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systemic sclerosis-associated interstitial lung disease (SSc-ILD)
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wwamnen1sUszdiulsavandumesandealudUleildsunsitiadelsandeuds

lsaUand ulnosafLdoa (interstitial lung disease, ILD) n3alsalandnidaud ulnosafLdoa
(interstitial pneumonia) Wulﬁﬂaaiuﬁﬂaﬁiiﬂwﬁuvﬁﬂ (systemic sclerosis, SSc) LLazLﬂummma\‘imi
FeTindidndny 2 Usvanudesay 45-55 vearUeidl ILD samseilonainnisgnauves ILD 165
Tutg 3-5 Yusnvedlan fUaedesududedldunsussdiudedudum ILD FudiFuldfunidedelsa
vifauds wazdinsnsavdamuetnslnddnlaeiamzdUiedddadeidsionisiin ILD wielduasonns
ananuvaslsn (M3f 1) Masmanusudluszesusnvadlsragiliiunmssnwldisuareravilinig

ANTULIARUY FIUUMNNUANURAUNFAIAAIL LRSI 2 A2y lALnDe ILD Wevinnisauausaly

a13197 1 Jadedesionisiia ILD Tuithelsantiudanasnisanaiuves ILD &7

Uaduideeranisifia ILD Uaduideerian1sgnanuves ILD
® LnAYIY ® AMuUTULTIVRLlIA
® 3998 African American - dSunuanuiaunfvesseelsalulanain HRCT > 20%

® Diffuse systemic sclerosis - FVC < 70% predicted

) ) . ) ° gq/ a Y ° ! 0 o o w
® Anti-topoisomerase | (anti-5cl-70) antibody J2AURNTLAUYAITNIANAIAINIT 94% YFIDBNAAY

¥nauan (exertional desaturation)

® {in15anasuey FVC % predicted > 10%

® §in158Ma3u09 DLco % predicted > 15%

DLco, diffusing capacity for carbon monoxide; FVC, forced vital capacity; HRCT, high-resolution computed

tomography; ILD, interstitial lung disease

N15ATIaVIENSEUALLENA ILD (UM 1 wage1eil 2)
1. anwazn1eAaiin
1.1 91m5 oA wieswaylowsis
1.2 21nsuans lawn velcro-liked crackles Ingangusnavandiuais (Wuriilinsiavenusin
ATUNEILALATUTI9AE)
13 n53nszausandiaulaneiia (oxysen saturation) LLﬁawaﬁ%’aﬁﬁﬁﬂiuQﬂaaﬁﬁ Raynaud’s
phenomenon
2. MIATINNNEIANTIeEN (chest X-ray) Aa13aInsIaavin PA upright uae lateral view 1iiesain

apyibiiiunensanmiidiuanseslanladnnutulaennizdiunegnaailauazns dsay
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3. msnadavaNsIan wuan (pulmonary function tests)

3.1 Spirometry lagnina forced vital capacity (FVC) < 80% predicted fi9i18AnuAaunRLuU
restrictive ventilatory defect @39191ina1nnansanve laun arufnunfveaievon wifs
nyvonuaznduLidoniimesen 359139599 lung volume study Liefuduammaniioden

3.2 Lung volume study LA total lung capacity (TLC), residual volume (RV) wag RV/TLC

3.3 Diffusing capacity for carbon monoxide (DLco) Tungalsa ILD A1 Dleo 9zanaunilaaind
FRTINTTUNIUVBIA LU L8 alveolar-capillary membrane anad uinsidadulenlsaiu
mmqﬁﬁﬁﬁﬂﬁ DLco anaslanae 19U pulmonary hypertension, anemia kag pulmonary
edema (Jusu

3.4 6-minute walk test (6MWT) 3g8990310ALUAITUUANAA18TLULENINITAULNIIDE19LA LD
flesnenadfulsiuiifinasenisdulduin Swusihlildnsudsuwlaswessyfuoandiau
Uaneimdsnisnageusiudae Samnilseiusendiautansiiianas < 88% wisanas > 3%
WARID9N153 exertional desaturation © %

4. msms'afataﬂemséﬂauﬁ'ama%mwanﬂ'sma:lﬁﬂmga (high-resolution computed tomography,

