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Iﬁﬂﬂﬁ'mLf‘Iaé‘mau"l;im'mmm@; (idiopathic
inflammatory myositis or myopathy: 1IM) Lﬂuﬁﬁ;ﬂu
ﬂéj&lI‘iﬂYl’NLf‘yLaLﬁaLﬁmﬁu (connective tissue disease)
fwulives Taedamsuaaswande nduiasindu
sauussagIaNINasIIN AN e sniay $auf
omsuaasmeszuudn ldun Aamis 98 wala uazdaa
Judu ormsuaainsvea lasanwizdaadniay w3
lsavandulaasadidoa (interstitial lung disease: ILD)
fiflanmsuaas ANTULII UazMINEINIatzasla
finannany winldSum I Rasuuaznssnsiiand
wialimunzanaradinalfiinanunwwaninuaznis
Fodiale

myitesanarmssauilszianlsananatiie
aniaulainsuame
ﬂa@ﬁuﬁmmsﬁmﬁﬁaﬁwaaﬂéjuisﬂﬁ%aﬁﬂwawzl
LwiéTa"l,aJ'ﬁLﬂmeﬁﬂwﬁﬁaﬁﬂlmﬁmam@umjmkﬂﬂﬁ’m
Lﬁaé‘mau"l;immmm@ﬂ,ﬁﬁwm Bohan and Peter'?
Huinausinnsifedsusnimuuadwlud w.a. 2518
wazdvianlgiuatsuninasauiadaiu udifide
Frfadaud19u1n Wissaninamsin1siRadeannin
Shadeldifes 2 Isa Aalsafifinssniguuasnanuile
URZ/AIDRINTES (dermatomyositis and polymyositis :
DM, PM) AflanmIuazanmIuaasmInuLitoua= it
Hundn feaniuA SN s NI Rasuauamuan 1iu
European Neuromuscular Centre (ENMC) 2003° Llag
European League Against Rheumatism/American
College of Rheumatology (EULAR/ACR) 2017* 5145'0

sulduiidiadud 17 nangrau 2567
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ang LN (a13197 1) adnelsianudslisnunm
asauaawulanninsmeaInis wisen1Iuaas vaInga
T5ad wazds i dinmsiniinaaslafiinannsvasszuy
mamglanudiuneglunisifiady mldluuing
mMydaulsztananmskEalslad (serology) dialsa

v Z Qs [~ > = =4 1 1 Cl'
nanafladniay Wunan mmzlins@nsdnlungui

= = 1 = = = o
nadlsladnguifuaiu wzddnvuzainisuazeinis
uwaaslndifneiu (U 1) vildaansauwdangulsale
5 Usznnvan® laun l3andni1Ianisuaadnaiutie
LAZHIN Y (dermatomyositis), immune-mediated
necrotizing myositis or necrotizing autoimmune
myopathies (IMNM or NAM), sporadic inclusion-
body myositis (IBM), lsaniaiitatiatfioinuuasi
AMzanuiieInunaNiitodniay (overlap myositis/

. e e
antisynthetase syndrome) Lae lsanfinnsdniauvad
naNuLkana1uNua (polymyositis)

= = 1 v g Q 1
Flsladvasngunaruiiladniaulinmuaine

guroanslatidn 2 Uszan laun a5ladniiaiw
mnzdalsanauLitadniay (myositis-specific antibody:
MSA) waz alsladnannsanylanslulsanaiuiite
anauLazlsaitatiaiiodwudn (myositis-associated
Antibody: MMA)® (U1 1 uaza13191 2)
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M1s0A 1.

