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ANBLAMMTNALULILAZAMATNYDINANFIUY

AMAINYDINGNFIUNNTHNNY (levels of evidence) wagseAuveAIbuzl (grades of
recommendation) UB9LAAZAILULTNEUE1NBIAINUUINIIUBY the Scottish Intercollegiate Guidelines

Network Grading Review Group Adanslums1si 1 way 2019

A15197 1 ANINUBINENg1U (levels of evidence)

AMATNUBY
AN25UNY

nangu

1++ High quality meta-analyses, systematic reviews of randomized controlled trials

(RCTs), or RCTs with a very low risk of bias

1+ Well conducted meta-analyses, systematic reviews of RCTs, or RCTs with a low
risk of bias
1- Meta-analyses, systematic reviews or RCTs, or RCTs with a high risk of bias
2++ High-quality systematic reviews of case-control or cohort studies or

High-quality case-control or cohort studies with a very low risk of confounding,

bias, or chance and a high probability that the relationship is causal

2+ Well conducted case-control or cohort studies with a low risk of confounding,

bias, or chance and a moderate probability that the relationship is causal

2- Case-control or cohort studies with a high risk of confounding, bias, or chance

and a significant risk that the relationship is not causal

3 Non-analytic studies (case reports and case series)

4 Expert opinion




A9 2 SEAUTRIALUEIN (grades of recommendation)

STAUVDY

A1B5U"Y

ALUZUN

At least one meta-analysis, systematic review, or randomized controlled trials
(RCTs) rated as 1++ and directly applicable to the target population or

A systematic review of RCTs or a body of evidence consisting principally of
studies rated as 1+ directly applicable to the target population and

demonstrating overall consistency of results

A body of evidence including studies rated as 2++ directly applicable to the
target population and demonstrating overall consistency of results or

Extrapolated evidence from studies rated as 1++ or 1+

A body of evidence including studies rated as 2+ directly applicable to the
target population and demonstrating overall consistency of results or

Extrapolated evidence from studies rated as 2++

Evidence level 3 or 4 or

Extrapolated evidence from studies rated as 2+
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2.1 Azathioprine 2- D 93.8
2.2 Calcineurin inhibitors 2- D 93.8
2.3 Cyclophosphamide 3 D 94.8
2.4 Mycophenolate mofetil 2- D 97.9
3 | TufUae IMHLD fifidnwaznisaddngnamidsundu 2- D 95.8
(RP-ILD) k@£ ® 532 WU anti-MDA5 antibodies 814
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5.1 Intravenous immunoglobulin 2- D 96.9
5.2 Plasma exchange 2- D 96.9
5.3 Rituximab 2- D 97.9
5.4 Tocilizumab 3 D 91.7
5.5 Tofacitinib 2- D 91.7
6 |lugfUae IMILD 7 T n1sanatuvessdalulen 1+ D 94.8

(progressive pulmonary fibrosis) Wazlineuausime
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IM-ILD, idiopathic inflammatory myositis-associated interstitial lung disease; MDA-5, melanoma

differentiation-associated gene 5; RP-ILD, rapidly progressive interstitial lung disease
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AN INALTUNNSAN T UUENELAALUUEDUNEIIUIY 2

