R L(ERZZIPRS! -

R CYCHEIER » FiBREYth =B I - 2016 SLS-II i EEIRE A O RM KX MMF
1500mg 2 FEB AR CYC 2mg/kg/day 12 {8 B AL R AEMELE - MMF IR CYC BIBMUAYERY - #B7]
IMBEZE I E SSc-ILD 24 8 B FVC 8:%1& » 18 MMF 8% CYC BEERIMISE 0 -

(=) Tocilizumab

£ 2020 FEHH IL-6 ZEERAEY R tocilizumab £ SSc RIBEIE D fER RN ER T » BRIATFSRYE
EARIERHNEBNNES2AEIMRT LNESER - BERERXREARISERET tocilizumab B )
WE FVCY - BEETEMNE » thiBkaiE Mt ILD AEE R ERISIEAY SSc—ILD BeR:Es - IEIARIR
FeEt EERH R EEENE » TMARENBAKRZ ILD #EE&EEH - HFE FVC (SD) ¥ iR4A
Az tocilizumab #8551 % 83.9 (15.0) 1 80.3 (14.4) - DLCO BII% 76.8 (18.6) F1 74.4 (19.2) » INZE
RAESE M FHIREs Bt EEE M - 1 quantitative interstitial lung disease—whole lung 718848
LA tocilizumab #8495l 14.1 MK 16.9'' - R E AT SSc-ILD HEIEETH D » FULZH R LT
FAREHRISRERERABEERE - =6 FDA BRIt 24440 tocilizumab FAZRJAE SSc-ILD » B&
B ARENSIAE SSc-ILD Z BIESE -

( =) Nintedanib

Nintedanib (Ofev®) —7#& tyrosine kinase inhibitor » EAIAAE LA R INEERAMR - 7 2019
BERTEMERBE BN IRE T (SENSCIS trial) A1 » WLANE A& A5 S SSc i 2 k&
T EER 12 @B ABES HRCT E B E/DF#BiE 10% 14t - FVC F85%1E 40% A EH DLCO
FE:%1E 30~89% ° HEFTEMNEREXEWERWNE ST KARE 10mg LA prednisone I 2 B EE(F
FA MMF 8§ MTX 8387318 A 2 FT AR S - R EZHRFGATEHER (BB 15 EFEREL
fR ) ~ Ccr < 30ml/min ~ —# A HIFERE (forced expiratory volume in one second » FEV; )/FVC
<07~ BRE PH - REFII W EE RS X#BiB 10mg prednisone ~ X % Bl /\iB{E FB 8 azathioprine
(AZA) ~ hydroxychloroguine (HCQ) ~ colchicine + D—penicillamine Y sulfasalazine &4 « I8ZE B
~NME B {E @ CYC ~ rituximab ~ tocilizumab ~ abatacept ~ leflunomide ~ tacrolimus ~ tofacitinib
cyclosporine A (CsA) 3§, potassium para—aminobenzoate » i R4S R ZIRIEE 52 FAIESEHM
R 150mg nintedanib EEFE % T 48 7] A B AV /D adjusted FVC T (-52.4ml/ & vs. -93.3ml/
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& A e,
9| £\ Mk A O 30 - 2 Progressive Fibrosing-
mﬁﬁmm‘hﬁgﬁmﬁ =72 PF-ILD 3275933 Interstitial Lung Disease

F; MAZER 41.0ml/ £ ; 95% Cl 2.9 — 79.0; p=0.04)" o AT AR IR E L ERISIZRE T B
[E modified Rodnan skin score (mRSS) ( MAEZEHR] -0.21; 95% CI — 0.94 - 0.53 p=0.58) MAK&EE
Bk (the St. George's respiratory questionnaire » SGRQ)(1.69; 95% Cl — 0.73 — 4.12) »
nintedanib AL WA AAELE T BEBEZ R - ZR nintedanib ITERERD » MR AERIZITER M K& B
E&I7EA (serious adverse event) 9181 - Nintedanib B ZRIBEIABB R ZREE (75.7% vs 31.6%) >
M0 (31.6% vs 13.5%) PAKIENL (24.7% vs 10.4%) ZE&ITEA -

FREIER A ERSRINE - —IEE ¥ SENSCIS R FETHRDITET - RiFDUBBEITER
EMEITR nintedanib K &/ I BREER/VRIER  IBEE S MHECER RIS EERMEE(EEEY)
EEf) - MEHEZAFEAEMNEREGRRELE - BIRMARBRHAGKREMNEBRETHE
MR ERBNESED °

BAIAERIRE nintedanib 7£ SSc-ILD MEARRES : BRABRE (1). KHRERZTIERE
22 SSc (2). HRCT &M RE R MR BATEE 2B MEf a4t B LRILE D 10% FhEs -
RSB MR 2E (3). MEARKRERZENEMEZ A SSc-ILD » BmAR FVC = 40%
B DLCO &¥a{E 2 30-89% - RWEEBRLERA 2 BERAEN (WIFRFZ - IH3ZHE )
(4). 1B CYC 5 AZASE, MMF 6 B ia S EERIABERN M L GEHESBREEZER
BIRIfEA - EREIENE - BRI AZARBMREEEBEHA T MUNE SSc-ILD - MMF HE 2 {REE
ENEBE > M CYC ERZMEIER » FULERREAEHE nintedanib TS A &Y EE FFER
BRARKMURERR - B ABPROIMITERKREZRAR  RIEMBERELZIAEK (shared decision
making > SDM) FJIE % -

(P9 ) ZY)S 4388 : Nintedanib + MMF

BRIRREBAZAE—FE > ®OSHEMEY - 2B nintedanib WEERARTE S HER
MMF - SENSCIS trial 555 48.4% AmE A S HER MMF » BHRFEHRITRSITHAER MMF 258
BREMRBHER > 1£ 2021 & SENSCIS trial RO MAFEF B HAIERA D BRA BEA MMF ZREEER
Z5l - 4R 3238 288 (i{F A nintedanib 7R & - A 139 fiI (48%) —FIIA B EH MMF » ¥ #E4H 288
fDm At B 140 (i1 (49%) HmE—RIA B E R MMF - AR T MMF SR B &5 A& 2000 mg ° /&
A MMF 5% B &4HE A nintedanib » 3E%% 19 FVC TF 40.2 ml/ & > TAR/EM nintedanib 8 T
66.5 ml/ & ( M4EZR 26.3/ & > 95% Cl-27.9-80.6) - HHKRAFK(ER MMF 485! » {#F3 nintedanib
JHEL% FVC & 63.9 ml/ &£ > AR {E A nintedanib B F[& 119.3 ml/ &£ (Z £ 55.4 ml > 95% CI
2.3-108.5) » #f5T L nintedanib TE/ABRR L AEZE] MMF 52Z (p=0.45 for treatment-by—time—
by subgroup interaction) » B F A MMF B EERERY - £/ mRSS MK SGRQ #at L AlII#E S
I MMF 82£ - BIREIER A E » HFH MMF T E38ngfE R R B ERIER » AL nintedanib
MMF LT SSc-ILD 2R 2 BERCAEIEE - (BNEESMBEARGBRIET -
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BRE= - EMAHERRERNE  EREMBEYIEEGER ?

AWEE RTX FE— L0/ B ER IR R th BB BB BN - £ —FRMEUZRCURAR 60 i SSc-ILD #
TEABEHE D REG PRI T - RTX 4HBITESE 0 RIAK 55 15 KI%ES 1000mg RTXGABREB N SN EIESEF
FRSEES CYC 500 mg/m’ 48L1553 24 B35 8 CYC 4Bl » £/ E B S - RTX( 15 FVC TE8:%1E5A
1Bt 61.30% [SD-11.28] & 67.52% [13.59]) LE#E CYC 485l ( F15 FVC FEREA B &K 59.25%
[12.96] 2] 58.06 [11.23]) BEEZEXREBRT LEEZEESE (p=0.003) - FEHE RTXECYCHEE
249 mRSS RES BHE# T EER (p=0.001) - &1 RTX BER CYC HtLBE/DIIEIER ' -

FE20NERMOUBANE _BHERABRTERNESIESERR BRSNS MBRZE
(autologous non—-myeloablative haemopoietic stem—cell transplantation) tE#1E5 5 B —RHL K
BIKEST 1.09/m? CYC E—ERB®SZ FVC Mk mRSS #5 - B#iat LARBEEZER - 7Am DLCO &
BIRENEBARESAT LBEEEZR ™ - 2014 FAI5E "85 Autologous Stem Cell Transplantation
International Scleroderma (ASTIS) BRIRFFFEULAN T 156 im A » EIRBIBEHALLERERES—R CYC
750 mg/m?/month 12 REG)EE - BEEBRZH mRSS (-19.9 vs -8.8) » FVC (6.3% vs —2.8%)
0 total lung capacity » TLC (5.1% vs -1.3%) B - BE#MT LBEEER > A DLCO RIMmEEZE
ZR . 2018 EMNE " HI SR BEREMEBMRBIEL 75 (B AMRET - BSBEAELE
1% CYC (B—fE R 500 mg/m’ » #47% 11 {8 BAY 750mg/m?) 3A¥% » 758 54 [ BB B S NEER
(79% vs 50% » p=0.002) » tHRHARBEIZLLEMA FVC - (BUFRIBEEBERSLEEMN FVC BEMUR
o (B FVC 1BRSUER S RIREM - AN ERZIEE R RA S = BMEEREEEE - AIttEZ
2URBYEINGREE ZERRIAFAKERE

IREM ~ A EEALEME » EaFEANEEARE ?

MBERBRARRITHEBENTS » SSc-ILD & & IR F E 2 K 8 12 2 #9 diffuse cutaneous
scleroderma f5 &£ *° » MR EE(CRIET 2BEAEYERLENED - RtEMBREABEABE
BARAK - BRIERIAE SSc-ILD BIZEYER T nintedanib LA tocilizumab #1357 B R e E G PR 2t B
TSI HEYI CYC ~ MMF ~ RTX EE 2 B EEiatg o] AR E mRSS °

BANREC SRR LR BEERIBE  EMSMEEINSEER - 8% SSc-ILD BHREFE
KMEFEMENERIRBEEANEERGION - INEZREERARZER - BN SSc-ILD HEERBIE
BEETAEHE
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BRER - EEAMNEYIEEERKREERST 2

B Bl iR R & B2 49 Uk (clinicaltrials.gov) IE £ EfTAIER AR BR A 55 —F0 —HAA9 ACE-1334 (il
TGF-B1 %0 3)(NCT04948554) » 25 —HAfY ixazomib (proteasome inhibitor)(NCT04837131) - 55—
LB pirfenidone ERAINE _HBRAABIAAREAEZEMERMZE » BIRREREBER
mafHER MMF LUK pirfenidone K928 — BARRPREUBRBITEEITH (NCT03221257) 7 -

—IEIFEH5R BESEER LRSS - RENIF IL-4/1L-13 EXKTEE romilkimab PR R HAE
MR B MHBDEREBNE ZHRRARER - TiEME romilkimab 48 48 i ~ ¥HR4H 49 UZHEM
FTHAAREERRD > RTIEB R DB D EMNZHEERR D KB primary endpoint ©
BRBIAZE - 1BER placebo » romilkimab B 12 BRI B RIEE FVC/DLCO HFERMINEES # (FVC
AHELEZRRES ) thHEREY IL-4/1L-13 EZEELEEBRARNEMIZL thymus and
activation-regulated chemokine (TARC) BIBRUNHI - B EEIMINEERENRREFER 12 B2
BEHRE ( FERECESRIFE ) BEENMELCEMER S MFECERERAERNA 1282
A~ BME A R ZEINFIZEY) CYC/MMF th & B AN HIFMIhAE R B1E » romilkimab BRI BEA R B F
ENEIEE &S 5 RE LA A D B2V A U B A RERTINRE - L romilkimab & B4 L&Y A BB R TE
RIGIBBRONE -

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

<

2 —— Romilkimab 200 mg QWV (n=48)
cd —8— Placebo OW (n=49)
9 2 50+ 40 (n=46) LS mean (SE) difference 70 (60)
e £ 95% CI -40 to 190
8¢ p=0.10
o =
o8
a8 04 =10 (n=47)
c
§5
E Y=
BE 504

(@]

z

-80 (n=47)
-100 -




B DLCO

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

[E+]

F3 romilkimab EAREAEEEN ITT ABEH (A) FVC (mL) ~ (B) DLCO M (C) HAQ-DI ¢t E43REIZ 24 3BAYFI9EE - DLCO » —HEALHUBAHESE ;
FVC - APAmES ; HAQ- DI » (EFEAHAERS - B8 ; M1 Bak; LS s/ A% QW 88— -




pipcdediiti A= d o &8 PF-ILD it [ecktyisbeln

A TARC
50

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

£ —— Romilkimab 200 mg QWV (n=48)

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

B Periostin

10+

a

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

& —— Romilkimab 200 mg QWV (n=48)

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

[EN]

FA romilkimab EAZREEARER ITT ABEH (A) FVC (mL) ~ (B) DLCO #1 (C) HAQ-DI #E&RZ% 24 BrF9E(E - DLCO » —F(LhxiEETER ; (£
romilkimab EREEEENBETR (A) TARC  (B) BREERMELRRIE 24 BOTFHEME - LS /NERE; QW 88— ; TARC : MRRFE(CAEE
1EEF (CCL17) »

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




S=Hf FEEERE AR 2R E %7 (RA-ILD)

& KHEIERAERIA

FRREVRERIENX (rheumatoid arthritis » RA) 1SS 8 R M RIEN KRR TR - TNEZ2UE
R RGREXNGKRELE > AR ERFRENETEREE b BRRBFEKXSRKE RA BE - HURES
EFERIRRE - ERAHBEZEEMEEANARZREZ SIS ENIRRE -

RARBLIRMEMAEZEEEEER - ERIAZLIRMEBREMARABE RA-ILDBE » IR
B B - MERME S PIREHIRAE - ILD BB BRKIENS BMFEE RABEFL 10%

WRRAR MAHPESERE  ESHERESRESE  BR OLEENEAER  EE0a
HEEE BB BN > (510 EREN 2 .