'
aad a

HRCT) 1uigndiauligenindsdu q vieduwugifiansanlivin HRCT nnselleddadelsanils
w3 Inetamzdienfidedeidsdunisiiia ILD (115199 1) wilviiansanduiuwnmdrgua Auwnnd
avanv warusunvetsazlsmenuta nsdiidugUleinlifiaszinies radiation exposure 38

JImTRMTANUTNSEuNndieiau protocol Tunsasialimunzas

A9 2 MURAUARTINUDINNITATIANTONITAUAUA 9|

1901523 AuRaUnk
anwen19naiin willae/la/crackles/desaturation
Chest X-ray

Interstitial opacities, low lung volume
(PA uay lateral view)

Spirometry FVC < 80% predicted
Lung volume study TLC < 80% predicted
DLco DLco < 80% predicted
il resting %30 exertional desaturation
(VAINPEDUNIEAUDBNTLIUUAIBUIANAT < 88% WIDANAY > 3%)
HRCT WUANWULUDY interstitial pneumonia

6MWT, 6-minute walk test; DLco, diffusing capacity for carbon monoxide; FVC, forced vital capacity; HRCT, high-

resolution computed tomography; TLC, total lung capacity
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3%9dy systemic sclerosis
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UNPYUSN
#98y ILD*

a
i

N HRCT #

* Snwuziiaede ILD
* dnunznepddn wWu wies le uaz
velcro crackles
® FVC < 80% predicted
® TLC < 80% predicted
® DL, < 80% predicted
* Resting %39 exertional desaturation

NSAAIRAAN

5 '
ANILYAY

FTUTNNTATIVAANIU**

A%y ILD

AISUINTTINE

** N1INTVANAIU
* dnwaznneaatn
* finnsanasuas FVC
* fin13anasvas DL,
* sziueendulasiin

JUN 1 wwamanisauauiion ILD Tughenlasumsitadelsantauds

#orafiansanvih HRCT TugfUaedildsumsidadelsamtaudimnselnaamyludiaedfidadodedunisiia ILD sia

uiuunmdeaua Auunmdanaiy) wazusunvasidazlsmeiuia

DLco, diffusing capacity for carbon monoxide; FVC, forced vital capacity; HRCT, high-resolution computed

tomography; ILD; interstitial lung disease; SSc, systemic sclerosis; TLC, total lung capacity
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LUININTSIUARY systemic sclerosis-associated interstitial lung disease

1Y

n93dade ILD TuUaslsaniaudondudnuazanuiauniiain HRCT uddny 19 nednvuy

o

U84 interstitial pneurnonia Mnulausglulsavdauds lokA non-specific interstitial pneumonia (NSIP),

usual interstitial pneumnonia (UIP) wag organizing pneumonia (OP) @93ziianwuzad HRCT Adlans

Tup19199 3 vAsIINUraNeFURUUTINAULE Wi NSIP $auriu OP

A1919% 3 SnwalzAuRaUNAYEY HRCT Tu interstitial pneumonia wiiasng ¢ 1012

¥in ANuAAUNRTINY ALUUILAZNIINTZIIIVDIAURAUNR
NSIP ® Ground-glass opacities (GGO) ® Subpleural area Wag basal lungs
® Reticulations ® P1INUANYULYDY immediate subpleural
® Traction bronchiectasis sparing* lfszanal 20%
® 919N uTIUAY honeycombing lauaUsune | @ sy GGO Usunandnifosil subpleural
Fadlalunn area tagluuulaindunaain dependent
lung atelectasis 5 0T AIMUR AUNA 23 9
wuzi R HRCT viusuas il e udu
AMURAUNG
uip ® Honeycombing ® Subpleural area Wag basal lungs
® Reticulations
® Traction bronchiectasis
® 91ANUTIAU GGO lauausuadosiiuin
Tne GGO finuiazidudnvuzaes fibrotic
change 10195 10U Bausniy GGO 714
d@1L1% 910 inflammation Tagnintdu
fibrosis USkaad GGO tuasiidnuwasduves
fibrosis $A1#A 78 LY U reticulations Lay
traction bronchiectasis \Judu
op ® Consolidation (focal #3e multifocal) ® Peripheral, subpleural %38 peribronchial
® Reverse halo sign (atoll sign)** distribution

NSIP, non-specific interstitial pneumonia; OP, organizing pneumonia; UIP, usual interstitial pneumonia