q

LAINAITUTELLUNUNSANYILNBIVD A

ee

n13An®1"8 1 Huapaya JA uagangin1sfnyiwuugeundslugUlg IM-ILD Al AZA 91u3u 66 518
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wag MMF 911w 44 518 aegUaennselasunesilaaiissesnsiuaig"” wuii forced vital capacity
(FVC) %predicted 71 24 iieundsnmssnuitsaesnguildfistuedaiifeddymsadfidensouiioy
fuAudu naAe ﬂdmﬁiﬁ AZA § FVC %predicted 1fisiiu 3.6% (p = 0.001) LLazﬂajmﬁlﬁ MMF 4]
FVC %predicted Wudy 3.3% (p = 0.021) LLaﬂumjuméf AZA Sinsiiinduves diffusing capacity for
carbon monoxide (DLCO) %predicted nendsn153nwil 24 wiewdmiieadtu (p = 0.002) walinu
ALLANF19T89A 1 DLCO 91001518 MMF wazid et suiiiauan FVC %predicted wag DLCO
%predicted IuLLGiazsziNLaawmﬁu'qamﬂ&jmwudﬁiajﬁmmmeshaﬁ’uaﬂﬂqﬁﬁaﬁﬁmwmqaﬁa uenanil
fuaeiidesnguannsaanuaaeiilaaiesesdadldassdifoddameadng 24 Wou (155 un. uas
6.9 un. Tunguiilsl AZA uaz MMF sudsy) wusathafesnnelunguils AZA gsninnguitldl MMF
ogniltiudifyn1eadd (Fooay 33.3 uazfosay 13.6 mudidu, p = 0.04) Inglunguils AZA wuns
dutuvesaneuleiiulfgdetosay 152 WaSeudeutunguilld MVF Ssufiosiosar 2.3
NsANYILUUENFUNALUUERUNEII89 Mira-Avendano IC waganzTugUae IIM-LD F1u3u 46
sreiolUSeuiisuUsyansnaveanisly CYC, AZA wag MMF(1®) WuInnsldena 3 vinanunsavinli
FVC waz DLCO windunmendinsine nanmeviili FVC %predicted Wity 5% uas 4.7% fiian 6
waz 12 ieunudiuidewSeuiiteufuaidudi uay DLCO udu 2.9% uay 2.3% el 6 uay 12
WounmudwuilaiFeudisutuAniudu wilifinsssuiisulssansuaseninanisldeoudazyin
oglsimuwuinfesay 41 vearUhedilden CYC deaddnululvionguduiosnnennslifisuszasd

1N81 CYC wazdinsnouauasbin

2.2 Calcineurin inhibitor

[ [ o/ o o < ¥ ¥ [ 4
ANINYBNNANFIUIEAY 2- 32AUYaNIAILUS YT D ATIURUNDIABNNUTaEas 93.8

IINMTFAVAY NUNSANDIUTEAVENAaYRINTIEENgY calcineurin inhibitors Balaun CsA waz

TAC Tun1s$nwdUag IIM-ILD visnua 215 n15AN® wia1nAsussliununsAnuiineideuasd
a & 1 [~ o = (11,20) = 1 VL 4 v

AN A uNIINUNINITIUNTITUOEITUTEUY 2 NANY nsAnwsuuguwuulutamen 1
= (21) o = ﬂ o v 1Y = (22726)1 = & {.’] =

A5AN®12Y wazn1sANEILUUEINELNALUUSDUNSY 5 A1SANED AENISANYININUMTUNITAN Y

A5l NansE1Ing calcineurin inhibitors LazABIALAALAETREA DE19LIARNY NITNUNIUITTUNTTU

| [~ = -dill (= = [ 12 [} (=] 1

ag1uduszuu 2 nsfnwrldnlngidunissiusunis@nwnuuidhdunawuudound waglufings

AIUAN Hozumi H uagAnziUTeuliisuuseaninaseninnisld calcineurin inhibitors $aufiunasilaa

Weseun uwaznistdnesilaaiesesalueniedlugdae IMALD $auau 32 518 wuiingugUaeiile

calcineurin inhibitors S7u#283 progression-free survival #1 2 UinAusesay 91.7 FIaININAUN be
Pros y !
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roshlrafesesnlugnelegsitoddyneats (Sevaz 41.7, p = 0.03) uaziionsnisiialsafisy
g1lu 2 U (2-year recurrence rate) UognitegreiidvdAgynaifduieliu (Fovaz 8.3 uazsovas
33.3 AINaGY, p = 0.04)%?