R RA-ILD BHIRTFE - ¥ RATREBEARMREARERE - TS HEMRBIBEZERE 15 MU
t - RAERM—BERERRIERNEMLRETSR - AZRERRRENENMZEEL - BENR
B ILD fECEI18 RA BB R IERF - RA-ILD BRI TFR - HEFRILT AR ZEIR RA 1%
09 2-10 f7 - MEE ARG Z A HEAER 2004 2 2016 F/H - RA-ILD 34 I # XA

.......

S—IEREREE HRCT 5% LA9FRIR - RA-ILD EdE{th CTD-ILD ~ 21 SSc—ILD ~ Dermatomyositis—
ILD » mixed connective tissue disease R[E > RIEZE L UP BIEERZIH ' [ H UIP BLEEH
RA-ILD EBF®NSIP BB R IFHTER © - BERLCEEZ2E > HRERUP BEERHNRA-ILD E=5F
FETEMEN50% - B IPFIEE EE@BHAZEMER - LHEBEM RARRE » 228 RA-ILD B
DLCO 1E&{E + &BE7THE:2 ILD ~ ##5 GERD W& » BAJIA RA-ILD SEMBERIZSFE * -

RAJIEAZE - BATIERTBIA RA-ILD S E iR 2 BatE D IRER R BRAE RACE B AR - BAO
PEMARBARDAZRLHRERAET ZERA-LDH RARENSEHEN - HEFRIURRER
Bt D IRER R EUBRAS R

S—IEZ OB ERIZ RASAEEYh p]AES| 23 ILD - BRI R EE RAAEIES | A A A BN
AP MTX » £ 1970 ER HERECERBEA RABE R B IRAR S5 AEREINHH
HP *%% o TRERI RA K& AER R FAE Y R A RS HABERIRIER FIEMAl (TNF inhibitor, TNFI) »
BHELTRBERFNREESIE LD AR *° - TGS EEETIEL - BB RA-ILD R EFEH
TNFi (BEREREIC AT AEREE R LR E ) 1875 15.5% JBE AR IR ILD FBAEARE '« FibinEE
17 RA-ILD MRS5S » AR EE LA BREYNACRETE - BB —BHE -
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BIERAR LER L sier eI B RER B 1S DMARDs JAERTAES| 3 ILD S (E=RE - B2 MMmED
MM RER RA Z B M 2R B RXRNET—IEERBEIRE - FILEIIRRRERERIEE L]
BEEHARREI RA AR - BREIFIFIEHI AR ([R5 - RA) - iiEfss E RIBH I EAAFRIE
BHREEME MTX FHRBEMEEN « MHZRFARENRETR MTX BERE RA-ILD B 2R AR
m- EERARERENED - IERERNERE - (B MTX/TNF HHFERBINEEER - EET)E
AR2 -~ MINEEIRE ~ LWERBEFET HRCT REKBEIK R - BEFHEE DMARDs RIIR S &

151,152

MR E T B EE E o EMRIRAER RATRE » WA RA-ILD BUI125E > /TR E (S(E
FA BB FERE It DMARDs (MTX » Leflunomide » TNFi) %™ s & A hfh S 4RSS - EE
AAE RA-ILD AR DMARDs ( @ abatacept » tocilizumab 8§ rituximab) th 2R A B &G
pRES 108149

#8Z - DMARDs 3|8 ILD B2—IRBERR - REIER « BUVEH - 2 HZEHERI2E - RAEM
[E 2 E IR IR IR A UM > DMARDs—induced ILD - X585 RAJAEIER » AEEA NMBERERK] » &
& RA/ILD #B721E ~ MEREZERIRIR

& ERPRREIRE

EIRE— - faIRFExFdaa % ?

FHETEUEIRZ RA-ILD /A A - —RR TS DARDINAEIR B E BB HE © SHEIERIR  FhINAESU R R IRERE
BABERZEA - BIBIIRIFIAARE ° - MTIIRIBEIEHE . aREYERD AN EARET
M EaEmEl R -

s MEKEE

(—) MMF B2 RTX

IRA M RA-ILD SAEAIRETE 2 2R B/ R BRCI R 3% - —10 2k B SEEIAIRRZE - UREE 700 fLfE
F3 RTXAERI RAJEA » Er 56 i1 RA-ILD » FVC BYFR{EHB¥I2E & (median relative change)
A RTX AR —2.4% ELEAEEMN +1.2% (p=0.025) » DLCO thiif RTXAERIH -4.4% &
Z +1.3% (p=0.045) » £ RTX JAE%EE 52% 9 RA-ILD f® AFINEEREE » 16% B9 RA-ILD f& A Al
THAEHE S » 32% B9 RA-ILD i BAHINAEE1L » 16%RA-ILD W ERE ILD 1HEERERIET *° - BZ—1H
REEBEZPOEE 25 RS - U8R 290 I RA-ILD FmA » STt fIEA ILD EREFETRHE -

R — T



BXIRIE 20 FEYABED - (FEIETNFRPAIEE 63 HIERE 78 5% » B4A DMARDs ¥7E
CTXREFE > BIMER RTX I MMFAE ILD 2 A - FETHIEE EREEHFEE (RR: 0.52 (95%
Cl 0.1-2.1) vs RR: 0.65 (95% CI 0.2-2) - EZF22RER » 1 MMF f RTX jA% RA-ILD 9B A » HfF
SERFRIEER anti-TNF SABERRASE ™ -

( — ) abatacept £ tocilizumab

FH—HREAMTOMAR » E—F D47 ILD BIEEEEF - IR (odd ratio » OR: 6.9;
95% Cl 1.38-4.90) EBifaE, 2R ERIE M (DAS28) 15128118 (OR: 1.97 ; 95% CI 1.01-3.86) &
1EH0 LD BIEAOERE - B— A E » {£ 8 abatacept * tocilizumab B2 RTX 4 RA-ILD » & ILD =
{EEPE TBE (OR: 0.10 5 95% CI 0.02-0.69) - EEMFEHE RA-ILD A EEA R - BITEEIEIE
anti-TNF §9Z24) » ¥ abatacept * tocilizumab B RTX » WEEREAF - LURD ILD BAEHEE o

o MEME(EIAE

INBUILD :ERUNSEEFEIEAS|85 2 PF-ILD » LEE nintedanib 150 mg BID (twice daily) %
BI7E588 52 B2 %R FVC THEREE - £R3IR nintedanib B9 FVC TEIEE % 80.8 ml/year
EENRLREEE 2 FVC T 187.8 mi/year » B ZEEA 107.0 ml/year (95% Cl 65.4-148.5 >
p<0.001) - UIP BUA& 7 ILD » nintedanib B L AN = R F 53F 128.2 ml (95% Cl 70.8-185.6 >
p<0.001) » FBE nintedanib BEBINFHIFMINEE T - (EEEEME » 7 INBUILD 5% 663 EZHE
> B 170 i (26%) BBERERESIEZ ILD( HEF 89 il RA-ILD) - {£/ nintedanib HEMNZR
B4H 2z FVC TRE=REE 104 ml/year (95% Cl 21.1-186.9)"° - {#F nintedanib X EMEE ( AR
66.9%) ~ BB\ (28.9%) ~ &ML (18.4%) ~ BEERIES (12.3%) ~ RATIHAE LA EREIVER -

BRIt REEZEE nintedanib J&E PF-ILD » 72 INBUILD B IEEPIETE RA-ILD &%
it (B RA-ILD W AEMEBAALERFE PF-ILD MES » PJUER(EM nintedanib - BAT RA-
ILD mEBERE PF-ILD EEZ®EA - nintedanib IATERRGMIFRZF - ERBLABENIER
T BRARBAEKRERB AR BB RRZEOER -

BRE  AREYRERE » REZHAEY ?

2B EINBIN RA-ILD » B—RAFEY B EABERAHMHREINHIEY) - 815
AZA ~ CsA ~ CYC EZE MTX th#EZE 251 ™ - HF MTX B2 HP B2 pulmonary fibrosis AR » ¥THA
B HEFERRIERR D Z MMF &4 18E R4 *° » Hydroxychloroquine (HCQ) 855k B4 Fik
HIHITE S RA-ILD Ml EREMEm SRS AR E -
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BRE= - ERARESRRERNE - BREMBEYISELIER ?

B LB AR RENME - O EREMRFREYEAAE RA-ILD » B13F abatacept (APRIL)
tofacitinib (PULMORA) * RTX + MMF (EVER-ILD) & RTX (RITUX-IP) £ randomized controlled trial
(RCT) BRMDFEESITH ©

RIS « RA-ILD A EE AL » BIAREE TR ?

HENREREBEIREBRZAE ILDAEA > RA-ILD F A E 22 + Eig MTX ~ leflunomide 2
Bl HP 5 PF BRIV EY I RE AR - B EEEA R FMBEERRE 2 HitE R R R R EMEY)
(DMARDs) - —EHREERER anti-TNF ZY)5a8 RA-ILD —F1% - mEBZE « Ih ~ BEEENURK
RAENKER B PRES - mBAFMINAETEE R anti-TNF BAJRAE T 2IRIBE ™° - WEAN R EDEHH
RAETRER non anti-TNF F9A 1 245 B R R R IE e EEY) (biologic DMARDs » bDMARDs - a0 RTX)
A RA-ILD ZEL(EM anti-TNF A B RAIEERE ° - 3B BN Z KIRBIE AR ERINERE -
MIRA BRI REIERER - 215 RA-ILD 7R BB B SL(EMA non anti-TNF Z £V 27| o) iZEEHY
[ERIRIE R EEY) (targeted—synthetic DMARDSs » tsSDMARDs) 1E & 5 — i M) B AE 2 THIE 43
JAEE > (B anti-TNF ZE) {378 A0 8 RA-ILD BI17 218 - ERIREBEIE2ZEE bDMARDs ) tsDMARDs
2% > EETHIENDRBRAEISEMH ILD NER » MAIT @SB EREY) 2 Ik -

BRER - REAMNEYIEERKREERS 2

Pirfenidone [E 1k & L 4 L A9A % - ZIEER AN E X (anti-TGFR1 ~ anti-IL-12p40 % )
MEELRMELCEESHE . 3TE RA-ILD R ER RCT (TRALT) EXEETH > RERERE
(NCT02808871) » B —1@E ekt E&i% 8 Pirfenidone &4 % & NI %4) (DMARD) 3&34% CTD-ILD »
BEZEANBERM - 22 M~ DK TER ILD B(ERA FrHR R B Al EE#E1TH (NCT04928586) °
Tofacitinb & Hf MTX A B RA-ILD M BE N B 2 2 M E 5 (PULMORA) BRI EE IR E S H E
(NCT04311567) °




SME  Hth S 4H AR 2 R E 1% (CTD-ILD)

& KHEIERAERIA

o ZEMANZE / BANXEREZBEE YT (polymyositis/dermatomyositis—associated
interstitial lung disease)

ALK (dermatomyositis » DMitis) B2 2514 A3 (polymyositis » PMitis) At LA - %23
MEAENR / AR C KEXRES ILD FRNARERIE - W2EMEUERtBERBRRER  H
hELLREEEAERER 2 RAREER Y -

B T IEER B EE D - DMitis/PMitis HERIRRE « BRI ERIC - LHZ ILD A4S HREE
HWABRREBHEZEREA T DERARERERES  EILH#EY DMitis/PMitis-ILD B EA2
e ~ ERJAER MDD BTk HEEIRR ©

DMitis/PMitis—ILD Ba B AR - A E T ILD ERB(LEE - fhEl B g biiin - REZ
RIEMARRE=ZAAMKEE » FREMERIERIGAR 7 - METREMN D ESITERTME
- ERBO PR S HEIENEREEN AR MBBIERERE - LAHERUTHEEY R R EUR
BB B REAENZERE - MIFEEERAEMTERRER ° -

i 217 DMitis/PMitis-ILD 2 ILD BRI REM K ER BER RN - B AIFRELE M PF-ILD MM
BE K FVC FRERREZE I BINTARRIA myositisi specific Ab ALK / ZHREHE B2
BREITAREND 4B °20710% o Hrh anti- Melanomadifferentiation—associatedgene-5 antibody (anti—
MDA-5 » E& Anti—-CADM-140) iR B2 &A% I8 rapidly progressive ILD (RP-ILD) BRFE(LART
EZRIREIBHABEERZEIET -