* Immediate subpleural sparing Az UStiusaelsalu HRCT TiloUandiuiiegntuibeiuuantuildnuusni™’

** Reverse halo sign Aa nssnasvesseelsaldnuuzidu GGO wardeuseumesusiiauidu consolidation?
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LUINNITINEILAZAANIY systemic sclerosis-associated interstitial lung disease

N15NA1TUNTUNTINY SSc-ILD FuagiunateUade wwu anuguuswedlsa dnyugnieadin

Yo UieusarAY SuBaUTUNYedlsIneUIALAEWINEEYINN1STNY Insasumlugineil (5N 2)

1. m’a‘ﬁmmﬂL?N%ﬂwﬂﬁaaﬂﬂnﬂgﬁﬁ:uﬁu (immunosuppressive drugs)
Padefiansanisunssnwdaeen immunosuppressive drugs figawiolud
1.1 Ussdluanuguisavadsa laefiansanainel FVC uagUSunauanuiaun@ian HRCT lngly
nasielatenisreluil @519
® FVC < 70% predicted

o YsanuanuRaunAain HRCT > 20%
AsEIfRUTIMANURRUNARIN HRCT > 20% uasdl FVC < 70% predicted aeiidnsinisidedin
astuiieu 4 wh @ ogslsfinulutlaguudsliditumsglumsussdiuiinuanuiaunfain HRCT
Tnen1sUssiduid uey Fuunndd ao1ald33ussidu unnsnefuly 0419 u3ednsldTusunsy

UnyayrseRuganeie

1.2 nsalludlunaueite 1.1 wisluau1sansia pulmonary function tests e TAfiasuSUNTS

Shwrananwasallll

o dnwurnsadinugadlagliflaivnuianlsanionnizdu 1wy anemia, pneumonia,
right-sided heart failure, pulmonary edema, pulmonary embolism,
pneumothorax &g proximal muscle weakness 1usiu Inednanguativayulaun

- wuuUszdiuenniswiles wu Modified Medical Research Council (mMRC)
Dyspnea Scale ia¢ Modified Borg Scale Dudu

-l resting desaturation #38vAdU 6MWT WU exertional desaturation A9
ndin1smadeuiiszdusendiaulatsiitanas < 88% niefinsdsuulas

anas > 3%
o {heiidadududunmsiinnisananmestsa fauanslumsed 1
® HRCT fdnwauzfidnléiu oreanizing pneumonia $3ugme (151971 3) Toglyinuanme
Suiivilid HRCT Wuwuutiu wu infection Hugu

o UaUstlunsSnuwsuaNuRaUnflussuUaiBEdu
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3308 SSc-LD

:

Sadunaznssnenitlaileen

a o
* \nyu3
* Snwlsasay
L | v L .
* Jadu 1aun influenza vaccine,
pneumococcal vaccine
X
* MInuyausIanmlen
* YSunglnvuins
* Mslieandlussesen
® Palliative way end-of-life care

STORETVL

Tily

NTAIVAANN *

* MIATIVAAAY
* dnwazeAain
* szfusandulaeiia
* finsanadvas FVC
* fimsanasvas DL,
* aruRaUN@AvIN HRCT

3UM 2 wwnansinwgUag SScILD

I
fimsgnanuvasla

MsSnenleen

frseunTei immunosuppressive drugs

> 1dun cyclophosphamide %38

mycophenolate mofetil

Yy

NTAAAARIY *

i

linauduaeviie
finsanauvaslsa

Usun1sdne
* UfununmewiteRansanenguiu wu
rituximab, tocilizumab Uugiu
* Yszidiunsugnanevan
¢ Autologous hematopoietic stem cell
transplantation
*® Antifibrotics

DLco, diffusing capacity for carbon monoxide; FVC, forced vital capacity; HRCT, high-resolution computed

tomography; SSc-ILD, systemic sclerosis-associated interstitial lung disease
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2. N51@anvUAYIY1 immunosuppressive drugs

2.1 emlduesuariivangilun1ssnwgdie SScILD (15797 4)

TadAa5l9% corticosteroids tfueniealun1ssnun SScILD warAIsnanideenisii
prednisolone YU1ANINNT1 10 mg/day nSaluanlumisiAy 05 me/kg/day
Lﬁaqmﬂﬁiamalﬁawiaﬂmﬁﬂ scleroderma renal crisis