Takada K tazatz@neUss@nsuaresnisld TAC saudumresiladfesosn® wuindlensinis
sonTinlassauwiniuiesay 88 uazillaw3euifiauiunquitldnesilaafiasesdiduenien (historical
control) WU1" progression-free survival 71 52 dUa1AinAUTesaE 76.4 LA 66.2 AIUAIAU Lazds
wua1A1 FVC lunguitld TAC shudunesAlaaifiesaediuduain 69.1% predicted 10w 81.2%
predicted 7ta1 52 a9 (p = 0.0023) wazAuuTuresoandaulunasaldanuas (arterial partial

Ql é’ 1 a W o U aa
pressure of oxygen, Pa0,) INNIUBYNUUYAIALYN1IAAR
= . d = a a . . . . & a

NN9ANWIVDY Fujisawa T asAtuslUsaumneuUsednonavuas calcineurin inhibitors M19a09UUA
laun TAC uag CsA Wieldswuiunasilaaiigsosdtud Uiy IM-LD?Y wuitems 2 yiaiiuszdnSualyl
AneusluauNSILTUYeY FVC way DLCO, progression-free survival Wazens1n1ssondie

Q‘Q‘I Y1 [} ! U QI d = .Y ! ¥ . . . o . o L4
nsainUaglineuaueaswian1ssnwsudu dndng1udnnisld calcineurin inhibitors annsavinli
Ureinsneuauaavuld Sharma N waganzAnwIN1slden TAC Tugdhe IM-ILD Ailineuauaswionis
Fnwiluszezlsndausznaunig prednisolone Way disease-modifying antirheumatic drugs (DMARDs)
pg19tiay 1 ¥lin®) wui1nsly TAC Saumeasyiliguiesesas 94 faussan1ndenfvu Hanaoka H
WazAMTINIIANYILUULEFUNALUUT o UNA 01U T2 ANTHATDINITI NV UUNALVDS calcineurin

inhibitors WAz mycophenolate mofetil (MMF) l3gutiisuiunisld MMF egraifiealugiae M fils]

(%
14 L A 1

mauaua\‘lﬁumi%'ﬂm@f’gﬂﬂﬂﬂmgﬁﬂmﬂuwuﬁmamﬂﬂ% 1 ¥1ia (resistant inflammatory myopathy)(

q %9

26)

WUIINITINYILUURALAI81 calcineurin inhibitors kag MMF sauiuassAlaglAgsosnaunsavinlimn
ulminduiiloanaslneg1eiidudAynisads weldiinasen1siudsuliasees FVC, ILD progression

free rate WALBMNIINITTONTIN

2.3 Cyclophosphamide

[ [ (A o o < ¥ ¥ [ 4
ABNINYBINANFIUIEAY 3 F2AUYadAILYZYT D AU BN TaEas 94.8

NNTEAUAU WUNNSANEIUTLANTDIWNAI CYC Iumi%’ﬂm;:iﬂ’w IM-ILD 919939 236 N15AN®

| a = PO v N a |
LAAINNITUTLLUUNUNISAN®INLA EJ’JGU@\TLLagmﬂmﬂ']WWLUUﬂr]TV]‘UV]'JurJﬁimﬂiillaﬂ']QL%]‘U?%'U“U 2

[ v

A13AnwI 2" AnsAnwuuENFRNALUUEDUNEY 6 NNSANWYN 1S 2832

' daulugidunsshwanuulien

CYC Maviaenidandhauas 1 AsIsIuiuAesalaaiesan kilnduauauwasiidnuulssyinsiey
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(27

AINUNIUITTUNTTUREN T UTZUUVRY Ge Y wazanz?” wuindl 5 nsAnwlugUae IM-ILD 7

Anm1 FVC, DLCO waz HRCT 1 6 1130 12 tilounendinissnwisag CYC Wudwﬁﬂ’mﬁﬁ FVC, DLCO