M B A anti—aminoacyl-tRNA synthetase antibody ( @l anti-Jo1) i@ Z #% #8 4 antisynthetase
syndrome (ASS) BIBRFRE(ERIE AN Scl-70 Ab positive SSc—ILD 3—H#& PF-ILD **%™ o

o (EIREKAEIEREBRIR E MM (Sjogren syndrome-associated interstitial lung disease)

BRI E 8 8 EUIE IR R AR R R B 1L i (SjS-ILD) 19t D IKERIRALER - (EA LEFFRORIAMEIR S
MEZ R SRS CYC AR MMF ATEEHIIR SjS-ILD BEE) - M AZA ~ I5iEEBERERIIHIE  MTX ARk
MERDAERDNREIRS © IIMVE EXRIERTEYRE RTX thrIsEH N SjS-ILD B3 -
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[EF+] Myositisi specific Ab FZALK / ZARYFE BEHERELIHE ILD EfE

ILD [ % BieniEiEsE

= > RP-ILD ' anti-MDA-5 ( Bl S5 HARBREES « ZERMH )
5 PF-ILD ' anti-aminoacyl-tRNA synthetase (ARS: anti—Jo1 » anti—PL7 ~ anti-PL12 + anti-EJ + anti—-OJ)
A > PF-ILD | anti-PM/Scl-75/100 » anti—-Kut

15 anti-Mi2 > anti—-SRP > anti—TIF1-Y » anti—-NXP2

BHREBRIRRER - #1En BAEE

& [EKRRERE

fH988— - A RP-ILD EI]Z anti-MDA-5 DMitis—ILD & B &1 aiR1E

M RP-ILD A& & I8 < anti-MDA-5 DMitis-ILD #AE R A S - E5ELS0% JMEREELE
ILD - @& RP-ILD BERERE - SF 40% BAE2E 6 & 12 @R EEEATE ™ BEEHIFR
BEMEEEZRAR » UMREXBEEREMN anti-MDAS FARERIL T RBESRERF RIS
MK ZRA (76.6% vs 56.8% » p<0.001) '*° - FItL - RHA MG AR AR A EIRHRE -

— R RE BARNZHOFEE TR - 1 anti-MDAS 5142 ILD - ERFESHERSHEIEE
E &2 (1 mg/kg/day for 4 weeks Z & ZFEEE ) ~ tacrolimus ( #$F 10-12 ng/ml for 12-h trough
level) B2 IV CYC (500-1000 mg/m” Q2W x 6 times) =& i@ ZE4) - Bhn_L 8 &t 2 B2
RIRAE > HRNEMRLETSHERERE CRBEH RN RRINEIZEL) » SNERFE T &R R
E{BAR R M R E ¥1i7 (plasmapheresis) {E1ETRIIE S ¥ BRADES » SHIRFTAVEIAREIRAEERS 6 @R 2
BATEER (89% vs 33% - p<0.0001) - EEBEEMIAES (cytomegalovirus » CMV) 2 " o ¢t
HiRRERZ ILD > REAWMFNEXR PR E R RS HEREE  5RBIEREBIIHER MK CYC =&%
BINH B 2 BE - HEHBEEEY » EEL RTX » MMF g tofacitinib %) - s{EMA polymyxin
B hemoperfusion ~ [ % &M MTsL 45 F IVIG A BEIE B IIEEE 5 ER AZA ~ MTX ~ leflunomide
infliximab B4 CABRAIREER Y ILD NEERE - MBRIREERERER -




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

N 389% 8B F E 2 myositis—specific Ab %l anti-Jo1 8& anti-PM/Scl-75/100 > anti-Ku J% & i
B RILDERIEENE - A E 2 ER 2 4N DMitis/PMitis fRZAE BERF » %[ induction therapy
MEREYAEASE SR EERERE " - JMERZEESE HORR prednisolone 0.75—1 mg/kg Z
e 2#BRIBESEBETZHAR - MABRIOEIEBRRINERER - BHEAYTIRESHEIRTS
methylprednisolone (MTP) 500-1000 mg ##& = HRAREAE A - AR MEE DS B Ok
FEEEEREE REAESEIE 7 o A REIMNGIEIE T 5 S EE R R LR E 2 DMitis/
PMitis-ILD 75 B BRRBEN GRS HORE EEERAE " - BREBIEHEEIEEED K
open-labeled AB&atEs - EPrIEE N KA AEA BIRIR S TFEER A I0A cyclosporine ({£—I8HF )" -
P 7RBN N ZE FH T AEE Y S B I HIE A cyclophosphamide (CTX)'”® » mycophenolate mofetil (MMF)'
tacrolimus (FK506)"*"" & (rituximab)RTX"*7" « }th CTX/MMF/FK506/RTX [U I8 %4 [7) B th B8
HHLA RO © T Azathioprine (AZA) BIETBEBHIHAE R m /D> EERITIR R ZRTER ' - $78 LilaE
RERERE HIRBREHEERE » intravenous immunoglobulin (IVIG) tha]ZI A EREE ' -

BIRE= ~ SEMNK / RIKEEH A EERREERT 2

RHIE A tacrolimus JABEZ B MK / FALK -ILD 2 BR AL 2 M 5185 (NCT02159651) »
I &% tacrolimus &4 0.6-1.0 mg/kg/day 2 prednisolone FAFAAE Z 2 MK / RALK —ILD 2 &
ML 2 BIREERE EETMZAEIBE IMPPACT - NCT00504348) - —1&F! F tofacitinib
& & clinical amyopathic dermatomyositis & # RP-ILD 89 & & M /&R M B Bk 48 5 A 1R R e B8 1E 11T
/1 (NCT04613219) » {# A3 tofacitinib 5 mg BID & f# prednisolone 0.8-1.0 mg/kg/day A iR A &
MDA-5 (5 2 BZH3¢ —ILD Z BBl 22 AR R R IEE 21T (NCT04966884) °

RIREMY  {E4%h ECAE (B 1R RA R B 1 A (SjS-ILD) Ja B EEaNiEE ?

B BIEA& B8 O E REAE R R B 14 iy (SjS-ILD) 19 Bt D IRER PR ER » (2H LeFrEL TS
MEZRFERT CYC ~ MMF AR RTX BJBEEIIA SjS-ILD BEHf °

BIRER - HIEMEH REGHBREEE EMRR AR RERE  ERHEMEWQERS AN ?

BRIBER/NRENIFTEEIR RTX 7 SjS-ILD B - —EEREATIRE: 78 (LEBEZRER
LRI SIS-ILD i ATERE » HP 8B ILDEA » (FA RTXJAERE 6 (IS BAIHIE 2 HE > BiE
MBS RTX BIE W R4 — (1 g x 28 375 mg/m®) - BREMNHE TR ERBEFBROSEIMINAE
12198 o B—(E& 15 R4REEFR 2SR AY/NRER SjS—ILD FRZERZR 10 i SjS-ILD & AKEFT RTX 7518 B
21 » BIRFIHFE Az DLCO ~ DLCO/alveolar volume (VA) E8{BEHNE » B8R~ FVC & HRCT
DEITEMAER "™ - BAIEBEE D IRER RTX ZERRERFTUERAIEA » MARFEE SjS-ILD
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A BT RIS ERDSMBEENZ I MEEER RS  RERERORE LS EED
ek

e IRARNERARER - $HH SjS-ILD A6 - EREMR AR TR R RRH 2L CYC &
BRATRIREA > BER RIX A RIaBRASBENEL  EEEEZRRASHBE DK RRER
RBERREE -

IREN ~ BRE AR EAERAREERT ?

Novartis FUFTEE MHV370( #4385 K AR ) FIRIAHE SjS-ILD B2 MCTD-ILD By Z 1 ~ M2 1T LR
MAERAREBREING S 2022 F 1 BRIAIESZEE (NCT04988087)

SHEF SBHECBMTEMR (Fibrotic HP)

& KEERASEA

Fibrotic HP B —1&3 K H (51 ) IEpAER A CRYTRTR - BN B RIBAEH RREIRIE « B
EZIHIRNR - SRR ERBEEREREL  RIBRBRERI U, ASM » Mgt - HP
ARIBE BT S LIRMEE AR - FItBEARARE2 _ LaRIE L IR fibrotic HP BIBA » BRIR
BRIFEEEHEHIR - AR HP EERBRRRBHRRE - Y HESEERERE - S&IilH 1)
RBRETAEER - THRIBRMEE CEDM AL SEEENRR -

& GRARRERE

IRE— - (i sz iR e ?

HP B1ER A2 e BEERIES| » RULERKR A2 HP &AM # - 2020 £ /\ B Raghu &
ANEBER TATS/JRS/ALAT BEMERMKE2EITES]) * > Fernandez E AR 2021 SIRIER S U D7 62
ERFIFMMN Chest 3k DB K ETAESEIES) ™ ERKBAEOE LERIFNSZMRE -

| p—



mHHE5 I HZHIEHA D H fibrotic HP > BNBASIE ™ » SR IERRARTAEE FBFEFLA -~
R RERRESR HWES - MEGBRE EHIREEICTIARXERRNERM[ME - BEHR
fibrotic HP B9 ABRR EZHBIERRNA -

A AR 2% INBUILD #8 PF-ILD &% ' » 81355274 fibrosing ILD » B AEHHART H IR
(—)~ FINEE FVC TEANMEARE TEZED 10%
(=)~ FOINAE FVC FERIMEMEE TR 5-10% - 58 WIREEMB(EE HRCT 1B EMm 4L
@i
(=) EHREEMRBEEHE HRCT B4 CEFE M
EERARNGHRKRERZEN HP » AJLUETTEY)ARE

BIRE ~ ISREYRERE » EEZHREY ?

BEAE HP EERS R BRI A E - min kb4 C2Y) 8 E nintedanib B2 pirfenidone T
FEHH HP SR EITIE - Nintedanib 17 52 B INBUILD FFZE 7 » 483U8% 663 A » 26% FEA
& HP - HEE RN PF-ILD 226 - TEFIAEEE DT » FiThAE FVC BIERERERZEL nintedanib @8
F -80.8 ml » ZRIFEIEAABE -187.8 ml - MAEEEREE 107.0 ml (95% ClI 65.4-14.86) - BH
BAEER  RERDHP > 84 il HP B AIES nintedanib 2 89 IES L RIAIALLE - MHESE FVC
ZR8%A73.1ml (95% Cl 8.6-154.8) » Nintedanib 2 B giZEE] FDA :R:ERAE PF-ILD M—ZE4) o

Pirfenidone $t%f CHP /7RI VI 2 ER B R0 “BABRPRANER ' » WHNMER R EHIH B a &
A9 AN L pirfenidone » M4AF 22 iIfEA » KB—FABEMAN FVCIHRBEE » M4 FVC R
DARERES (3.91 mltb_E 1.25 ml) » 1B pirfenidone H_E % & 1 #2435 485% A 89 SGRQ BII5 58
FiESD (—2.8622.29 tb F 1.50+4.5, p=0.02) » YRS HELE2MMARBEER - Z—E48F »
Zoh &5 R 2b 5B RELIEF™ » £14# pirfenidone 7& PF-ILD #9%% A AR » LEAF S5 PF-ILD B3
EHREET FVC FRAIEMK 5% M L » R 127w A A 57 fi (45%) & CHP » 2EFR AR D
M 2218 71 15 5 pirfenidone S8 15 4B A BUR 48 FVC iR (p=0.043) » pirfenidone 4B FVC 7t 48 B
2 -36.3ml » ZEFEI4HEIAE —114.4ml > FEEFEZE 80ml ; 1 DLCO 7£ pirfenidone #Ath EAEEWE -
ZEMMARER > EAHNRKERREXRISRFPAILEE - WHRERET pirfenidone RIAEAE HP B
BYUR - 24T > IR BEFRISHE HP BT RIERE DI -

BETHN HP WEY S e BRERE RN/ RA & B REE N L REIH e Ein L
pirfenidone™ » ZAMRBARARTINAEESS - MUTEHUAM A4 (L BEY)(E A RAUL % B R I BReE 4 -

BRE= - EMAHERREAE  EREMBEYIEEGERS ?
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HERAFMERMR  RERETRANEEHP  BAREREAB AN 05-1 g% XBLER
B—R/NE 36 LR KAD (farmer’s lung) B A RYBEHEE IRELERIT R - (ERBERAE/\E - HRE
KAtm A —1E A 1289 DLCO il —=EhEmaE N B2 RAALE A B HRES (p=0.03) - BRI AFE
FINAERIERARREZR) *°  BRUMARADABERE N2 HP U FLERBEED Y T—EEHIERR
AT EERREN CHP BE ™ - BAlYNEEREAZ X - MRS - &ECRESAR B KRR
RalBgse Feets  RIBEAROAETEHEIFER -

REMFEAEEFEAZA(BEBRESXRKE AT 2 Mg MMF (BRZEIEE X 2-3 g) 5
mycophenolic acid ( BiZHE|E 720 g —Km#x )"° » EEEEIENERES - AMBRITTE RCT %