Age of onset of first related symptoms

INfurin1s3tndelsn EULAR/ACR classification criteria for adult and juvenile 1IM 2017*

18-40 1.3 1.5

> 40 2.1 2.2
Muscle weakness

Objective symmetric weakness, usually progressive, of proximal upper extremities 0.7 0.7

Objective symmetric weakness, usually progressive, of proximal lower extremities 0.8 0.5

Neck flexors are relatively weaker than neck extensors 1.9 1.6

In the legs, proximal muscles are relatively weaker than distal muscles 0.9 1.2
Skin manifestations

Heliotrope rash 3.1 3.2

Gottron’s papules 2.1 2.7

Gottron’s sign 3.3 3.7
Other clinical manifestations

Dysphagia or esophageal dysmotility 0.7 0.6
Laboratory measurements

Anti-Jo-1 (anti-histidyl-tRNA synthetase) autoantibody positivity 3.9 3.8

Elevated serum levels of creatinine kinase (CK)* or lactate dehydrogenase (LDH)* or aspartate 1.3 1.4

aminotransferase (AST/SGOT)* or alanine aminotransferase (ALT/SGPT)*
Muscle biopsy features

Endomysial infiltration of mononuclear cells surrounding, but not invading, myofibers 1.7

Perimysial and/or perivascular infiltration of mononuclear cells 1.2

Perifascicular atrophy 1.9

Rimmed vacuoles 3.1
Probable [IM >5.5and<7.5 >6.7 and < 8.7
Definite 1IM >7.5 >8.7

*Serum levels above upper limit of normal

(direct pulmonary involvement) 151 l3adaaduina s
\WTu8 AMzauakIInaaalRaallaags (pulmonary
hypertension) k&g ﬂéjﬂiﬂﬁLﬁ@mﬂmauman‘?@umaa
Tsauafinadiataa (indirect pulmonary complications)’
LT ﬂﬂy']&llﬁjaﬁ'] UI’%dﬂ%LLiG ﬂqua@L%al%ﬂ 20ITNNIT
#an wreanenani iudn Tasunanaitazusiunly
Alsadanduinasadifon (Interstitial lung disease) &9

Tugdithsusmeaansnandisernisnideafigunss
wIanzmsvglaguinadla

Tsallandulnafadiiaasnlsanaiaiie
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nduenmstianvlus:uurhos vevlsanduitesniaull
nsuus:inn® Blslaguevnauidedniau (myositis
autoantibody) mmsnllU\JlfJunajuﬁUa'ln'ISllam\)
Adnenu ta:goslumsriunenisneuausviams
Snuua:mswensnilsa CTD, connective tissue
disease; EJ, glycyl tRNA synthetase; Ha/YRS, tyrosy!
tRNA synthetase; HMIGCOR, hydroxy-3-methylglutaryl-
CoA reductase; Jo-1, histidyl tRNA synthetase; KS,
asparaginyl tRNA synthetase; MDA-5, melanoma
differentiation-associated gene 5; Mi-2, nucleosome-
remodeling deacetylase complex; NXP-2. Nuclear
matrix protein-2; OJ, isoleucyl tRNA synthetase;
PL12, alanyl iRNA synthetase; PL7, threonyl tRNA
synthetase; PM/Scl, polymyositis/systemic sclerosis
overlap syndrome; SnRNP, small nuclear ribonucleic
protein; SRP, signal recognition particle; TIF1-Y,
transcription intermediary factor 1; Zo, phenylalanyl
tRNA synthetase.

lundazn1sdns %uagﬁuﬂmngﬁmﬂ uANNNY
Anmnilanudn anugnvadlingifiolonas 65° uaz
mmsmﬁ@"l,@?'l,unmzUzﬂj@diﬁﬂﬂﬁwuLf'IaéTmau"L;im'm
g uaziinoanwiieinszaslinlaaduiaasadiion
ssanunanfiszlonnsusasasszuudnlddasas
20-30° lag@uunnaziialuaniaidaannnii meatasm
wazylay’ ﬂa;uisﬂﬂﬁﬁuLﬁaé”ﬂLau"l,;im'mmLmﬁwu
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M1SI0A 2. Myositis-specific and myositis associated
autoantibodies®”
Distinguishin
Antibody 9 9

clinical finding
Myositis-specific antibodies (MSA)

Anti-tRNA synthetase: Anti-synthetase syndrome (myositis,
Jo-1, PL-7, PL-12, OJ, arthritis, ILD, Raynaud’s phenomenon:
EJ, Ks, Zo, Hu RP, fever)

Anti-Mi2 Classic cutaneous DM, mild myositis

Anti-MDA5 (CADM-140) Rapidly progressive ILD, mucocutaneous

ulceration, vasculopathy
Anti- TIF1-Y, Anti-NXP-2 DM, malignancy

Myositis-associated antibodies (MAA)