[
= 1

waranwaen1e HRCT ATudINUIUSesay 71.2, Sa8ay 69 Lagsouas 76.9 Aua1au waviiUlusovay

Y

57.6 wavdeway 64.3 fiflA1 FVC %predicted wag DLCO Y%predicted T > 10% wasiidnuwazna

12 '
b4 a a

HRCT fiuSaway 67.3 wazil 3 miﬁﬂwﬂuﬁgﬂwﬁtﬂu IM-ILD NI NN IAALNLUULAEUNEULAENS
= o av vo ) Py | ) & a a & | Ao aa v
BUUNAUN EATUNISTNEI928 CYC S1UAUABSALAALRESREANUINTONIIN15IanTInlnesIuSaeay 58.1
wikiisenulSeuiisunansfnwidainaniuusssninguiinisadulsawuuisesmsemsinwau
AINUMIUITTUNTIURE I TUTEUUVDY Barba T hazAnls WuId 7 miﬁﬂwﬂurgﬂw IM-ILD 9
finsasulsanuuisesednuiu 71 98 wudigthenlasu CYC donisasivseiusosas 56.4 (95%
Cl 44.0-68.0) wazdl 2 nsfnwlunquiUaeidu RP-ILD wuingUaedlasu CYC §8n31n1s5endind 3
Wousasay 72.4 (95% Cl 6.4-99.0) BaRnInsidmasilaaifesaamdusnned weliiin1siuSeuisuny
o Y a a a &L a P Y v Y] = ~ a a
nsshwsigenaiiviiandu wenaintl dnsdnwiwuuiihdunauuudeundudseuiisulsyansnaves
CYC JUBUUTUUTENIU (24 518), AZA (13 $78) kag MMF (9 $18) nuitnan1ssnunluinuvesaussanin

[

Yaalifianuuananeiuseningen 3 aiait?
2.4 Mycophenolate Mofetil

[ [ o/ o o < ¥ ¥ [ 4
ANINYBNNANGIUIEAY 2- §2AUYaNIAILUS YT D AR UNDIABNNUTaEaS 97.9

AINANSAUAUNUNISANYIDIUTLENTNATDS MMF IUﬂWi§ﬂHWE§ﬂ%8 IM-ILD Y19%4® 65 N1SANWYI

=~ PRI v a a & P o v v o P =
nunsAnwigIteskasiinannaidunsfnwwuudhdunauuudoundsdiuau 3 Msanwlagidu
NsANwINTSiYE1 MMF Wisuiieuiu AZA 1, calcineurin inhibitors® wag CYC!® TugfUag IM-ILD
aannanluludwugii 2.1, 2.2 uag 2.3 wudnistder MMF aunsavilly FVC wag DLCO e Uae
WUl 8 19 Hanaoka H karAMEANEIUSEANSNATDINITINYILUUNANYDY MMF kag calcineurin
inhibitors Wiguieuiun1std MMF agraidedlugUae IM Nlineuaussiunissnymeeinaniinuiu
& | Y a o I \lyu e‘aI a &1 Y] (26)1 ° S v ~
fuguegetey 1 ¥liadiuiu 19 18 lnennnelasuaesalaaissesnsiumnie® Tuduuidfen
Wy IMALD $a8ay 79 wulinn1ssnewuuNausge1 MMF wag calcineurin inhibitors Saufuaasalaa
a s o Yo 6 4 dgll 4 1 = o % aa 1 ra 1 d‘
WesesaanunsavilnaeulminalioanaslaegrelidvdAgymiseds waluiinananisiasunlauss
FVC, ILD progression free rate uazdn31n155endin eg1dlshaug e 2 nguaiuisoanvuinnesa

o o

lnahesesnildaslaeeeditodfny
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o o dl
ALLUSUIN 3