B -

— R ENRILIFF DT 70 i CHP fEA » 51 {13 MMF 8119 i3S AZA B » ZZIREEIAMMINAE
FVC #&58B—E8EE S - (B DLCO BIR AR EMIIEI 4.2%(p<0.001) » i AT F /D BB ER(EH ™ -
B—EBREIAMEZE 131 (DB A » 93 (IIEZ RIRINHI Y E 5 (44% BEIEEER - 35% MMF ~ 21%
AZA) - {F MMF 2 AZA Al B R0R> BB RS AR IE BB ERIIER - HRIINAE FVC MEEETE
TEERIREE B EE R ERSEER ¥ - MBI AEREERAHARINFEEEESSETE -

RTX AR GEINHE A ERENNEES DEERNRAME LR NERGIRE °  BRIlEER
e A E




$B75Ef PSS (Sarcoidosis)

& KHEIERAERIA

HRRRE—BRAAMBRER  UIFsEER IR LFE (hon—-caseating granuloma) &IR > &
RILEEZERE - BUMBAE - BARBEHNHERESAER » AMmES (HLA-DRB 031214
15)" BRERR A EEACEARKE AR IER - MIFEZREAALIRE (hon-caseating
granuloma) kI8 - 8RILEEZERE - BUUE AT - ERBBRVREAEDAEE - AMmEE (HLA-
DRB 03+12 14+ 15)" MIBRER R LB EEAE

B 1TERBUM 5-40/10000 A » HZ 1-2/10000 A ' FBEEFFAA (20-40 5% ) HIR > X
MHMEBEEER - AENZEEY > UinHl - 88 - EFEBALLRER - BREENEZEN - 3
fEALERA 5 HIRA erythema nodosum » BE/D A fliFbRIR (extrapulmonary manifestations) » JE
BEFANERIEREE - BARSMETE - MARALROENREEILHEEZES - &4
Lofgren’s syndrome » 71t A 30% SR B 7 1% (Lofgren’s syndrome : BA&[K / P ERELR /

erythema nodosum)™" »

RARFIARBIRBRKRILHEEDRTEZDRRE - BEBBETKEEAXEEERERRER
FECXK -

o MERAE

FEEERSABREEMIERBRRNE A% " - iEia% 2 20-40 mg prednisolone 3 H
FW) - REAEREEREPIESMERR - SILE - S5 - SERMZRNER - FES1-3 EH ¥R
ANETEHE - RIBRANIBER - AIMEER/DEIE - 3-6 @B % » BEEEREEIEKFE - Fu
X 10mg prednisolone {8 /> BENERSMREE - IREEAKRT) > ECEEREREESM
Bl & & B 75 N steroid—sparing agent » 40 MTX g AZA®*'™ - EmfEEY A AEEEREZCEAN
FFRE BEERNAERE - MEEHAN =22 ZNRABR - B—LLEERBEHMEMRSEEY
(cytotoxic agents) B - leflunomide 1 MTX E R & HHER **'° - 2019 £ Judson M HEHEER
BYA 5T = steroid &1 steroid—sparing agent B XK THAE (granuloma) 2 5B K7 B 18 E 2
EAREM ° - BRI 2020 F£H Kahlman S22 & rEEHE D RER R ERLEE MTX B2 prednisolone %55
— R RABEAYMNEETS " -




& a P2,
By £\ gk A O 30 - 2 Progressive Fibrosing-
mﬁﬁmm‘hﬁgﬁﬁﬁ 578 PF-ILD 2ia X Interstitial Lung Disease

B (anti-TNF) 258 = 428 B EY) - Infliximab EMEZAR - BRSEI £ adalimumab
BIBERAR - BAREEYHE n] AR B EEK ML - (B REREFMAE(L - BEEFRIKGEMREI 2-6 {E
BARAEEIE A ERR -

o FRRYEEIEE

PrFeiE LHH) JAK-STAT RISEEA NG T R AE & ~ 1B - EMEFMEXARNMHEER
AER - B ABEMS % — ~ 24 prednisolone ~ MTX FEYEIERRT - 7] E BEH JAKI/JAK2

blocker (baricitinib)™®® »

B — 1B 5% A ZE ) humanlL-1B antibody (canakinumab) - 258 BBt FL sk 515 £ 2 R4
canakinumab #H FVC% 9Bl %& +0.5%%1 -1.9% ° FVC A EEMNFA T B2 - RERIEALLERZR
48 20% ~ canakinumab 48 15% " -

B mTOR1 pathway RIZEYFFR IEEEITE - 2019 —E I E mTOR1 28 TH17 D1E& 8
Tl B AR R R R T2 A 18R o IEIRESTIME BEIR7E Lofgren’s syndrome & A R #Z 30 o T7E 5 1
KM ERTRERPEIRE S mTOR &R *° -

o LR

BRIl i E SRR D IRER R BRAETE - A A D R ERR AR E S RMEERIERATE
BAR - BEMESEESZIT 2021 F 9 BREGRT - BAEXRERINMECaREHE{a
BEMB AR PR ENAE - ERREBFEE—FME - BRITEESE 3 4 REVGR
COTIRAE, BREREHRR TN aRNINAESE -




oS HRABELE

REFHEERENAERE  EBIRGRENER

*Denotes unacceptable side

effects or insufficient response l

RREEER:

FRRAEERIR
BRI 23E
BERIEE
EmE (Qol)

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

BimizEsl iRA
AEIEZAE]
1R > BEES

HE

RIR

AME AT it i B8 R

BRBR
HRA :
( T T | ax \
WORERE | | AERIEE || AERSEE | | BRR AR o s
BESERE | | EBQoLTE | | BRQoLSIE | | witmEias o FERRITORCHLEE
BER WMERE R | | SWmERE:A | | SECHER o B
sESEER | @ RESEER o
S IhAERER S IhAERER o /AR RIAE R
o SRHNNERE
o SRR
o EMERE
o BRABIIVERE
o SRR S R
SafE o ERBEIEIS
ig*g A A A A A A A A b :
gz EEbaE B—1EEE B_aE BoAE ERRSE P
mEAE: HH ||| MRARGCs | GCs:BEMIE |, GCSHISSAS: GCsHISSASH.E Rituximab;
BEHNREN - NE B BE - SEENE5 o MIGAZA:  a (NE-ainhibitor newer agents
HSER T BRES AW | [ERIERE MMIFS;ELEF; such as JAK2
ASEAIME : SADs* | HCQ ZEINLHCQ inhibitors »

tocilizumab » RCI
VIP > FidiA b

l l l S ]
LB
R SE | | ERIREEE | | R e Jnaneemne
FEHBSIE | REIESWE | | FelESE petches
R IERCEH | | (EFD EREDH | | fEFD REDR
£(GCs) B | E(@C)E: | | E(GCs) EH
W PR ARINE | BE TE=R
B (SSAS) | | SBRE
HELE
. EBEMLERE
BB
wE T \
et s 3 IR RSP EFAERIEE
o i o BB REMEEST | e AEMLA
o L o (82 o PSR
it o DY o REEA
o BEXIEEE o SR
* BANTREE *IVIG
e CPAPHIBIPAP e SAPH treatment

I‘=/'=:/_\\
o FRIGE

® |[CD or pacemaker
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BtE FHEMIFEREREEMS (INSIP)

& FEIERASEA

o SRITIRE INSIP RMEME T 1/4891IP* - 28 INSIP IR RE AR B E - M IPFHEBN
FENIE MM L 1P (BFN IPF #BEEAEZE » INSIP B PR £ DAL M 9E A B £ (female
predominant) - B AZRD ZERF B 2ERIFELLTLL IPF F8 » K497 50 2tk h 077 -

o BRIRFEIR | INSIP NERIAARIRZRIEFEMN » TEBFmKMIZREFRBEIRSE - EARZIEN
R ATARSM - T2EFIEN - BRFREIRERIEEFRHERSE % - INSIP BEH
BEEE 0 MIER] inspiratory crackles ( # IPF £8{5 ) » {BRLEE D (<10%) BHFiRIE > - WA
BARVA FHTHAE 2 (5 PR M 38 & =R (restrictive ventilation defects) » H DLCO th& g 2% -

o EBELSE  INSIP BUFMES HRCT B/~ EAI FAMEERNIE T a4AREL (lower lobe subpleural
reticular changes) » I GGO kEHN M REREATNRIR  BERFEEZZEMETRK
12JC (subpleural sparing » INSIP F94524 ) - (BE2ANME DA EEREERIRIR (<5%)>772%0

o MHMREEBERIR INSPHNIZHAMARESERFHEZHINBEMLZE - {EHARE (cellular
pattern) 44 LY (ibrosing pattern) B9YaEE L& AT A - B0 IPF #8EE - INSIP liERAY 4B
IAETEASE AT R 207 o ZAMARERIR IPF 1821522 F AOSOEREREIE » KEBDRY INSIP 1£1E
EREEMIRIEY) R ERHIREE & IPF sie HP FHAh ILDs » ZFBEE—H W INSIP B9
2l " o ALER2ET INSIP 52 MDD IR ERT# - BIEMERIERT « MR B R RIERI AT
REEBREARAY ILDs™ 70272 o

o EYARE: BRAINSPRERTMNBEAABEZE R AERES > EEENRZEIH
(immunosuppression) I3 T0AREEIE © 78T B Bl R B IRE(CRAE - RIBRIIMRSRIMEIAR
FEYPAEERE PR S EERAE - SRR ZEY) “* 7 DR T I LB ER R ER
BRI A REERIRE (4 nintedanib)™***"" o

o [BEIRTETR : INSIP BIFB/E 3 #F tE CTDs-associated NSIP = —Lb 2% (B 248EER IPF 2R3
AREBDH INSIP (97878 2 LE8IFHY - H 5 ERFET RN 18%>*7? b4k » INSIP (97812
AR ERERNGIAENEE " MEERMNFHEFINEET INSIP REMNFRERIRERH
78290 sE—BIER - EIERE INSIPAA - EfFEEMRIRAMEMARALLLBLEL IR
LRI ABE S 5 F1FEZE (100% vs 90%) LA 10 F1HER (100% vs 35%)%° o




& GRARRERE

IRE— - {air sz iR ia s ?

BRIRASEAY INSIP B RN ANBE - MBtIRAEHE INSIP B R ERROS - B
RHAR—ENERRNFRER - KRN SERAUNSERNBEELEEZE - RIaEESAERm
[y 20921220 o 28T INSIP @A B IREERAEIGS] - —ARZRER - 7E INSIP 85 FZ B B AiE AR R 848N
FHINBERRIBEAVIEIR T » PIALR B¥HERAM M INEEREAFE R - BARBFIRFRER - QB EIAE

208,221

e 2 A B R IEAHE TAIR 2 1 INSIP % ABIFRZEEET - FiLIAS (spirometry) BIEE
SERNEFEIE - 2238 12 B A DLCO T 15% HAFETZRiERI ** - 24 DLCO BIEEIE 7%
By HBEEZ T > FVC 2— BRI SEMAEEMRAERE > HREIR6-12M@ABKW FVC T >10% £3E
TERBIUAER " - Fib - WAHIBEARBEEMERR (FMRZ « PAH) 8 FVC T >10% 5 DLCO
> 15% EEREFREE - EENEAEZRI U MRAZES ANEIEE > (MR AREEYE
TEFREELRS °° -

IE5h > BtRAERAIT A 2E INBUILD IRRE (EREA PF-ILD NER ) » BIEZ2E A fibrosing
ILD 8958 A ( 8215 EZ/DE 10% B fibrosis extent) » EABERREIESEE ZAE ~  EMERNNH
WU TBEE =z — - BIRT~EEEHERE (progressive phenotype) :
(—) ~ FhIhAE FVC FERIERE TREED 10%
(=)~ BRINAE FVC TERMERE % 5-10% - £BIFREMEAREEE HRCT 1F i a4t
BN
(=) FIREERECEHA HRCT iRmimd CE g
ERBARERAR TEEM) INSIP » a]DUBITEYEEE -

BIRE— -~ iBREYRERE » S EZHREY ?