Anti-RO (SSA),
Anti-LA (SSN)

Anti-UTRNP Sclerodactyly, RP, fever, DM
Anti-PM/Scl Puffy finger, calcinosis, RP, scleroderma
Anti-KU Fever, RP, sclerodactyly

nItialsalanduaasaaitaalatas laun anti-tRNA
synthetase antibodies WAz anti-MDAS antibodies

(clinically amyopathic dermatomyositis: CADM)®""%""

5 1 nal
NENDAATNLLAZNALNNITILNALIA

auydzuuIniiusainaifialinfanszuiuns
ﬁLﬁ@mié'mawaamaﬁLL@iLsﬁaﬁﬁTu"L&immmgﬂﬁ’lmﬂ
lldagranunzauuazinisvanldgniiznisifia
o A A A o A X '
WIHANI ANTaNLEUNNINT I LU RINIIDADUR LA
@iamﬁnmﬁ‘;Umﬂmgﬁlmzﬁuﬂﬂa Tagn13antay

6 a % % % A A v

mawnaam@"lmmﬂmmﬂwﬂmnizqumammﬂuu
rliifansaniaulaiendaunily ldun dusnssw
Tadumifaniaden uazszuuiduin' (3Uf 2)

1. ﬁuqnim Lﬁadﬁ]’mImNQN major histocom-
patibility complex (MHC) INaEaNITADUAWDINII

nidunuluinenie uazdsznaudiodada (alleles)
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finannany Tofnsdunudn v19dadavas human
leukocyte antigen (HLA) inaviliiialsalaaduiaes
aﬁ%mamni‘mnﬁmLf‘Iaé'ﬂmuvl,&immml,mvlﬁmn%u”
Lﬁuiuﬂs:‘*mmmmﬁLLa:zﬁﬂuﬁgﬂ‘iﬁaﬁﬁ anti-tRNA
synthetase Ab §A2MuLTe29097 1 HLA-DRB1*08:03
%30 anti-MDA-5 Ab ﬁ(ﬂ‘a")'ﬂWU HLA-DRB1*12:02,
HLA-DRB1*01:01%38 HLA-DRB1*04:05 1{ludu &1
HLA-DRB ¢ananawulddosluaaiaidon wonanii
Fefn1sansianudanlasluiluy (genome-wide
association study: GWAS) Asiulsandaiiasniay
wui1 GWAS luaudiu tr-WDF4 isoform Hanu

Environmental factors l

. o

smoking o o

Infection o

uv ‘
Genetic predisposing
+  HLAalleles
«  WDFY4
« STAT4
+  PTPN22
«  TYK2

Alveolar epiteelial
cell

FuWudanisiialsa CADM"

2. Fwredey Jeaduuadsgnizainiudn
nazdu ldun nsfadalis Anonudnidulian
darumadunslanazanld u hianguiauinals
(enterovirus) lwialwn) (influenza virus) tiudn'""
Sigdaaslalatae (UA) tilasaniindianisanun’

1 a I v 1 a o o = dl =) v z
wuhdenudullldagedidesmaynziialsanauiiia
% d’ nl X A
gniaufiinauludlszrinsunuglsd annsnewnile
luaauld Seduiunufinanimaasidnsdudanuiod
p3nnan wazmsguyndudnniededonlnonu

FRNAMNLFLIGan1TAa IR ™

Epithelial cell r
Damaged
Epithelial cell
Antigen Presenting cell

& Beell

Autoantibodies:
Anti-ARS, anti-MDA-5 etc.