Tug{ U8 IIM-ILD M idn¥azn19Aalnana1utReunay (RP-ILD) UWaZATIANY anti-MDA5S
antibodies 2133151 1N N¥IRIEABIALAGLAETOEAIINAVLINANTAUAUNUFIURUUKEY

28191198 2 YUANILALBUAUNINNTINITINYINYNITENUL1N AL TRARUUIUNDY

ABUNINYBIVIANGIUTEAU 2- SeAUYadAmYei D Aduiuiiasdasiusagas 95.8

Tsuji H wazanzyinsAnwwuuludrmivesdUie anti-MDAS5 antibody-positive DM 9131 ILD
WU 29 Tenlasunissnwee 3 vila (triple therapy) AsLAENAY (early combination treatment)
Faloun meidlaaiiesonsiuiy TAC wag CYC vlindnivaaniienndl iWIsuiguiungualuay

(historical control) #1lASUN1TFNBILUUTURBUY (step-wise approach) 91uu 15 518%Y TaeSouas 85

4

Yo engulasunsShvwuunaAiuAuildnyaenInadnuuURUNAULAEA AR UNGY WU
NI NYIUUNANA WA UAUTINTINTTOATINT 6 Lar 12 LAouganInssnvwuutuneuagiall

Wod1Ayn19ada (Fovaz 89 waysosay 33, p < 0.0001 waziesay 85 waziovaz 33, p < 0.0001

[
1 IS

AUE1PU) wazdanuin FVC wazdnwazAulaun@an HRCT Anduednsiieddnieaniguieaiy

= 1 = o ] 3 = v Aa o aa a 1Y) = o ]
ﬂﬂLLquﬂqiﬁﬂﬁqﬂﬂﬂan'ﬂgLUUﬂqﬁﬁﬂw{Lu%UaUmﬂaﬂwmgwqﬂﬂaUﬂLLUULQSUW@ULL@SﬂQLQHUW@u LL

a

WerwgdanuiudidUae anti-MDAS antibody-positive DM Aifidnwaznisaddngnanuidaunau

e

9199z lAUsel8vUaINN1T N ¥IMEEINAYTANAUNUFIULUUNANDE 1LY 2 FTAGIUATUAULTULA I

Y

.:s' ~ e ] A Aa o aa a Y} = a 1Y) =
Lu@\i‘r\]’]ﬂﬂﬂqﬁﬂﬂHqWquﬂQNl’dﬂjﬂ [IM-ILD ﬂUm%WqﬂﬂaUﬂLLUULﬂﬂUWﬁ‘ULLagﬂQLQHUW@UQ%ﬂJiaﬂr}a

a a % VLS.I (12)
LNANTIRNATNRYUNAULANN
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o o dl
ALLUSUIN 4

Laiuugdn i ld methotrexate Tun135nw1 IM-ILD 1llasanludindngiuiBeuszandnuansda
Uszdnsualuguae IM-ILD

AQUNINYNNANGINTLAU 4 T2AUYaeAmUz1 D AIMTuaedadnusagas 96.9

INMsAUAY ldnunisanuiiiausednsuareensld methotrexate (MTX) TunissnwigUae IM-
ILD Tnensd kain1s@nwkuuindannawuudounasnuin MTX 1dlanalunissneinnenaiuilesniay
TnsianglugUlenionnisnduiainunazliiilsavandunesamdualagonaldsiniuendu wu AZA