Cyclophosphamide ei¢ mycophenolate mofetil ﬁﬂﬁﬁmﬂﬁ'mﬁuﬁuaﬂ FVC 1o
agnsfifedfyneadfidlefisuiuenasn 14 1018 medenldevinlaasiiansan
fatladenateagne 1wy nMsusmsen, muAnundluszuveuizdusasnadafies
g3 Wudu Inenadnafeweseinuldvoswasnisse Tuanidmsed ¢

15 cyclophosphamide Tuwwings wu n1slnlagld pulse regimen 81337501
1% mesna saufunsliasihlfiisameifieanauidesionisiin hemorrhagic
cystitis wag bladder cancer 1agn15USWIT81 mesna LazuuInYN (mimﬁ 5) 819

fanuuaneniululuusasnisfinvinasyszaunisalvosnmeg s 20

laipsl4 azathioprine WWug1snwdniililsaasu (induction treatment) Tu SSc-
ILD wesandinis@nenuinnisld azathioprine W@uendnudnililsaaauagyiil
aussanwlonugas usausalmdu maintenance treatment 1o 2222

wenaneanantiein  Sdinsnensldeaiadu 9 Wy rituximab ez
tocilizumab Wudu samfamssiwdu 9 1wy msugnaewadsuiudagingen
(hematopoietic stem cell transplantation) way n1srdmUdeuden (lung

transplantation) @eagliinanseazidealuwuinienssnwatuil

A919% 4 WA ABITINUURELAZATTIZI190981 cyclophosphamide Waz mycophenolate mofetil

e nalunszgn

® M5ARLYB

HJaane 1 Dudu

Cyclophosphamide Mycophenolate mofetil
®  PINTTVDITTUUMNLAUDINNS WU PAULE B 1LF8u ® PINFVBITTUUMLAUDIYNS WU Aauld 81Ldeu
v Py < v v v a A < v
UInvi9 waztloo1ms Wumu UInned ieads waztlenus tudu

o ilnarien1IEn19aTYNug e dusnaulasianensldenvuings
o nszmnztaanizeniau (hemorrhagic cystitis)

e FuwwanisialsauziSadusuinn Wy ugiSansemng

e nalunszan

® N5AATe
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A1519% 5 1NANL

v

ufunlguaglunissnen SSc-ILD (14 162V

QU ﬂi
81 YUIALAZNITUINTEN s1gaziden NMSARAIURES Y
Prednisolone o quingnlailiu 10 mg/day Tiwuzilildduenienlunissnu Sscilb
o qupenluin lsiAu 0.5 me/ke/day MsATaIA prednisolone ?Tuﬁmmwéé%ﬂm
W1333901% scleroderma renal crisis
Cyclophosphamide | e pisususgmieuan (oral daily) anunsadeniusnFumsinm ssc-ILD 1 ® fianu 2-0 Asmivdeaniduen andun
(€vo) 1-2 mg/kg/day uu 11 3¢9 drug toxicity lagtanignisiaieyiuguaglenta 8-12 dundh
® MSUSWISBIUUU pulse regimen Wauzisanssinigdaanay lasluidnd maximum | ® LuguImsIad anny CBC, creatinine,
1.115U3M3819%a8ALA0AAN (intravenous cumulative dose WU 168 mg/kg urinalysis kazid1seiannsiinugise wwu
pulse regimen) TAau1n 600 mg/m? LAou 819791507 1% mesna 1t eanleniaiiia urothelial uziSenszinzaanis
azﬂ%ﬂ U 6 LHoU toxicity 1u;§ﬂaaﬁu§msml,mu pulse regimen
2.115U5 1591194070 (oral pulse regimen) 1. Intravenous pulse regimen 1% 81 intravenous
anafinrsalunsdliildannsausmsems mesna YUIALYNAY 80 - 100% wBIYUINYT CYC
saonidonsdild Tngliunn 400 mg ouay sy 2 Falas Taganunsalimdonsven ovc ¢
2 e (i Sl 1 uay 16 Hudy) v 1T 2. Oral pulse regimen 1% mesna wlnfuauIn 20%
2999UIMY1 CYC Aunsaufuen CYC way 40% 89
AL CYC 13a1 2 wag 6 Faluandafugn CYC
(vadu 100% voswuIA1 CYC)
Mycophenolate ® YuAE1 2,000-3,000 mg/day (Aoe 9 Usuidix arusadenidusniun1ssnun SscilD Id Taedl | ® fiannu 2-6 dUnvindsanniSuen mﬂﬁu'mqﬂ