BAPAE INSIP > GZEilEE (EEBRMNGEINHE ) MARAENER - Hh B EEE
2FE - HiEE R INSIP HUFEIA R LE °°% - A2 A BBREAIEE 75 #1557 F1M glucocorticoid B
BZOEENABEZGESZA > —EHRRSIELERBESEHES 0.5-1 mg/kg £ 40-60 mg
prednisone (in non-weight-based dosing) 2 & & By “*77* - RIS ERERFEREFEZ ) —E
BAEEERDREE - $¥ INSIP EREERNTISARIERE 174 = 12168 7 - ERI—EX
BREIR - ERVEZTEE I EERERA - RARZBIEN prednisolone - BHE KR » FIAKIE (0.5
ma/kg) AR EEEHIAEERART (4.7 compared with 7.7 months) B *° - AT REABRERIEZZ X
BREE - thAAE RS ERAER S BB -
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BRIEZ 4h » —Lo B HNHIEI a0 AZA ~ CYC ~ CsA 1 MMF tha] IAZ BRI fEEEE & HHEA » LAnsg
FEEERARNIMER *° - AMERARFREZESHERRRIGEIE - B2 iNSIP ER2 EesmEaE
R ? BRAEFERFYEL N DHEBRRERERGER ? BalsELSE *° - REHY INSIPRBA
FREIMREIR IR (FTHREERTRRERERI K EEE R AEN LR RIEE ) BeiE
81% KIS ER = o BEWILL - 1B 36% HBAREZEMBEEHAE - B—oBA (19%) #EEHE
5 FEMEERE  IDARERIE -

RIERE  REHERRRINGEEEENAELE  BARESRNFERBABRIEES N
BEHRLABEICAR INSIP BRNFENRERE - AP AEEEAR !
(—)~ BEER (mild disease) : SR AMMINAER FRER/ B EARBRE -
1~ REAN  BARBRUDERESHEERERNEIEIAERAIT -
(Z) FEZEEEERE (moderate to severe disease) : BEHABPEZEBEEM » I
AEte BB IRREMIIEIS - HRCT MIERIRMEE 2 A= &L -
1~ RIEAR  BE 0.5-1 mg/kg (IBW) prednisone FIEIERHIA8E » RAKISE
AR prednisone 60 mg - 1548 1@ B - A& 30-40 mg 2E85h 2 (@R -
2 WA EARIE/ BEMMA : prednisone fE7E 6 £ 9 il B A ZF#TR 8 &
BR5-10 mgMEIENED) - BERE1FRAEFELAE - BREEZRE
FRE _BRZEEE (2 AZA S MMF) 281> B AETIEZE6EAN
prednisone AR EEAI - IARELED A B R IEFIM 14 -
3 HREBERLZERE/ ERENREA  BAREBMIEERBEEEERLE
[ERFE A &R IHIE -
(=) EEEMER (more severe disease) : BIERAEMREE > fINAERZE - ROIAER
EERXFREREE
1~ {83 1000 mg/day 89 methylprednisolone ARE AR 3 K » 7878 #4TU0 At
fZ 5 M prednisone A& - —RBR /D EELRIIMIIRENAE

b BEEMNEEIREERAENBERER BT EER BN ERISE - BR3P
LEARFE#BIE 20 mg/daily prednisone 8@ 1 {E B #9fEA - SR ZEREINHIEIAREA - EEEFELH
Aifi 28 82 A 3¢ (pneumocystis jirovecii pneumonia) » E 7S @RI R B REE BALAGINAE 2% o WE5h > fif
INAE FVC F DLCO MEETERAMEEABRENMERER - MBI INSIPRABEERIAENE
R R4 FVC AREARENE /B 10% 5 DLCO T 15% M F » EZEEFRAES

S —H iR AERTE




BRE= - EMAHERRERNE  EREMBEYIEEGER ?

—RREKER - 7 INSIP fIMfERIREL » BIA BN RIELAEE -
(—)~ 48 (cellular) INSIP R A : BEHEREEERENESHZEINTIAERERLT
IR TERAS s A B LEERE -
()~ @4E(EBY (fibrotic) INSIP R A ERIBEETEMERIELRE (progressive phenotype) »
BEHARNGEEINFIAEERARENEZR » AXDERMELEEZR 0% HIb
fibrotic INSIP fE A BB S RILL G & B34 ME T4 B FaR B = 79%%°

EFERBARRINGFEIGE - DRIERERREA - AU TSIEREYRVEE

(—)~CYC: REINSIPMEAARBEHUUR » FILEMBEINFIAERN 2% » AIUERE
212

(=) RTX: BHEFEHEREELIR RTX ¥ INSIP FASHARDLEGHREF (undifferentiated
connective tissue disease » UCTD) B REEAIER *°7 « AN EXE » B2 5
FEARBERMEEIHEGE NMEMEFEERN INSIP > OJZE4F CYC ~ RTX 5
IEABBAESIIHIE - MM ES - I EEETHIBENHE ™ -

(=) s EY) - HREERERZRINGIESEENIFEREN INSIP » FFRE—
Yo7 fh 4 5 254 - B13E nintedanib B pirfenidone FOBGFRIASS 15 B4R T
IPF BORMINEERBAE B EICIN » thEZIR BT AB AR D EHA PF-ILD ROBHINAE T &R E

37225

f£ nintedanib #4T 52 @AY INBUILD F 5T ©° » 484 UK X 663 & PF-ILDs f& A - E e iNSIP &
125 A (18.9%) » XEEED I » 64 {iL iINSIP &5 A5 nintedanib 81 61 ([ 1EZ L RIEIHLLE - m4H
BF FVC 8% 141.6 ml (95% Cl 46.0-237.2)( B+ )™ - #—HD# HRCT L& UIP-like &4k
BUARRY 71 LA 4E(E INSIP Jm A ¥ nintedanib A < & - 2537 34 i1 INSIP i A3E = nintedanib &2 37
RS TREMALR » WASEFVC ZRA 231.9 ml (95% CI 94.7-369.1)( B+— )** - 1B —1@
48 # ~ ZHRLESFREM 2b 558 RELIEF trial 3 » ¥1T5H pirfenidone 7£ PF-ILD A9R ARIEERY » 42
HUgZ 127 {8 PF-ILDs B9% A » EFRBEE4H INSIP 27 A (21%) o IEFFE PF-ILDs I EHE 6-24 B
A FVC TERIERRE 5% M L - REREIE » EEFARNBEINFEYSEE T - 85MES pirfenidone
A R L RIBREEEHLE FVC 23R (p=0.043) » pirfenidone 48E FVC 48 @742 36.6 ml » &l
48 FVC B %A -114.4 ml > M#HEEZ 80 ml; M DLCO 7£ pirfenidone At EEBEE N E » BEZ S
MAEEER - b FR AR R T pirfenidone ATAETE PF-ILDs ( 83 iINSIP) EBER R - A BAIEE
FDA :R55Fa % PF-ILD ME—ZE4) 2 A nintedanib®® » ME 2 progressive fibrotic INSIP &4 %
A B — (B LRV *° -
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N analysed Difference in rate of
Nintedanib Placebo decline in FVC (95% Cl)
All subjects 332 331 —@— 107.0 (65.4,148.5)
Hypersensitivity pneumonitis 84 89 r—o——c 73.1(-8.6, 154.8)
Autoimmune ILDs 82 88 n—q—i 104.0 (21.1,186.9)
iNSIP 64 61 |——o—| 141.6 (46.0,237.2)
Unclassifiable IIP 64 50 b——o—'—u 68.3 (-31.4,168.1)
Other ILDs 38 43 ._.—.—. 197.1(77.6,316.7)

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

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

(E+]
DITAREFELE ILD BA - 72852 nintedanib SYZEFIAE LR MASE FVC HWEER -

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

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

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

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

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

(E+—]
D HRCT A48 UIP MiAHERIARZ ILD B A » 7455 nintedanib Sy EAIAELEBMIAESE FVC HOZR -




BREM - SRR AESHEMEE TNABERE » TS EMLEIEZEaR ?

iNSIP EBZERER - HERFEZHIE L IR fibrotic INSIP > HARTREIERAHE - RN
fibrotic INSIP BOB AR EBZZZBIBNA » BT 25 ERREERNSENTESR) - RHE TR
@HEEE) (490 nintedanib) 2 LEEIFAARSRE =7 - AMENFELBRBEFER(LH INSIPHEA
BEMERFRREEEEZNRAKRE  ERAHRERYSRIDRENGTE - AJEEEHEMIEEY)
B o BIg0 - BRARIREME (SpO, < 88% » EARM K RAZDITZ PaO, < 55mmHg) AIEA -
BIMZE RS T RER (G156 /06 ) WERAE - HREIRITREBENEERA > ERNEHNTAZR
BEEN *  MARSIMERAE - LN ZHEBNEZED IR - ITUREEERERITIRE
HOER - E2EMABEUEYNEAIFEY A RIEHIR - S Er L2 B Rl — ] BAERE - (B
IR PF-ILD B93RZEaE - ¥ REBINE - HE A LR B MmaTFEYa R ) -

BRER - EEAMNEYEERKREERS 2

B Bl s EEH ¥ INSIP FTA9BR IR BREEY) - (B2B — it ¥ PF-ILD M— iR R RINEET E
%, HepFBERMERMEMRASE - LEZHH nintedanib £ £ (post-marketing) 89
ESIEEUE (surveillance data) #R&Y nintedanib ¥R B ARB/ER B2 E 41EE S/ fibrosing ILD &
f# progressive phenotype B9 A » REREEER ~ iIEE R REDAENZEH LR E  mMELE
B FREUE (real world data) th 2 HERRBER ~ EHEGHEIAME - BA « ZEIREESE - FHEERS
nintedanib 7£ PF-ILD 8 FH=R -
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BN EENEZRAEERR (uILD)

& KHEIERARIA

ulLD % ILD BR/R E4%38 MDD R EVAD SAE R — R RIRAHELRRY ILD( A BE R ERFAY ) » IRAATAY
14 ILD 1EE£H 20%" » {BHZ /DL ulLD B A BE RS PF-ILD BRI ARBRHE - ARERARD BN
iEEE - BRIRBIRERUARE - IRIBEIMNRRMMAR > HEYARER FESBEIAE - Atk
TN ZE A R I (BB a AR

HERZE PF-ILD B ulLD AR - BRIAEZREY) - SEAMMELEEY) -

Nintedanib > 7£ INBUILD trial” » ulLD & AfE 7 E A 17.2% (N=114) » TEEBIA9RERE DR "
R FVC BYETBE » {8 nintedanib A9 ulLD PF-ILD 5% A B R ¥88 4878 15 68.3mL/year (95%
Cl -31.4 to 168.1) Y4 = -

Pirfenidone » ¥ —25 —HAfg Rt 880 (N=253)""' » BA PF-ILD 89 ulLD 5% AfE R pirfenidone 18
WA IRAATE 24 BRFERRERF O RIMINAEEET (site spirometry) ZRIB 15 FVC 95.3ml (95% Cl
35.9 to 154.6) W E » FEIENEREEARIARUMARNREEE Y — > MEEBIRE 24 BEERE
KAMINEEERT (daily home spirometry) &8I BIZERAF T 4E K ¥ BR 4B A9 R E0F8 (median predicted)
FVC i #ERRREZ= R ©

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

INBUILD (nintedanib) Pirfenidone phase Il trial

PF-ILD % = MFREHIBLIRN TE— 7ME BB R AR IR T H—
. FWINRE FVC FRANEMBEI TREZEN10% | 1. 4BHIAHINAE FVC TRANERRBIB 5% -
2. FHINAE FVC FRRHEAES TRE 5-10% - 2. PREEAEAE(CEZBHRREICHE - Rl

HFRFIRELEREREEE HRCT fRifh (BRI ulLD BE3I#ERNHEE ) ~ M
KA RN B HMERFASIEE -

3. _MIREERE(EEHAE HRCT 1FHHE
A4t b e hn




& GRARRERE

IRE— - {air sz iR ia s ?

BRI EMREROUENTNERARERR - BIRBEZAIAFZERMINEEN TREREREMURBEA
RORERER EE AR BUR ARFRR B FIER - MM CNERBEEHATY - RIH SRS ullD B9 PF-
ILD > BRPHLFEYE - LEHENEHEEEY -

BIRE  AREMRERE » EEZSHERGEREY ?

BRI FAEERES - B AT nintedanib 8 pirfenidone B8 Z MG R EE7E ulLD B9 PF-ILD » {8
FEYNRE L > B EREERRE AR S HEEINGIZEY - MIRBERNRBZECAEE » TEYHE
MO EIRBERIEESE - MmETNEECEYNHA - BRITVIBERIKRERE °

BE= - ERARGERERNE  BEEMEMERELA ?