Y o A

4239 fsrpaugtheniinislyd MTX saudvenagiiauiudu 9 TugUae

wag calcineurin inhibitors ug
IM-ILD wagnuiniin1snavauasian1ssnyl waansenugdienings ldaunseagulaimwavesns
Snwrdudunaninnislier MTX Snvisdldfivdngruuidadnnisld MTX asfiulenanisiislsaden
duwasaflioadnyn (methotrexate-induced pneumonitis) #3ak 31NNSANYINNLUHLAARUWA LY
HauaIN1hde MTX (52 918) WTsuisudunsiden AZA (89 518) lusUae antisynthetase
syndrome® wudnguiild AzA laiflenisliifiaszasdmaszuumela udnguitld MTX To1nnslaidis
Uszaaneszuumelafislavar 8 (p = 0.02) usillfUleiiesiosas 4 wihduiButiinormslifiassad
fINantAnaIn MTX-induced pneumonitis (p = 0.1) LwiashaiiﬁmWﬂumiﬁﬂmﬁj@ﬂwﬁlﬁ%’um MTX
fauguusaveslsavondumedaiidoatiooniinguitldiuen AZA warlifissyinusinisitiads MTX-
induced pneumonitis TALAU

Fattuituszauisituliuugiilild methotrexate Tuns¥nw IM-ILD ffosnnnladfivang s
Usednuiesusednsuavesen MTX Tu IIM-ILD feuiiasiin1siasneriafunuuwasn1sAn ¥ uwNuFag1X
walunavnalvgflufiefidulsavendunesafifuannlsates naugunesdinuiinisld MTx Ll

(37, 38) | {199910 (IM-ILD Tn1sediulsafivainviaie

Walanianisianlsavandumasafideaaineniniy
p= ~ P o a 2 Y P a | e &
wazdilonianazdnsaniiulsrnuugnaiuuassingals inldeuasiennshielszasdnisssuumela

a &{ o YY1 a = ! [ a aa 1
bNAUY EJ'T%‘I/I']ELWEJTJ'JEJN@’]H’W?ULLNLL@ZEJWﬁ]mmﬁm@@@liﬁﬂ’]ﬂﬁﬂ“ﬂﬂﬁiﬂ
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o o dl
ALLUSUIN 5

¥
a o/

TugUae IM-ILD Nlsinauaussian1sinenlsnasilagiissasnuasenadqaiunugIu 913
N5 I%N155n 1B UsAUA Y lAwA intravenous immunoglobulin, plasma exchange,

rituximab, tocilizumab tta tofacitinib

ABUNINYBIVIANGIUTEAU 2- SeAUYadAmUei D Adiuiiasdasiusaegas 97.9

n3dlae IM-ILD Afinsnevausdlifvielinovausironisinuienesflaaisessvuings
iamﬁusﬂﬂmqﬁﬁmﬁuﬁugm lawn AZA, calcineurin inhibitors, CYC @y MMF mﬁ]ﬁi’%ﬁué’faawgﬂmjuﬁ'u
w3933 155 nwwuud usaudae Tdun intravenous immunoglobulin, plasma exchange, rituximab,
tocilizumab wag tofacitinib nMIsMUTELITIMNTIINUINsAnsluUhenguidnlngvilungud

\Ju antisynthetase syndrome wag anti-MDAS5 antibody-positive DM Lﬁ@ﬂﬁﬂﬂrzsﬂwﬁﬂ 2 nguildiu

[y a

™ a =% a v oA = o A = & v
IﬂfyuaﬂHm%WqQQGUﬂLLUUﬂQLQUUWﬁTJ“iE]Qﬂa'uJLQ?JUW@U I@IEJ L%ﬂj%qmmﬂqquﬁuaqiuaﬂjﬂ [IM-ILD

il
Y

J d' d' ! ! (% v 6 A I [ a Yy o ¥ L3 o/ dy
ﬂ@m@uml&l@l@‘Uﬁu@x‘](ﬂ@ﬂﬁiiﬂﬂﬁ@?ﬂﬂ@ﬁﬁiﬂﬂmﬂiaEJfﬂLLEWE’J’]ﬂ@ﬂllﬂllﬂﬂ@’]ﬁ]"ﬂ%l@]ﬂi%lﬂ%ﬂﬂ?ﬂﬂ'ﬁ'ﬁﬂ‘l}}']u