Tosa 10usdns:AUlAINAMSIanauavIsadnfAnIde Souumsguynsia:sudgdidudodaiasy nsni MDA5 nse PM/

Scl nansuiusnssuvavloga (viral RNA) sounuaungudninouidevsiomsgnns:AulAinlsA 15U WDFY4 gene

o:dvwaliimsns:AuMsIULAIBadnAnGalosaundu Weldvulanlasuia:saddniaulusiunie cytotoxic T-cell

(CD8+) d:bnthiranesadingnd rliiNAuINvadua:a1sineg nanvNivad [BadlaAVIBURAIDU (antigen presenting

cell) D:uWUASHINENT na:vudvlugosieuingen Adidndenunostafa:d ta:p:0msasueuAuessio MDA-5

n$o PM/Scl (anti-MDA-5 Ab/ anti-PM/Scl Ab) duw ia:dviniuns:uaidon Suiwaluranasaduovsioveniuosion

(ARLUavINIENESTIaY 11)
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3. MIABUAUBITRINNANY FILUULTRS
(cellular immunity) W&z 9ETUN (humoral immunity)'
INHANTATIE WV INENLie WIadon azwy
WatdaaunannWlovisiiefiioas (T-lymphocyte) lag
wi'lévis §3 4 (CD4) uaz Td 8 (CD8") SAWIHNINAT
Fuilolnd %uﬁUﬂ@:NI‘Jﬂﬂﬁ’]ﬂJL&ﬂﬁﬂLﬁULLﬁﬂ:ﬂ‘i:mﬂ
iﬁ&lﬁdﬂ’]imwﬁﬂﬁ’mﬂaa@auqaa&l (bronchoalveolar
lavage) ﬁa:wuiﬁmmﬁmﬁamnmﬁ@ﬁLmaa(ﬁgd%u
LTV

a A ¥ I‘

ANIAINIRBYULIA

mMI%Iaslsaltain1s o1 IusaInIlulazuan
8@ 20NN IATIINININSIF BazN1IaTLRaa ey

= =1 =1 1 v tﬂl 1 96 £
WD lslad anain1IdaInsadtNagIuIa1IlannIa
nl a A A s Z ‘gl/ di 1 aa >
WLAurIadnsdaTduiataaiNatiralun1sinasy
WATRIRNATYADITADIDAURRANVIITITN LNDTINY

aa o K o A 1 SLq/ s 15
TUBIRYIIUDIAARLEILANITIIINDN

DINIFLLALDINITLLEAS
anImalsndanduiaasadiTuanalld 1iw o
tﬂ' lﬂl =1 1 = I v

wauLnilay iasumzaanusd wIa sauwautdudw

ra =3
I@]EJ‘U’NT]EJ?J’WVLNllE’J’]ﬂﬂivtﬂ'ﬂuﬂ\‘iE]’m’]‘ii;%l,lﬁx‘ill’]ﬂ'ﬂ%

szuumelagunad lasduiungulsananuiiledniay
1 dl v 1 v v A
waazt sz AN lanan lT19dn anITuRaI%anLAiie
nszuumMIngla §auunaziannss oI INe
,3{ d;ﬂl n; o v = v A 1 6
la fAufiTwne thede §l9 nlenguainiasdlud

(Raynaud’s phenomenon) W uaw

1 o A

ATNNATILNIIIIA
1 e A a {n;d a

MIIMUNIWIRNNABNNIADINUANNAZLDUAFY
(high-resolution computed tomography: HRCT) f
anuaaylwnifiade anwmslu HRCT Awuldun
non-specific interstitial pneumonia (NSIP) lag
2 anwuzfia fibrotic-NSIP Laz cellular-NSIP lagani e
cellular NSIP flusildunsnnsallsauazaauauaide

Aall va 1 [ A A v [ 1 .
pnanfiladnit anwmzduiinuled ldun organizing
pneumonia (OP), usual interstitial pneumonia (UIP)

L8z mixed NSIP-OP pattern tJuaw'® (9131971 3)

aussanndaa
U d’ Qs ana Qs 1 I v z
ludithennmenldiumaifiadoindulsanduiie
ARV INTILTRG wusrlvaTiaguIIanwlaa 09
wiaz il NainiInIa lnuauRaUn@nisnIweny

o A a 1 v = g: 1 U 1 d’
W LazaTIGaa N 1IUasTazaTy ﬁ’)uluﬁdﬂﬁﬂ‘ﬂ

M1s1on 3. 61uunénUm:mUJrhashﬁmonouﬂ:)mos’ﬁﬂﬂmua:léaﬂqu (HRCT) wav ILD Rwules (ARLUavDIMENaIsenay 17)