RIEL EROERRELER - B AT nintedanib & pirfenidone B Z MERAREEIETE ulLD B9 PF-ILD » {8
FEYSEL > ErEREARERE RN S HRRIHEZEY - AR BRNRAZRELCIRE  FEYHA
O BMKREREER - MmERAEEENNHE - BRITNRBERAKERE ° ullD B&E EZDARER

autoimmune feature 1BEIRYETEEER °

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

B—H ~EER
SETET AEM A R E MR E RIAE
SE=EN ENE A CRE B AR A AR R e R

i
=
o1

g M C R B R RO TSR e R
g MR R E RN L BN R

3
B
=)

F—0 ZPEER

o H¥ PR-ILD ROIFEWIA R - REFRIAE « MERGE - WBERNRZREEARS - &1/
BRI

s HAERRAENS > AEMREBRTARERLEMN PF-ILDREA > BRSHEERAEAKED 15 /06 ;
FHERYRELABRERNDS  JEEPFNRSZAEFZDTERER - HREEZMEITFRRIBH
PF-ILD A - RIFIZB{EAFEELERIEEEESRESR AR s RATESHMBETEE
SMFIRRBE - PHEERLEREERZERMERERIGRE -

o HETHERZA > BEHBABTEMNR £EmE - BN HHN B R SEESHE - HER
BFEIFIRIIGR - BRI - BEHE - EBNOEXF » BENEIONEIEWEEE « R
&M~ Mm@ R AR TR AR - BRAREER ( AR ZTRNG ) © IBINEEIEES » E
fEERAERNEERE




o [IRSAEENISER(LM PF-ILD B3 » EEY I MERITEAERPENEE  BZET2REN
BIE Y — o HAISTY ILD ~ IPF ~ EZ 2 SSc-ILD 8% » $iTEERE A RNENME > FEREEET
FEBINFRFSABRIEME ~ N AR K BHERROIEM - 1B PF-ILD B2EESHEEZRAE -

s BNAENIZERERENHESRALERE  EANENRESZEGN - R TEEIHASL
REESNEEABSHEZEZAEERSENENHBEHNE - HRAZE@HEL LD RiEEE
ETRR > ELER RSB RIEPIAER BIRERImANERTE K - WREBMENERRES
Kt - EE A ARBRESEIE BB BNTEERN ILD RARERIRESKRZEETE
BHRRARITER » EiF » XUE » RIS S8 RREAEIETREBIT 5w - WARERENERR
B EARERMSIT -

BT EtReCREEMRNARE

& ZRENERGERER

RMEZE PF-ILD MAEHZE - URBERZ B A SR rIER 2R S - ZEEH
HHERIAmABE R MRS FREENERISE

FEIMWIREIEN PF-ILD MARNRENRZIFERRBER » MIEFREEBRIKEEES
mE &85 8% (high-flow nasal cannula » HFNC) 2] IAZ B A R - —ARHKER - L8R A ¥ HFNC
BEERZERS - EeESFEFMRBENR AT RERZKRE RS FEEES (invasive mechanical
ventilation » IMV) e

& BRARRERE

RIEE— « REAREE T ERERIS (severe chronic resting room air hypoxemia) B9 PF-ILD %
ARTEZERFEBERER (long-term oxygen)?

(—) B8 REZENZEESE 2020 EEMHIES - MAERREBRNE) EHEAENR
EARRET DAREN L M E 12 (pulse oximetry) BISmE A Z SpO, < 88% - SLENAK M &
REEDHZ PaO, < 55mm Hg™ - —IBEEMMNMRRE L iEHEEE T HEE
W MERFFHLEHEAERELA ILD BRE » BErELRALE—F  ZFHNAEN
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MAERREEDSE) 24 R (cumulative incidence) 2 Bl A 2.4% » 5.6% #1
16.5%*" - BIMRIEZEEMIIFEEEE 2015 EHEMAVIES| - BRASHAE PH - BlEE
HRIMERSA Pa0, < 60 mm Hg™ - TEFRRERER) NESE—KEAAERB
15 /NEEBA L 0 o [T RBIESN - FREREEESRERFAEENERMEN
ILD AR EBRMENE—TE -

(Z) 581 ETXR) BRIFLWESESEZNBHEEER (critical outcome) ; EfthHEEZS
EZNEEGERECTENTREEE (dyspnea) » E 1 (fatigue) - BREEBENEEFRE
(health-related quality of life » HRQL) - H & & B2 & &) (physical activity in daily
life) » BBEEBRFIA - BHAE S (exercise capacity) M1 21 *% -

1~ BRNRBEZERNBEH DR > HEbnENERRERNERERIYHERE
COPD MIX it - MERBERERENEMHARRRKEERMAR COPD fik
ANEBRBIETRAGT R 0795 o

2 RZMRFEEREERERE SIS TIREH « %55 MR EAmEEE R
B SRRSO/ D EEERAA

3 R LD mMARFEEREZNZEHERERD

(=) 4w RPFEREIHAERANG OEBERAESEIEENE » BINEBERENE
TERERMNEN PF-ILD mABERERESRKE D15 /)8 [ BZUEE (strong
recommendation) » 1R{EEIER S (very—low—quality evidence)] ** o

RREE— « EEIISBEBEEIME (severe exertional room air hypoxemia) i PF-ILD A2 SE
BETEISNNE HEEEFERAS R (ambulatory oxygen)?

(—) B8 FHFEMER PF-ILD WA EEHIRMAREMNR 2 — » FVC ER 50% FERI
EMILDBABE N AN L EEEFHREERNE ™ - RIEZEMZREES 2020
FEMVIES . NEBFREERNE) TEARAERDEITERR (six-minute
walking test » 6-MWT) F12%4 SpO, < 88%°*° - —IEIRIE F il E HAVEBE M FE
TELRATE—F > ZEMNAEN NEBRREBNS) RBRBLERD A 6.1%
17.3% 1 40.1%°"" < ;EENFFEEEBREBEMAAFA - HIEURAERE B FEREREN
FERREBARBEZRANDNE  WEIUFERRARSE PH M PHASHTAE
RIGRFET R 202  BoL » THREIRS M A T RRIEE BB AN S EEEER/ D ZEaZIE
i 239




(Z) B8 EREEFENE EREROZLGTBFFESTNHRRER  HthFEES2EN
SEEREOETRESE RS  BEEES - BEEEE)  EURMREE -
1~ AmbOx (ambulatory oxygen in fibrotic lung disease) &g > »

bb &t B ST E A S8 I 3 4 B E B M & (isolated severe exertional

hypoxemia) B9 ILD & A (n=84) » # BEA B EBHEAER ST SR MmN

FEAERAMAE R E * - L BRER S EERETE - 815 :

(1) ~ King’s Brief ILD Questionnaire (KBILD) » EES#MN R/ NGERAEEEE
{8 (minimal clinically importance difference : MCID) £ 3.974"%%? o |12,
ERfE 429 # (mean difference (MD) » 3.7 ; 95% CI 1.8 to 5.6) ~ IFIREAE
HEBLEEN D (breathless and activities scores) BiRREIEAR D B (chest
symptoms score) fREEENRE H B EEFERER > BEBMRERD
2 (psychological symptoms score) B}8 B ZER -

(2) ~ St George's Respiratory Questionnaire (SGRQ) » 4295 E1#9 MCID %
AUP o Ih BN EA AR U ERDE (MD > -3.6 5 95% Cl -6.7 to
-0.6) #27EEN D8 (activity score) BEREEEN - BETEBTEMR D
(impact and symptoms scores) B8 B ZERE *0 o

(3) ~ University of California San Diego Shortness of Breath Questionnaire -
FAMAHEHE B % TEEN RS IFIR E A 1IERZ - H MCID & 5U*" - Lhi 5858
NMERERAES 8U RES 20

FAREAERACHESEHERASR  SRANEET18E 2.2
A2 SERNBEBRAEBSNDETENRBEFHERNRE ™ -

EEFIENEAREERA KD KM ER X ks (randomized 2—-week
cross—over trial) » FERERETIARIERERER M (sham device) - thREITE AT
fiy (blinding of assessment) %%« tE4h » AR ERNE LS EEERANE
HE SR EAESR S ESRAEBERNEERENF RPN - A
BAMBEABERLESE R IBIEAERRR 0% - EMEMI 2t RS RAVMS
#1478 2/3 SR ERTEHEEHER *° - thIh - £ AmbOx ilER 2 B EA
¥ i EREAPEDCERITR TS - (LB R E B E RIFEIE D TRalBRATATITIE **° -

2~ H=ERA A2 E T E I EEEE N R R EITHRE D (meta—analysis)

2235 - (FRER AR (acutely) 1810 ILD m AR D 81T E BB (6-minute
walking distance) 3 18.57 m (95% CI 11.14 to 25.99m > I = 0%) » W B AJI%
D 6 8817 EBIEL 45 SR AFAY modified Borg dyspnea score (0.37 U ; 95%
Cl 0.19 t0 0.54 U ; P = 0%)**0240247
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3BT AmbOx st HMAEAERYE LD FmA B E ST EIN > BRZHE
THMLEEE S AR R AR ERAENEREY - REFEEEN - BE
BSEEEENFIFE TR “0%0 o

4~ DEWRKRE LD mAEBEIHNMEH B EDFERERNETRHER - —F%
ZRTE 2016 FHY Cochrane review TR B IRFAIRREM AR RBBEFBIER *° -

(=) % EEHIN S THFERAERNEENE LD WALRBEEBNEERE
EBRIFRIBARET AR - & NEMFELERERMNE) 19 PF-ILD WARE
BB E QB EEFERER [ BEEFEE (conditional recommendation) » 1
B  (low—quality evidence)**° -

BIRE= ~ BEA MIFIRZIBA) PF-ILD FEA » EZ{ER IR F ?

(—)- B AENBESMTREBHN PF-ILD MANREFRZFEAIAREEH ° R
ZERAR IPF EIAM M RERIEE RS IMV BB ATRRAME » IRASETEREER
RERBIR 90%°* - 12K (HFBIR RN 2008 £ 2% ) AR HARERIRAETE T
B& - {BANIEIL 70%°° - BHf—83F IPF #1 CTD-ILD A/NE! (n=20) R R AL
WABE S MITRZIBMIEEIES IMV > BFRASETRIESR] 100%™ - BIFEIEIE IPF
M fibrotic NSIP B9/N\E (n=27) ST RIBRRE#E IR IMV B9/ A 85% TERRASET
BOHERESFFURZEIMBE ™ - AibEFIEEERE BT EMRASER
SEMBIBR T R BRI E RS My 200292258 .

{FFIEEE M B R (non-invasive ventilation » NIV) 8] HFNC oxygen therapy
BRIMZEENERHE  BEBIMNEEZ B PF-ILD m A B AIREE D AL sl B it R 1R
HERTE M IEEE 2 -

— 8% IPF ~ CTD-ILD ~ ZE#FER ILD WA B4 SN IR R I8 AFAI B — /0 Bl
MHEET - BEFERANV ZBEEMEEE (30 X ) 7E ™ - S ORI ERIETR
ERAFREIBNRER MK - AAEER ILD M ER(E - 8 NIV BANERE -
BRREFHEEES IMV - [FAETAE (extra—corporeal membrane oxygenation »
ECMO) FIFRANFET KA =R *° - th4h - [EA NIV &R AR ARNSERELARS
BREZ - HESIENE  BESUELR IPFRARERY NV AEERE - H—F
FOBETRATIZARBIB 70%°°%% -




[R+=] PF-ILD BAERIHEBRMERR A ERSINREMER S EREN TR 0%
] BRAEE

R P RMEA B R A TR R IEIRIR R LE R nT 2 D
A RE RS TR ERS #8385 2 (minute ventilation)
IEREER S LAER BRI R ATE (tidal
volume) BRI ENITERARIER (positive end expiratory

pressure » PEEP) » DA 5238 i BB ZRRAVAESY -

BIRIITIRERFERR AL ITIREZAGER  BREIEHITIREE » 135548 (morphine BY fentanyl)**® -

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

AABS IR B RS - AETESIERRAY

;ugs_:z l\\‘ 5 f 48 o
rEes B T2 R IR AR AN TR SR R AR

&0 FiO, -

HFNC oxygen therapy iR ERFRFHERESMETREIBNAE - —RHAMX
REERAEDITEIR - HRNBAATIEE HFNC oxygen therapy BIBUR/MEA
BEEES MV %S - BRER NVABLLARSAEZRE *° - AMUILAERL R RMA
ILDBA » MEZ BT ERE LD WAMNGRE - E—POHHBEREETEREIE
MRE RIEZIHE (do—not—intubate order) B ILD & AP EIAMEIF R RET - BER
FMERIEREEMIESR (n=30) » f$F HFNC oxygen therapy @A (n=54) 4 30 X13/E
(HFNC 31.5% vs. NPPV 30.0% ; p = 0.86) FfRRFET (HFNC 79.6% vs. NPPV
83.3%; p = 0.78) MR BAEE » BRIVFETIEILEE > WBRIDERAREH - B
EOERTIFEKEIFET A ™

(Z) -~ & BREASEMIIREZIEA PF-ILD & » BJ{ER NIV 3, HFNC oxygen therapy °
EEEFMBENRATRERLE BIEEERS MV RE [ AR08 (conditional

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

& KHEIERARIA

BUMITIRE S (European Respiratory Society » ERS)/ S=EMIfEEE (American Thoracic Society »
ATS) BE A BRSEIR (pulmonary rehabilitation) T4 T—IBZEMAVAEREN - FORBREREE
WAETHENL - ARBRBRAZSEHNEGENAR  BEANSE2EF IR - AEITAHN
2 BNERSIEEE - MIER - REMPIRIABFIEEERNITANNESEERE] > HER
RENBEER « IBINFEEES - NEREEBNEERESS -

FEHTHER ZAIE > BZERAETTRENRKEARM DA E , E MG S FE modified
Medical Research Council (nMRC) £ % ~ B2 & )& [E Ik f % (SGRQ) ~ COPD ¥ 1 Al & (COPD
assessment test » CAT) ~f2EE:A&E 2 (Short—Form 36 »SF-36) %% » INAEE G 2 — AR A INAE -
fm a4 (lung volume, LV) #l DLCO - EZEERE NG A BUER D 8EH TR (6-MWT) ~ (O\FiESITH
8k (cardiopulmonary exercise test » CPET) » ZRIMERMVBTIEERIEEDIIGR - MAKE ~ &8
MR ST > HEmIIEERENMERTBHER - BEZEFHBHIIT -