Y

| a [y o o =% <) v = U . .
LYULAYINU ﬂ’]LLu%‘U’]ﬁ]\‘iLUUﬂ’]iE]HﬂJ’]UGEJ@ﬂ;Ija"\]'mﬂ’]iﬂﬂi&l’ﬂw’dﬂﬁﬂ antisynthetase syndrome Wag anti-

MDAS5 antibody-positive DM lnsfisneazldenvedetaznissnelaassinngd

5.1 Intravenous immunoglobulin

[ [ o/ o o < ¥ ¥ [ 4
@ZIJJ')’)W‘ZIQ\?Wé?ﬂg'?Ui&’WU 2- 52AUYaNIAILUEYT D AIIULUNDNABNINUTaEas 96.9

a [ = = a a . . . 4
PNAITAVAUY WUNISANIDIUTZANBNAVOY intravenous immunoglobulin (IVIg) Tun1s3nwn
AUqe IMHILD viswun 73 n1sAne usannnisuszfiununmsfneineideasiinunmiilunisdng

wuuEhdunauuudounds 1 nsfinw® gadunisinuludUae anti-MDAS antibody-positive DM 713

[y

nsAsiulsakuy RP-ILD fthennselasumssnwinenesilaaiesesnvuingauazenagiduiuiuy

q

WAy 2-3 ¥HA Lawn calcineurin inhibitors, CYC kag RTX An8lu 1 §UA1naIn153 89838 wa 893015
anauve ILD Fslinisinwdne Vi Tnefsuaugtaeitmun 31 18 wWisuifleutungudildldsuns
Snwnae IVig 91U 17 51 wudﬂﬂﬁjuﬁlé’ Vig fi8m51lsmatu (remission rate) 7 3 Laauqnﬂdmdmﬁ
1l Vig egnsiifddynieadi (Fovas 71 wazdesay 41.2 amddy, p = 0.044) wagnguitls Vg 1

[

Y Aa Ql‘ A ! 1 d' v v 1 a o o aa ! a LY b4 b4
BRIINITIDAVIAN 6 Lmuqam’mqwimlm Vg 98 NUUYANAYNINADALYULAYINY (So8ay 77.4 Lagsoy

>

Ay 47.1 muaay, p = 0.033) deudn1sAnwifnanIzAnwiianigl Uienau anti-MDA5 antibody-

positive DM wai3envigyiiannusindnluduae IMHLD nguduilinevausssenissnyidienasila

Y
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1% [
v A Y

advseunuazenaniduiuiugiutuenavslauselevdannsshwinlg Vig uiednu Aruuzi

manandulunmseyuudeyainnisfinwiluguae anti-MDAS antibody-positive DM

5.2 Plasma exchange

[ [ o/ o o < ¥ ¥ [ 4
AN INYBINaNG1UYIZAU 2- §2AUYaNIAILUS YT D AR UNDIABNNUTDEAS 96.9

INMTAVAY NUNMIANYITIUTEANSHAYE plasma exchange (PLEX) Tun1s3nwigUae IIM-ILD
& = ! a = o 1% = a g = o
Mavan 47 N13AnwT weiannnsussliununsAnwiinegitesasiaunmadunsfnwuuuiidng
wuugounaaande 3 n15Anun0? asAnwives Abe Y wazanglu Udy anti-MDAS antibody-
positive DM 7idin1sa i ulsaluu RP-ILD 9 lunaudaussnenissnwinigel 3 gida laun Aosala

e o8RG calcineurin inhibitors wag pulse CYC 313y 10 5180 drUe 6 selasunis

Y

Shwiidudag PLEX wae ¢ 518lald PLEX Wudﬁﬂdmﬁiﬁ%’umi%’ﬂmﬁw PLEX f§msn1senTindi 12
Wougsninguitlaildnisinusne PLEX egrsilifudndmeaia (Govas 100 uazdesas 25 suddy,
p =0.033)