Characteristics Typical UIP
Ground-glass opacity (GGO) s
Consolidation -
Reticulation +++
Traction bronchiectasis +++
Honeycombing +++
Others -
Distribution Subpleural and basal

predominant

Basal and peripheral predominant
+/- immediate subpleural sparing

NSIP OoP
+++ +
- +++
++ -
++ -

- Arcade-like sign
Atoll sign (reverse halo)

Multifocal, peripheral or peri bronchial
Basal predominant

RN PIWIBLATDIRANEY “+” LLﬁﬂ\‘iﬁG’j"lﬁ’]&l’ﬁﬂW‘UiaEJIiﬂvlﬁﬂaﬂLﬁﬂdsLﬂ Lazla3adnang “ LLﬁﬂGﬁx‘]ﬁﬂi}tvliJ'WUiaEJIiﬂﬁﬁﬂ‘II%
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sui 3

lianvanuyou: HRCT16 A: UIP multilayer and shared walls of cystic space at subpleural area (honeycombing pattern).

B: NSIP reticulation with bronchiectasis (white arrow) and GGO. C: OP consolidation (arrow head) at peripheral distribution.

ffﬁé’dvl,@i”%'umﬁfﬂma%i wuzsnliarNITaAIndaa
NN 3-4 Lfaw Wedamudalsn NMInausLoIAaNTS
T LLa:vi’ﬂLﬁ'mawmﬂmmm;@m Tasuuzunld
av1ars &l Tsiwase (spirometry) U5anaTdaa (lung
volume) LazIANIITUTILUNIWY IR (diffusion
capacity of carbon monoxide: DLCO) HANNSATIALAL
llazwuenufadndluinwasintevesSunaslan
(restrictive pattern) e In1yaaase9 DLCO ‘T%\‘immiﬂ
AN UNALNGVUaI DLCO vLﬁ(%dLL@ii:El:LLiﬂe] Ll
2819 13AANNNITATITNY restrictive pattern da95233
mm@;é"u Tagtaniz A2zsouusIvaInduLiiasiy
wiela (respiratory muscle weakness) 874 DLCO "71'
aaad nenainanmsilsaanudulunasaiaataa
gavl,eﬁ”l,ﬁuﬁu 'ﬁ‘jaaﬁLﬁuﬁaamﬁymimwﬁummaﬁumgu
Azwmani lrwmsaaewlsduasnauite n1sase
anuudsussasndaitonszisay miamananlwi
wla (electrocardiogram) wiansamaviladaaieias

v a A . & v
FEVOULRLIAIUNGY (echocardiogram) LAt

M3ATIINWRaILUHUANS
Idunimsasramsdlslad asfinanaludnadn ms
@mmauvlsnﬁl,ﬁa@mié'ﬂLaumaaﬂﬁwmf‘:a L% creatinine
kinase(CK), lactate dehydrogenase (LDH), aspartate
transaminase N13a3337AA1NNTaNLELIUII9IAE
(inflammatory marker) L% erythrocyte sedimentation

rare (ESR) C-reactive protein (CRP) W8z ferritin o9

6 1 v o [ 1
mraeunlaiang g lildlanuawziulse ud

oratrsuennzlsafisslissn™ Furenisdnmi
WENENURIGILITNNITI NN (biomarker) RS W68
Tsauan T uilednNsANENVUIALEN LT glycoprotein
krebs von den Lundgen-6 (KL-6, cytokeratin 19

fragment, surface protein D LJuan'*

ﬂqiﬁaﬂﬂgaﬂﬂﬁﬁla%ﬁ']ﬂsl%
UNUINVBINNTHRINRBINNILauAI8la (bron-
choscopy) 8943111 Ifiasannnsanatndswasnay
0984 (bronchoalveolar lavage: BAL) L‘ﬁ'ad\‘igﬂ%mm
wazThauadlliaLaaa (differential cell count) a1
uonwiiaveslsntanduaesafidoauas liaunarinwme
WeNnTol M%a@mmauauamams%fnm"l@i” 93N
lunscﬁﬁﬁmmﬂwﬂmm@lmsam%aaaﬂmnma:
TsamBU""® daunsdasuiiiaton suwunuuesinlw
vx'&'nLﬁmLﬁadmnﬁNmTNLﬁmﬁa:ni:@jﬂﬂiﬂﬁgw,m
Fugunninfezlddiaeuanmsriann® ™ udd
nydfsndudasri wuldawnsadfeasldannis
A7296149 9 nIamINuNzLTITINGY uuzulivinng
W1eadaa (surgical lung biopsy) @38N1311 video-
assisted thoracic surgery (VATS) 41NAINNIYINRIHANT
goansaamadumoly iz ldduiledlnanin ud
MdaInEIwATRaINABIUuU=UN AN transbronchial
cryobiopsy 311N11 transbronchial biopsy Un@LnIe