FER AT NS BIEITFRIG - £ TRASIEE  [HNEEE - HAITIRIGE S HEITR
SFHEITIRSIS - (S EIRIAIEIESE - EELEEHI - B USRRITIRALA S EAMAHIER - BUBMEA
HEBIAES - BEYIRNEEE EERREANDET— R EAENEEIIR > URENRFES
B8 (R B /D IR R - 7ERRRIRATEH B - BRBE I 6-12 BAOSH B - ST 2-3 RAvHIRAETS
SRYIGEE 30-50 588 , —BIALIEEIZAE DN DS TR L H9H/T R 70-80%R944 - SL6
CPET BB AIEEN FL#1H 50-60%BIH4 + I Borg [FIR ME R F MRS 4-6 S - RUE
B2I6RE0% E RIRIRRE A MOOR B IR - Bt AT AT R D SIS A N 8 - BRESI 5
B2 IR SpO, <BE%HIMA - IR EFME SpO, MH57E 88-90% k- - FETEHIIGR 3-6 A%
SIS SAIE AR © BT SR B BUREE PF-ILD B ARIFIRE S - 125188
HE7) - TEER PF-ILD F A SES BEATE -

HRNRREEER ZRA - BIENEMMEAMIFEY S BRIZHIR - JAEREEMBE - HRER
IFEBEERNRA - MERINAE R - EMBER - WRABZINHERGE  TAEMNRLRANERE
BallAR -




& ERPRRIRE

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

(=) BONITIREE (ERS)/ =BIMIEEE (ATS) ELBIREMERESR TMERE—IEE
HTAaEEN - aBRER R AETHENE - RARIRBERAZSEHRE
BLI aRABESERHIR HBENITRNE  BRNTERKEEE OIERR -
ﬁﬁﬁ@ﬁE%L#ﬁ%&?%ﬁ%uﬂﬁié%gJw°

(Z) ZEMNMERGE - BIOBANEEREG - ERATBREURESFTEK > TR
HAERRBRNEBNTERRRE « MERERE - EYaRim RN RIFRNFEER < JF
EYDRBENERER - BHER - EEANENERERIS - AU RS REERELE
EmBENRLI - MAHABREEBEESIRRIZ 2R - UHERBEABLEERE X
ZENRERE  RERAETEREARNTS  BIEH - FEIMKRHER » DUB
DA ST AR R EIARAVEN 17 =" -

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

“ORESEAR - FUELE N OR R 2

1B INEBIAE

C EREEENEERE
RS A EN S

» RETALA BRI ERAYREN 1

» IEORANIFIRINAE - 1B B BEENIR N
REEENERE

VRSB A ZIRIR I B IR ERAE

e~ o~~~ o~~~ —

= 2k BN
22

IRE= - #I1Q PF-ILD B AMTAH1ERRIRRVFHETER -

FEITIEIRRIRE - FEEHAETRAERNINEE » BFENR - £ERE ~ EFHME
BERSRENES - 15 - WEHHE (EREIRER » SME  PAH » EE/EW EFERESE )
BUEEEMTHEZEMEE - A0 MNERANIEESRERAMEREES > WENTIRE ST

(—)~ FEAEHE © [FIREEE PF-ILD MAREBREREMN - BJ UEMERAI R ORZ BT
EIFIRE EAIENR - W 0] DURIFIRIGAIARR SB ENEEN 38 E - e ¥ PF-ILD AOBFZE
MMRC EXEZEREANIER > ERBEBANSEREIMNZM - RIBHABRNITFIR
(AR SR A S T IR R BB EE - IR ENERERE LT RRMINAES 8 SGRQ
18/2 *° - MMRC IR R R R T HEEE) - MDA EREZRNRERE -
I EASE T RARRR ° -
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()~ BhIhAEETME - FINAEIRE » 3% FVC ~ FEV, » #8fTEE (total lung capacity » TLC)
FDLCO - ZLeHEFE PF-ILD MAEXRBNENIER - MINEEERNEERE -
FIAE B 2 EFHRNRE - BREMNMINER SIMIREEEASRAZENESRIN
SRS - BREE » MERASEE NSELMINAENSH > -
(=) EBmETE -
1~ NP ESTEE (6-MWT) : 2RR PF-ILD MAN—REREMZE2NIE &
Z21RIE ATS 15517E 30 AR BMEMAIITH *° - EADESTAR ZAIE
S 20-30 2iE - BRAERRE < REBRET - BESRME « OFE
FIRSER « MEENE - ERIFREENFESZE A Borg 2FRETE
EEBE PF-ILD OB AR » Ao ESTRRHIURERATEFRERTESE
RENIER - NDESITRRENR/NRKRBEZEESR (MCID) » B PF-ILD ¥&
A A 30 ARMEBLERAZBREBNEL * - NOESTRR B
ATFERNTERAIN - 85 FVC 1 DLCO*® -
2~ DITEBINAE R E (CPET) : OB INAE IR S I IR A BRI E ST O A EMN

Pl AE 88 Bl R A RO 8 BUS2 T > PF-ILD s ARVIZEEN A B EME R 7] R BB RS
R REBRMEER  BERANSENINERER " BL@tEs/RRE - EY

BEATRE  EIRMFIRER 70 - £BA PF-ILD KR A » BENHE o] IR MH]
RATESPEEERENIER - ¥10 PR KR - BEANTIREE (anaerobic
threshold) » B AFESRE (oxygen consumption) F1 & AXEENELE (workload >
watt) FSEIE - ERREZEEFHIREEREE -
(MU) s £EREBENTLBEREEELE EREHEBEEER U TIREAETMUESIRE
HEAERERS

1 BEAMRAERS (SGRQ) | BEEAMNREERS 50 EIER » ik ={E%E5 :
REAR (BEIER )~ 5&8) (16 [HIBE ) FlF & (26 EIBE )*" - 4254 0 B 100
DA% - REMSBRARARBEEANA ERERE - EBRFREBEDH
FVC ~ FEV; » "2 885 1T RIE A mMRC BEERRED 77 - AT » BB ANRES
B9 E DLCO D iE5 4TI B2 B E 1B IR A BB E BRI 2% -

2 ~ COPD FH&RlE (CAT) R—EBHERNRERS - £B/\IE » BIENFS D
8A13)5 5985  InEZIBERRRHE " 95400 - BHOHS
RNEAEREBBNEERERE - CAT RARET2FHE COPD B A -
ZMmEMSNEETERNEMER - BB ZEWEAR CAT (FAR PF-ILD

A > WEIUSIE PF-ILD AR ERERE 777 -
3 - (REEABAIE (SF-36) E—HBRRAMARR - REFIEHNERETRHE
8% - TE/\EEDEN - SRILBMEE T  SIEE  SBEE . 5

e IFREAE  HEINEENOIRERE - BEE OIS D HE 0 F 100 2/ -
Sols  RTRERFERABNEEREMLY - SF-36 £ PF-ILD AR B G
EEERBENRES * -
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4~ BirEEEE 5K (hospital anxiety and depression scale » HADS): 7] B
TRAERREANE / IBRAEZIBNNGRER °°  BAMNARETR » PF-ILD &
ANEEENEBIERDBIE 25.9%F0 21.4% (HADS 519 = 8)°7° » BEEEM
RENEFERNER AT ERAREEZR BTN EEENERESREETE
PF-ILD AR TERE -

EIREM « PF-ILD R ARAHERAVITIRE -

(—) WERBEEDNIR  BARE - EBEMOEXE ™ BRERLNMERL
BHBE - BEEZERRIAHIT - PF-ILD mARIMER S IE S HILAFIR - (5]
aFmREIAR - BERES (BE LT ) BHES - ZREIMR (FRE) - FEsIlmm
262,265,276,277

(=)~ HFREIAR © BRI A BEEMIEITIREIARFRE - BER A RIRITIRIRIE TR - 1F0R
SRS IR ERRSR - FABCIF R I RANESNGNIAR - AT IASRURIFIRAN 2 B AN ( MY A2 3LRE
) HEE) > DUBIREAREENREN *7 > EULIFIRALA IR ITREEN T ABE -
B RERRRRRRA - RAMFIEBHER ARSI R F LR RARANEI R
278

(=) EERE: ARG - B REERRANTET —RIIBEBNEE IR -
M ES R H S B R R D ITIRAE 7 -

T~ ARENADUBINESN S - WA ARIRA RN A - ARES A RS
17~ 246 ~ B HAP1T « ETREBEE ¥ BTHNES TR
FHpERIURIL *° . —REBRIVINBRAZURS LT - L TERNEES
E - BRUTHESIMREEAIMEUARRA N EFER -

2~ DB Z T EIEMALA N & - PIEEY DR TEETEEERR > T8
65  BEMR - LEBRTTERBETHIETIIR - T£ELREAYHRRT -
AR BREMRISN RN B BRIEEE - DUERBIBRATR -

3~ (REREE) IR MIT L MBI EN A BN AR FRRYEED ©

4~ NEIIRNBRZLF BN THEENERINAE - KASHEREETSEIR
281

([0) ~ EFNGIRASREEURNINAEREIRABRERE - R PIAH HSERAEITERIEAIER
at o £ PF-ILD B9 A » [EIRIBE B ESHAE - ZHFI DUEITROERNFIAR - B RA
SNEEESKTEIRRIAETR L T - IRIBRIAM S - EENGNIARAIGT S B 612 BrIRTE] -
BIREIT 2-3 REIR - SXREREFRE 30-50 Hi8 - —FHIRHNEIREAIUSE
RRANEERENER - UADES TR ERNPSITRERN 70-80%FA - L& H
CPET RIS KEENFLERI 50-60%Fa%A - 31 Borg IR AHERAVEMREEZES 4-6
8 REED M EEBKBBARRLBUEE 27 o
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(3~ WREIIFRBIZP HIR SpO, <85%HIAA » BT AR AE SpO, #F57E 88-90%
L\/{J: 262
(7%) ~ FETEElI%R 3-6 & B 2 BREHES AR AR

BIRES - Fi{ER¥H PF-ILD s ARYBhZR -

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

(=)~ 7£ Dowman 5 ATE 2014 FEIREBINIHERR IPF BAMRABEIEERAT ** :

1~ & 6 DIEINDSITIERE - PE

s WEOMEES AR RAEREEENEE - BE

CWEOMEFHBNENBRE - BE

“ REMIREE#ZTS (MMRC TIREE#S R ) WETL - KE

“AESEREEME (CRQ 2D )- BE

6 FER - KE
» Tonelli AR 2017 FEREME TR OMAKBENMERNAR - HREZRE IPFAE
iR ERY ILD fim A ** » P 7EAHTE /R 2 B A4S SRAS AL SR INAE ~ /N0 885 1Tl
mMRC ~ SGRQ M DLCO » #ARERMEREESNSE S L - [TIREEEMBRERES
FEAREAZ ~ SGRQ 1 MMRC FBZE A E » HH 75.6% MImAZER N iES TR &
/NERIREEEMZER » 80.3% HImAZEER SGRQ S/ NEREEMEZRE - XfRE—D
DTEEIR - BRAoESTAERENRE AT D ESITRIE T SGRQ EAMR S EHE
REEANNENREE - ERER (PFFEMFRERER ILD) AR EMERIIIMR -

o~ W N

—
[

EIREN « PF-ILD R AR R Z M2 A& R A E RIS A e BB e ¢

FEIRTE ILD A BRI FRRUKDRIER - MERMR 7T EBHIMR I EEEEENS
BEHRE  ENEEROERERD - BRIt SIRHBERNERhREEE ™

(—) ERANFERIER AT AN EY N EMIFEY A EEHIR - BENFEMBSIENER

I BREERESERIIMSIE R (EMBESEEFTL ) » ARBEEENIN

FHINESD - EZIBIEN PF-ILD BARAZCZEIEI - MEREMBSIETEEER

MAE e UERMmSER ( SRS IEER ) 81T - MRS ES H B ERE

A MR E RS IERAVIRTE - FISAERAIMERIa BRI T AR R AR A IRIES -
NEHENBMETERE ™ .