Mofetil (MMF)

Tuszeziian 3 weow) wu 2 ¥

e qurnelufin 600 me/m’ (Aey q UsuLfiuus
Taiifiu 2,000 mg/day) uu 2 U

Usganinmliuans19ann CYC ualinadnafgsuasen

pgnin

8-12 dUsn

® LuzUInIIAANTY CBC, creatinine Wag

liver function tests

Azathioprine

® YU1ne" 1-2 mg/kg/day

wenldidu maintenance treatment (lalwugilwld

WuerdniilseasulugUae SScILD)

® fianu 2-4 FUAvIndINEue 91nun
8-12 dUami
® LLuzi1nsI9AAAY CBC, creatinine Wag

liver function tests

CBC, complete blood count; CYC, cyclophosphamide; MMF, mycophenolate mofetil; SSc-ILD, systemic sclerosis-associated interstitial lung disease
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22 firsanledlosiunisiailio Pneumocystis jirovecii Tasiamegtefildsumssnumde
cyclophosphamide Tngendusnfivuzil Ao co-trimoxazole (trimethoprim/sulfa-
methoxazole, TMP/SMZ) Taglld double-strength oral tablet (160/800) 1 Windunwiay 3
U %39 single-strength oral tablet (80/400) 1 WiaSuazads 29

2.3 mimamﬁmLﬁuﬁaumﬂﬁmmju immunosuppressive drugs lAuA

®  »IIVVUANTIY

®  ANSIENTI®N

° ﬂﬂimiaﬂwﬁﬂﬁaﬂﬂﬁﬁﬁﬂﬂi laun complete blood count (CBC), serum creatinine,
liver function tests, hepatitis B surface antigen (HBsAg), hepatitis B core
antibody (anti-HBc), anti-hepatitis C virus antibody (anti-HCV), fasting blood

sugar, urinalysis LLag stool concentration for parasite

3. MIATIVAAANEUQY SSc-ILD WAIBUNI5NERAY immunosuppressive drugs
M3nTRRRLEe SSCILD isngustasdiileofinsnunisdidulsn  Mamevaue eI
Aamunatiafeweinisiny e1nstisuiieTeardu q uasnnzunsndeuvedlsamiuds Muuziing
dufulavsveznauansiensefl 6 lunsdiigtiefionnsviensiAsundasiiadonisugaseslsa
nstisuredtsa Wenmzuwmsndeudy o wu nmsinide wasnathaRssennIsihe IR sandudy

LALLM UTDUITURINSINATuLENTSA

3.1 MInsRAnaIunsaniiulse

nawAsuuasuganideimagnanuvedise sxfidnwamdnldtutoladendiaielud 0 220
1) FVC % predicted anas > 10% (relative decline) Tu 12 1fiau
2) FVC % predicted anas 5-10% (relative decline) Saufutelateniseluil

® DLCO % predicted anad > 15% (relative decline)

o Fnuwuznenddnugas Inglidanvguiainlsanien1igdu 19 anemia,
pneumonia, right-sided heart failure, pulmonary edema, pulmonary
embolism, pneumothorax kag proximal muscle weakness tJuau wazdl
sdnguatuayy Tiun wudssduensmies vieflssdusendiauuaneiiafi
uEaININAL (resting desaturation 5o exertional desaturation)

® HRCT flenuifinunfiuniu

3) ANWULNNARRNLEAY 5UAU HRCT LANURAUNGUINTY

Wil ShwuasinnugUae systemic sclerosis-associated interstitial pneumonia (NsNgAN W.A. 2564) 10



M13199 6 MINTIUAzAUAULNERANUKUIY SSc-ILD & 2 2830

N3AT29 32821281

AnwuzN19Aain N visit
Chest X-ray N 6-12 hou
Spirometry (FVC) NN 3-6 Lo
Lung volume study nn 6-12 hou
DLco N 6-12 Loy
6MWT N 6-12 Lo