azlazuiitafilngnin?
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a ¢ A v 21’ [P
‘[Sﬂ‘l.laﬂa%l:(ﬂaiﬁ(ﬂL%ﬂa‘l%ﬂa'l&lluaaﬂlﬁﬂ
VL 1 a dl Vl L7 |

ANNINUBTUHOANNULaUD Y
gennad baadn n&jﬂmnﬁwmﬁaé’mau
"I,ajmmmmqﬁmwwmn%mwaammmam IGF
X o AT Toa o X o »
FuNURanTIN 198 lsladdanauiiladniay (myositis
antibodies) lag 2 ngufifaimsduniideaduined
a A U 1
ATy lawn
1. Anti-tRNA synthetase antibody (anti-ARS
Ab) \JungudlsladfiTiwnzdanduiladniay (myositis-
specific Ab: MSA) Anvldvasfia Anti-Jo1, anti-PL7,
anti-PL12, anti-0J tJudu F93ziann1slundas
FEUUNLAULANGANIN LL@iﬁ]:ﬁﬂéjummwadBﬂﬁVL@TLm'
% ..E( % % a & a A [
Ny anLEy U1ada Janduiaasaddos a1nIisslue
wazld'? 2% Gafinmsinnsitasufanwie lawn
Solomon? W&z Connors'? (AN31971 4) a1NNTVRIBULADS
a&%malun&juﬁﬁmmqﬂ%aﬂa: 67-100 va3128
anti-synthetase syndrome FINIDLNANBUDINITNG
Ao NEINLHALRZHINII b §INNINITHAINITHLLAaY
Wudasld (chronic or indolent course) LANATIEIH
A & v . . 6
WULLUVIIHIIIUAZIIALIIUN (rapid progressive ILD)
luaund anti-PL7 W&z anti-PL12 908101568 %N19
Uaauasiia1nsnsuussninnii anti-Jo1? anwmzaad
ANENENIITIRFIBNINALLT U NSIP, OP %38 mixed
NSIP/OP pattern lungu anti-EJ uaz anti-KS &13110
yarga1nIInstanatrsauilaglanuainiinig
Teuudurvaqyld
2. Anti-melanoma differentiation-associated
gene 5 (anti-MDA-5 Ab) dnumizatinizlungulia
natuLikadniay MDA-5 laun lsaniinaaaifaa
(vasculopathy) uazvinlfifiafiuaiwiez (UM 5) uaz
a a € a A tﬂl =3
ummwaﬂiﬂﬂaﬂaumaia@Lmamamnuazgmm
& (rapidly progressive ILD) fnwauwiludszans
Uszinadgilu Touaz 94 vasdnignifadoinin
anti-MDA5 #1513y wazTosa: 71 vasaunilsa
1aa a1 Tuaasuuy RP-ILD %uﬂumm@ﬁhﬁmﬂaa
a omn g s y o
mnammmlugﬂwﬂquu ANznIndauniidaan
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M1ST0A 4. INUVNSIT0AY anti-synthetase syndrome?

Connors GR, et al., 2010" Solomon J, et al., 2011*

Anti-synthetase Ab + one or Anti-synthetase Ab + 2 major or

more of the following: 1 major and 2 minor criteria:

« Myositis by Bohan and Peter' + Major

« ILD o Myositis by Bohan and Peter'
* Arthritis o ILD

» Raynaud’s phenomenon * Minor

» Mechanic’s hands o Arthritis

 Persistent unexplained fever o Raynaud’s phenomenon

o Mechanic’s hands

A

A Mechanic’s hands: scaly, fissured and hyper-
keratotic plaques on radial and palmar aspects of
fingers and hands, especially the second finger.