R — T



1~ fi2AERT > WAESIMERIAE - WEMNSEHBENIZZEE IR
2 EREENEIEE  EEEEENERENEARET RS - IEE
HBUINEEMERE (B~ £17 - BERE - B ) -
3ET—MRER(1-6 @A ) - MMEERSIEZTEIIR - BEREE - BB
ZIMME - IR SR U ED -
4-TERHA (> 68 ) A BHRERAETERMERE - MERFNNSERET
FEIEIRR SR ©
(Z )~ 7£ 2018 £ » da Fontoura % A UNEE 48 (iI[A IPF S5 ENRA SR EES Y A
HHTEEA IR A 12 BNMERING  SRBIVELEEHAF > 64.5% 19
AR RIS ARERE - FIARSE AR IS LB E MINBEMNEEARK » B2 FIRE
BN REEREESIHENS  HEAo@ES1TREN SF-36 M AEEZENE -
Schneeberger et al. B4 DHT 722 (LB ENRBIEE —FAIES 6 BIHERISR -
ERER A wADESITRE K SF-36 9EREEY - MEfREE SIESEMN
S EERNERREE - (EHRNESXRBETROEHNBERMERNAS ~ B8ER
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B 1983 4 Dr.Cooper RN R EFIfISER - 25 EIREFETAONTONBEFN - &
ETASRBERORTIEF - BEFEQSE 20 4] - MECHEEMAES - U IPFRARZH
fRiRRE - WEBRERBERZNRE - FRBERHIESH b5 FFERRE - HREIIRATEE
B ANRREBRERES - FoAREMSESEEEHFRERR - ZER 2005 FERMDED BARE
FEREARRE  BRHEZZENTERIIASHFEERE - DEERAERBEZBEFM - £
RIBEBIRISRAS - BROMBESEERFOHIE 7 MR ENRRERBRBARFZZZ - I
M ERENFRORARINERN SR IR BENEBHGABRNMRERERE  —ROGHRE
A MR RA T RABRIR - 13 HEHEHEN REETRENFENSEREH - £18
B HIRTE LD MBEN—EFEXC BB/ - IPFRAME 5 EFERE 53% - MRS MHELE
ERE 61% ° ERUERARBNA RIS M R EZEY S RIBIRMY - BRIREMEZZFEBENRGR
R E B E SR AN E HIRRE ©

& [GERRRE

BIRE— » PF-ILD R AIRZAHIBAERIRIR

ILD 2K M EAMS R XM BREmENMELNRE ' ERBoERER1UN
WIEEMMEESFE N  EREZFNMEEAEESERAMMESNEEL  BoRAEEER
RIEHITIREIBFERBINEERAENEERITRERRPENR BEXELERBEERRERRE
ap > MEHHEHFABRZERIBEERNEAR A E  ALERIEAEELE > ZERAETAN
BEEIAY — GHEERPRBERAMREEZ=EERE IPF #2AHNIPF ILFEEEMEY LT
BRIRIERR S REYERSREMINAEN BTN D 2B ERE > MIRIEHT IPF mAER
Er 18 FI91EERF R4 2-3 & » AEFEERELN 20-30% ° > RicL8F AR ARG B2 e R
EBRANE > FHItEE PFRABRERRENZERTLBEN N - HRESREXNREER > &
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EEEE 5 33% WRBIERBAS IPF* - 289 INSIP AJAEF] CTD 18RF - RHi CTD-ILD WA R &E
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S RIELDFERAE - 7 2005 FEMUFTLER AW EN ZEZMBEEOBEREN AT 2% - B2
HEMBEHINERRMEZRENR - CTD-ILD mRARBERFEXREEMERFER - FELLB AR
CTD-ILD MmizZ M ENR AN EGBBEEN 4% - EME /DS ILD MHIFEE B4 4 341
RBJ& (pleuroparenchymal fibroelastosis » PPFE) BT B FZ#ZEIR 2 1814k - EREmER
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BIERE ZRAREE
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5 - EFINEE T ~ RIS M EERERE
(M) BERXREIEARRE  EEGHREBEENHEENEMARE > ALEREBBITIILZR
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ERE= - PF-ILD MAZRZBIENRTESM ? HABABSBES ?

R ENENELERAGRAESE EnE - BEREMIRAEREEKAS  ZEEHEEM -
BESRERETEE  BEMASEFRENIEHNERE » 5B MERREXFRAMEENG
DARIBRE AR BRI RITF R AMIER - BULER OFMF2ER S (international society for heart and
lung transplantation » ISHLT) ¥R 8EE A T 2 BRH 2502 .

(—) BHERIE
T RAWZEABERA - —RIDNERERE AE - 2RFE - ILE - BEhESE
BRI aREEVERFEEE (5-year disease—free interval)
HMEBEERE (OB i) BAREREAEZKRE  XEEABETEIE
WAERDES MR LERE - IME « FFRIE ~ DHEES
C BERIEFIRI R E
EENMERRERRA
- BB BT B B R A B R MINEES
» Body mass index (BMI) = 35.0 kg/m?
CWABBIERE A EE
~ DNRSIE AN E R AR S B R REE
10~ RZ EAREASZITHRRA
11~ 2552 ~ B ~ SRS
12 BRENEMENFENERE > FABEEREEE  BRAESEREFMNE
(Z) BHERE
1~ FLKRN 65 A
2~ BMI 30.0-34.9 kg/m®
3~ [IREsShERIMEE RFERE
4~ B CEFRMAMRBE - EATE LIRS EE
5 BT RERANDSEIRIRSEBERET
(=) BEIAERSMEENZERIESR ISHLT AT ZEAEE ™ HEBREMIERE IR
RIAERH2E
1~ Incidental renal carcinoma - in situ carcinoma(excluding bladder) » Dukes' A
colon cancer » basal cell carcinoma » JA_E P& KRB 2 iESE
2 BMEBRE B HLELRARERME  TRAEER > BEEEX
RiZFRFEE (disease—free interval < 5 years)
3~ EAthRIE - STRIAEE  BREERR - REMTEE (disease—free interval < 2
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BB AN - BRI IPF mAEZBIEER 61% AEHEE - BTEmREEARAMHEERIE FVC
M FEV: T —FREEERTARE - MAEREIBIE—F% - HH BB MBI EARETENE
& EERENARRES *° - BAAFEERBBHESNEREMETHEASES IPF - BrlBktH
REEERBRBLER - 252 CTD-ILD W AR BB OENERNHZES 2 ERIENTER -
ER A EIZEERE1E - (BRI Pradere et al.”™ Bi5E 90 fiI SSc 1ZZ B EMR A B RIEET - ELLF
Affig 1 3 R 5 EFERD B 81%  68% # 61% - HEAFFLEETR SSc—ILD AYfE A I = fhifs a1 B
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s AMLRABEREEABEHNME

o (RERXEMNE ZERNEE

s ERAPREEEERNERENSIEE
o ERMERE - BREREASER

o fHER
BEE TN e {EHEIZ= Prednisolone s HBEFHML BEEERENET
o fHER
bES e Paracetamol o fHER
e Codeine
o REIZIHHE
Hitt5mE s RWABEH

. BRI

st

o VBRSNS | (T L
B > BEMEA IS (20 @5EEH -
(T » BB  HEBENES)
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o HEMEACAEMEMRARERER :

1R 2018 FERAHEIE[OEE °®° » PF-ILD % RAVEMB IZHR (59-94%) ~ IR (54.7-98%)
£ E (22-58%) « B (10-49.2%) » LR (6-46.6%) ~ & (7.6-29%) ~ BN (13%) ~ &YFE (9%) £
FEIE (2%) - Hf mMRC grade 4 & SIEREZFH 9.3% ; MEBIEZ] mMMRC grade 3 £ 4 (915
FERERERFEE -GERD thE R » BIEFTIR ~ BKEITR « OWE « SHE R B SHE (dysarthria)
EANZIE (83%) B2 HERARVEEAR - FAZEMHEEIRIEIRFIEth 2R BRNEHE - BEMRIEIR IPF RAFE
5% 88% TR EBIERITIR IHE (sleep apnea)®™ o

o IEMEMCREEMAAREERERNEGRE

(—) Bosentan : 7£ 154 &2 & A HA 12 @ B 0985 (BUILD-1) A » BE/RERMR O AR
bosentan(62.5mg £ 125 mg — KM ) A% 12 @ M2 6-MWT ~ BBE AT
%54 (SGRQ) MT{ABEHE L ELREIBLL S B RE ° - AT » ROTAIZIRE
BN R B9 IPF 5 AfE B bosentan 7£ SGRQ £2 SF-36 tEE LR B EEERE
BRR ; A - B EIREIR A BRI EAIRER BUILD-3 FAFT S ¥

(=) Sildenafil : £ Bajwah £ AMEIEXESH *° » §H =% RA sildenafil 20-50mg ¥
B128% > NoETENRPEEMIBING 49 AR o 73 mEFEH £ R & gl A
XFFEENER - E2REWEEMNEEEE > (B35IRARA sildenafil AR ABK
fR1F SGRQ £ SF-36 D EAR=1E -

(=)~ Riociguat : 7£ Hopeper E A —IH 22 IS EN/NEMAREZERSTRRAB =X
riociguat » AR 12 B% » EADEITERNA B LEHMIEN - BREHRAEE -
NATHAN ZNET T —EMAA 147 22 A EERERER > HIREBRBRA=X
riociguat » JA%E 26 B1& > D ETERFAPERN LB AT REBEIEM - K
i ZEYEIE A R S MITE TR MR AT A& LLERFRALER ° -

(P9 ) ~ Corticosteroids : Fioucci 5 AT 74 A 30 L EIRE IPF Z:EF > oM =4
2 Bl #% = prednisone 1mg/kg/day ~ prednisone 0.5 mg/kg/day plus CYC 100
mg/day ~ prednisone 0.5 mg/kg/day plus colchicine 1mg/day J&&L 18 @ F - &2
IRIHAYE AR TE prednisolone and colchicine & E4EA BBFERE °° - PAPIRIS £ A
HAAREIRZZES IPF SRR AR - FaRESSEERBEERSE - HiX
DEETERRISEER Y.

(#) ~ Proton pump inhibitor : 7€ —I8{$ Fi & K W X omeprazole 40mg 5§, lansoprazole
30mg » IN_ETREMER ranitidine 300mg - &% 8 #BHY 18 fiI IPF Fm A ER+ ( EHER
JE GERD ZE R I2MHIZAV 25 ) - #2A GERD JFZ) - 18 24 /)\EF IR IZ IR R ST AR B
16 » B8 IPF /A A A GERD S &17X - B GERD IS HIE XA —RE

317

o

» Thalidomide : Horton % A 2218 & X BR F§ 100-400mg thalidomide 7£ 11 i, 1€ 14 1%
AR BB Em AT - ABE=(ERB%HB 10 ([ EZEESEMNE - SGRQ
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EZMRABENEB DR IFE49 D THREI 229 % - R ET T —IBRX X RET
(crossover) FEHE BB ER - BRAAE H 50mg thalidomide( &34 B i @12 B EIEI S
12 100mg) » £ 12 BRMEBIREERERMNIEIZNER - BABEEESIE 74% 19
WABEHN - BREEBNEYEIER °° -

()~ Cromolyn sodium : —IE 24 i IPF s ARIR X Ex T BEtkE BB AR - B R=XFH
SMERRFEEE cromolyn sodium 40mg 14 X% - HEZMREARENRE » B
RIZBUEEAR ~ DZIRABRE A E M E e ENEL KBILD total score Wi fE#EL °°° o

(J\) ~ Opioids : Allen % A{# /A 2.5mg diamorphine B8 X & T X 5118 » BIFEA T O R
morphine J&% - BIRE 11 UABEZ BB A EILBEABENEFR AP NS HE
EENYE - MERETAFRINFNEIER > - - EXECEE T tIBER
Z 5 MISEEE - IEERR AR - IR BN T IE R A A ISR 0T
Ok (R 2 o) iZE BN AE D RIS - MR @ AR IR A DS BEARR 55 AP 15 AR A% AR 4 I IR B #E Y
B E - HEAMRPHRAERSHERINFIEREARRIE - MEBEERLRE
BITER % -

o g CRIEEMAAREE RAERIEREa R

(—) HER : MERCEBPYBREEHETRERFOHBAEETERE ERBE - 20
BEARESENSERE ™ - ILD B ARMINAER R E MR E N ES) S| LM
HE > JUCHENMERPOETESNMMNE > SFEA2ETENR
IR E - @ERBNEEREERMUK ILD FARRIEZEENAE S (peak exercise
capacity)®® o 7£¥1 142 2B KRG ILD(IPF ~ A8 ERGE (pneumoconiosis) ~ CTD-
ILD FOEMRE ) 2HEENAEF - SHEEFER DR 8 BINE BB EEIMNE
IRARRE - LS MNAE EBEHMNBEEAKNIRS T MR/ D 81T ERG IR
RERENEERRD - BERBEMIAEIFR * - 11 3 EMERP O ETH
B—IEEH > FERNET BALE LD BANIAEEMMEENEERE - HE
BETELVG6ER ™ - 2EMERNEREERRAZERTONEEEHEARERE
B - MATBTERFESORERNES  AEEEE N ETNREEIAESE
HXam o

5 —18HFR LD WASMMERNARS - BAFLEE LD HENERR
R AL ESERAREHEINET - WARSEALNE/VETETWR - ER—18
g B ISERRERENSING R  BA—EXISMERNET ™ - Eh
HEANEEFGFHRAREE °

(Z) &smaE £1980 R - EETNOTT(REERAEAR ) I MRC(EBEMREESR)
AERHPEERR TR EA PaO, &R 55mm/Hg B AR RIS R BB IR EN®
R BRERBANEREZIENN *°* . SRAENE LD M IPFRAREER
KRR E - ARSARESMENE LRIEE/LTER RERSIER PAH - LINE
TR B AN THAERERE ©°%° o

R —E



(=)

Fibrosing ILD W AREEN AR MAE L HEE - EAMINEEFH DLCO AEETE
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VI ENFE - BMEEEEZEREERREA - ERERTEREE - B4R - EMEZ
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EAEE MBRERRGEERNRBRME - BMAYREMNER - o] REFER
BBxiRM > BMAZRIERENERE - #0FEW ILD 2ENEMMEERREA - RE
ENBEEZER 2R EERENEE - SR ENEEERIME EEHARE
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-T}/TEIE #{ 337 °

ENEENBEREREBINERES - AEEBREERNBEAREEEABRME
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