HRCT nn 1-2 U

* mMsfinau HRCT TWiarsandusie WU dududnvaeneddn nsmevausssanissng mssnudulse unmddsnw

LATUSUNYBALSINEIUA

6MWT, 6-minute walk test; DLco, diffusing capacity for carbon monoxide; FVC, forced vital capacity; HRCT, high-

resolution computed tomography

3.2 mMsuiumsinedeensallinevauamselinnsgnaiuvadlsn

nsdiilinevauasdonisinwiAurselinnsanaiuvedlse Ineuseliununaeilude 3.1 aas

£
Yo A

fasanUsunsinyseevielionnsshwleedsau mavsumssnnmeenasulaned

1. Farsaumge/USu/iiu/Asuen
1) szegnatlumsussfiunisnevavssiendeniely 12 Weu® udlunsdii HRCT &
dnuazaed typical UP pattern $auiuliiudnuwaedivads inflammation 19u
GGO %30 consolidation uagAnd16 Urseralulauszlesiainnislden
immunosuppressive %38 immunomodulatory drugs TAUInw1 LLWVIETQ’L%EJ’JSU%Q
NI UTNWITMAUTZWI NN AN Sanav

2) wuImNsUTuen
o fisdenydeuiusmuanuinundlussuteToardusiude
o nnfiuanmsgnanmes ILD asaniisvierdsusndunguiilsineglduniey
® §i91507mY HRCT pattern 7 AnUnfi 1Ty 191 GGO, consolidation W38
fibrosis 1Uusiu
o SinwunmdimnapieUsnunsntuseninaiiuunmdananan

2. Wa1swIn1sldenngu antifibrotics Wasananalude 4
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4. 810§y antifibrotics
® 1ngu antifibrotics AINsANYSzEER 3 (phase I Tugfllae SSc-ILD 16uA nintedanib (11314
71 7) Tnewuinnslden nintedanib Wunan 52 dawilugtae SSc-ILD funamuRnun
Y84 fibrosis 990 HRCT > 10% uazlufithonguiiiinisgnanwedlsnegnasinds (progressive
fibrosing interstitial lung disease, PF-ILD) @11150ansns1n1sanasved FVC 1o @735 32 yalad

HasieAULTesiivils wazlaquudslifiveyanislden antifiorotics lugUaeian

o nausiiaNsaIN1SBuen antifibrotics A
1. lauugrilldenngy antifibrotics WugfusnlunisiBunssnw SSc-ILD
2. wuzihlildsuu immunosuppressive drugs sniudlefinatnafeadeiideruvesnisld
1 visefasaniarnenaldlauselesiannislaen immunosuppressive drugs
3. Minasifiansan yada delui @21
1) 1asun155n¥IA28 immunosuppressive drugs Wa3 bl ABUAUBINI DLE AL 1A
Uszidlunnannasilude 3.1 uagnuithiawauanlsanion1nedu 19y anemia,
pneumonia, right-sided heart failure, pulmonary edema, pulmonary embolism,
pneumothorax Wag proximal muscle weakness {usu
2) Usunamesseslsafivlu fibrosis Tu HRCT > 10% 6 reticulations wae traction
bronchiectasis Ingonaiinselull honeycombing Alst
3) #A1 FVC > 40% predicted wag DLco > 30% predicted

1Y

1) fdnwagivaiansananmedlse delatenilieluil
® FVC % predicted anad > 10% (relative decline) Tu 12 \hou

® FVC % predicted anas 5-10% (relative decline) sauifudeladonilwioluil
- dnvauznenddnudas Ingldfiawmmunannlsanien1nzdu g anemia,
pneumonia, right-sided heart failure, pulmonary edema,
pulmonary embolism, pneumothorax &g proximal muscle
weakness LHusfu uazimdnguatiuayu o uuuUssidiuennaviles
viseilszsusandaulaneinfiudasniniy (resting desaturation %3®
exertional desaturation)

- HRCT fdnwauzaad fibrosis 4nUu

® FNWUTNINAAUNLEAY SIUAU HRCT Janwaeaa9 fibrosis 41Ny Taed

ANNILTAUNDIVDINNELANIZNNDE19DY 2 ANUILAYIVD

WWINNIATIITY SnwazfnaugUae systemic sclerosis-associated interstitial pneumonia (N5ng1AY W.A. 2564) 12