B Raynaud’s phenomenon®?

Wadule laun lsataaisfda (lung fibrosis) #3889
mm’ﬂumayzuﬂa@ (pneumothorax) LRZHWHINTIIAN
(pneumomediastinum) %anNANHLIVTILITUAINY
FURWTIZNINY anti-MDA-5 nun1IdaLTalada 19 was

= Qs =) a 4 | Qs £ Y a g
nIaatadulada 19 mmmﬂummzqﬂmﬂﬂkﬂu
11 Lﬁﬂdﬁ]’mﬁﬂ’s’]&lﬂﬁ’]Uﬂﬁdﬁul%ﬂﬁiﬂiz@?%ﬁ]’mﬂ’]i
foralaia 19 WaZN1INTZG 1% MDA-5 weaed e

¥ =

1968970 IANH BUABLIBUFVUAFIHE®
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sui 5.

syndrome

N13INB
Gl,uﬂm;ﬁuﬁ'a"l,;iﬁﬂ’liﬁnmﬁﬁﬁﬂ’mﬂ%ﬂuLﬁm_|
Uredintawenuuuludreniinlasas M ddayaatng
N4 aﬂ'wvl,sﬁm’mms%fﬂma:%ua%iﬁ'ummil,l,am
AUTULT waznsanfiulsavasfioudazan lay
%é’nmﬁ'm:n%é’nmaaImﬁamiﬂ@QﬁﬁﬁﬁmuvhLﬁu
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Azathioprine (AZA) LLaz mycophenolate mofetil (MMF)
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A-B spontaneous pneumomediastinum and subcutaneous emphysema (Hamman’s syndrome) in Anti-MDA-5
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Calcineurin inhibitor (cyclosporin A: CsA uag
tacrolimus: TAC)
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Cyclophosphamide (CYC)

MIANFRNWIBIDE UANMINLNIWITIUNTIV
agnaduszuuues Ge Y uazame® wuinluandile
cyc LLa:a@mu@ﬁ' 6 Az 12 Ao ANaaI19 FVC,
DLCO uaz HRCT 4% Mira-Avendano uazaoi® 'l
ymIAnsdaunaizeden 3 70 laun AZA, MMF uaz
cYc @J’ﬁ’um@mayﬁ Wui1TIganaMIwiiagannms
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1éun intravenous immunoglobulin (IVIg), rtuximab,
tocilizumab, tofacitinib #38n1311 plasma exchange®
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Antifibrotic therapy
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Usznalnefion 2 oiia lawa nintedanib wae pirfenidone
NNsAnELYSeufiay Nintedanib Progressive
Fibrosing Interstitial Lung Disease (INBUID trial)
finsfnslungduddanfldls idiopathic pulmonary
fibrosis (non-IPF) S'fi\‘iﬁﬂ’sj&lﬁl,ﬁu connective tissue
disease-ILD swagjﬁamm:wudw nintedanib 818130
T:88N138089289 FVC lungu CTD-ILDA™ a1nn3
v = d’ v 1 dl £ = tﬂ' v =
drafeannwule 1w aawld/a 3w Laa1wns Vel
A A 6 o é’
mamau"l,snmugwu
MIS10A 5. ADINAAUTEVNI W TIAnUaARITUTU

(progressive pulmonary fibrosis)®'

Definition of Progressive Pulmonary Fibrosis:
at least two of the following three criteria occurring within the
past year with no alternative explanation

1. Worsening respiratory symptoms

2. Physiological evidence of disease progression (either of the
following):
a. Absolute decline in FVC = 5% predicted within 1 year of
follow up
b. Absolute decline in DLCO > 10% predicted within 1 year
of follow up

3. Radiological evidence of disease progression (> 1 of following ):

a. Increased extent or severity of traction bronchiectasis and
bronchiolectasis

b. New ground-glass opacity with traction bronchiectasis

c. New fine reticulation

d. Increased extent of increased coarseness of reticular
abnormality

e. New or increased honeycombing

f. Increased lobar volume loss
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