A5199 7 S19a8L08AN5 e nintedanib &7 3L 32

- nad1aAgIvaIEn - -
g1 YUY sneuazden s, N1SANAINRRI AN
finuvay
Nintedanib 300 - @UN50ARIRIINITARNAY | - Viowdy - fineuyn 1 Heundsain
mg/day | wes FVC lgl - pauld odou 15381 9E9UDY 3 LA
lddnaneanuwdaves | - wee1s vmdnan - WgnsaRanI CBC,
ARV DR qmmwéﬁ?mmz - AUBNLEU creatinine, liver enzymes
FATINSLELTIM - lBanepndgRAUN waz bilirubin

CBC, complete blood count; FVC, forced vital capacity

® (naFin1INANTANKYAYN antifibrotics aun
1) Te1mstafigannensuusvisenuaIn1stisfssnetlila

2) lineuauewesvialinisgnanuvedlsauindulaedssiduniuinaaiiute 3.1

¢ n5allsAaNaINNINTUTAMANIINNITANTUVDA fibrosis TagUseLiiuain

anwalrYed HRCT AIsiansanmgaen antifibrotics

® N5AlIARNANNINTUIINAWNADUY 19U inflammation 138 alveolitis, acute
exacerbations way infection MNIITUISNWINIUNITINIBLLENLTAUY LU
USUB1 immunosuppressive drugs #381¥ antibiotics Judu Ingonafiarsan

i antifibrotics folUsiuiiensengneTuiun1sRATUNVo IR

o uunhlvuSnwnmdgiternymiedsnunsiuiussninaiuunndanany

5. nssnendu 9 leun
o msidadsuenrienisugnaieden (lung transplantation) ¥
o nsUgnanemaasuiadaidion (hematopoietic stem cell transplantation) % 39
® Ay
® N153nwlsAsan W pulmonary hypertension ag gastroesophageal reflux disease Budu
o nslwiadu laun influenza vaccine way pneumococcal vaccine
° miﬁluvu\lammmwﬂaﬂ (pulmonary rehabilitation)
e nsUsunmzlaruInig
o nslieanTlauszezen (long-term oxygen therapy) ﬂiiﬁﬁﬁﬁaﬂﬂ%

o nssnwUszAuUTEARY (palliative care) WavnsauarUieszeying (end-of-life care)
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wameNIsAnanuivaUsEiulsavandumasafdaludulsTlsaniauds

nsdlfamsaalainy ILD uwamansnTILazduAuLiofnm U el sevTsudaasil ILD vdslal
TnehldagmiloufunsUssiiudesiulugtaeildsumaitadelsamiuds fuandumssd 7 lngens
Anmuogdlnddalutag 3-5 Yusnvedlsa @ TnsanglugUnefifitadeidesiiaziin ILD (m379f 1) Tu
nsdlfigihefienmsvionisiasuulasiiasdonisudaseslsa mstiFuveslsa viieanzumsndeudu o

WU NISANLYD WATNATILABIAINNITINE TANSAUNFUAULNLLANTUTNNLTUTUDIN1SIRIRe LN LA

A1390 7 NMsnsrauazduduiiofnnudUaslsaniaudailad 1LD © % 220

N19M399 52821981 AuRaUnR
anwuen19Aaiin N visit wilae)/la/crackles/desaturation
Chest X-ray - ) )
NN 6-12 Lndu Interstitial opacities, low lung volume
(PA uay lateral view)

nn 6 Weulu 5 Yusn

Spirometry . PP - FVC < 80% predicted
PAINUUNINN 12 19U
Lung volume study nn 6-12 Lhou TLC < 80% predicted
DLco NN 6-12 ipigu DLco < 80% predicted
#i resting 3@ exertional desaturation
6MWT NN 6-12 Liou (miwmaaeuiisyiveandlaulaigilianas < 88%
vis0anad > 3%)
HRCT 1-3 U

WUSANWUEYDY interstitial pneumonia

* mMsfinmusiig HRCT liiansandusie 9 T Juivdnuaznnmdin unnddsnw wazudunvasdsineiuna

6MWT, 6-minute walk test; DLco, diffusing capacity for carbon monoxide; FVC, forced vital capacity; HRCT, high-

resolution computed tomography; TLC, total lung capacity
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