n3AnwIves Komai T wazanizlugtae CADM ¥3e anti-MDA5 antibody-positive DM i3] ILD
wazlineuauasian1sshumeneiilaafeseunuuInassIuiu calcineurin inhibitors wag pulse CYC @V
wuinguildsunsinufisAuge PLEX 3 sousiodUnnii lade 17 seu (11 518) fidnsnssendind
12 iieuganinguilillaunisinunse PLEX (8 518) egnaflduddnmeada (Govay 91 uazdesas 50
AINE1RY, p < 0.05)

n13An®1ves Shirakashi M wazauglukUg CADM %38 anti-MDA5 antibody-positive DM il
LD wazlinavauswianisinwisieaesilaaiesoenuu1ngesiuiy calcineurin inhibitors ua pulse

[

CYC? wudnnguilasunissnwaae PLEX 3-5 saudeduaiy 531 13-15 dUnv (8 518) 80351n15500

a v (Y

Fian 12 wougeningunlilanisinwisy PLEX (5 518) egelidudAgyveada (Segay 63 uaz

>

Sowaz 0, p = 0.04)

5.3 Rituximab

[ [ o/ o o < ¥ ¥ [ 4
AN INYBINANG1UYIZAU 2- 32AUYaNIAILUE YT D AR UNDIABNNUTaEas 97.9

INNTAUAUL WUNTISANYIDIUSEANTNAVDT rituximab (RTX) 1umi%’ﬂmrz§ﬂw IM-ILD 19%13@
~ \ a P A a ] ~ P =~ o
107 n13An® wiannsusEununsAnwineivesazinaninadun1s@nyiwuu 1 dunaiuy
founas 2 nsAnududunisfinuluUiengu antisynthetase syndrome AifiduauUszansfing

AUINaLRY 3 49
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N15ANWIVe4 Langlois V wagmnziUTeuiuUssaninaseninnisldneiilaafiusosnvuings
Sy RTX wae CYC lugUae antisynthetase syndrome 113 62 518 Imamjuﬁiéf RTX 98USMS
o1 v 1 nfulududl 1 uae 15 wie 375 un/mya/dUani iunan 4 daviuarliideseunn 1 n3u
yn 6 1ou waznguitld CYC axudmsemsvasaidonsn vun 750 un./msa Afou lWumsinwdnti

(induction therapy) InefiAfiseguvadsssziiaINIssnwIiniwiiu 6 hsu annuulinissnwsiellios

[y a

seenanfiAuiusindu wu AZA wie MMF 1Jusiu wulnvisaeanguil FVC %predicted #iszaziian 6

WA 24 LADUNAINITTNBUN LT Uy NI UBEIAYN19ad ALl 9L UT o UL UAUAILT LAY e DLCO

%predicted WnTuagslitudAganglunguila CYC wagnuin 2-year pulmonary progression-free

o

survival Tunguitlé CYC tagninnguitls RTX ogsfitioddyneadd (hazard ratio 0.263, 95% CI

[

0.094-0.732, p = 0.011) usnndlungudilsl RTX nugthefifidnuwaizyne HRCT fiszoziian 1 ugas
ﬁaaﬂdﬂﬂa"mﬁiﬁ CYC (Soway 4 Lagioyay 27 Auany, p = 0.03) adﬂﬂiiﬁmaﬂuﬂﬁjmﬁiﬁ CYC 1

aussanmdonsuiukgningunla RTX agredidediAnynieada willowSeuiieudssdninarodnis

o o

SnwnszninedaestanuiniinnuuanasiuegelitudAyniseia

NN3ANYIveY Korsten P uagAnziUSeuiisuyuseansuaseninamsla RTX wazlale RTX Tugdae

[y a

antisynthetase syndrome 31uu 12 518 lagnguinlilla RTX agldenagiiduiuyindu loun AZA,

q

CYC, CsA, leflunomide wag MMF waziUredruluglunvasinguldnesilaafiesosnsiusie wuii

AUaenauitle RTX 6 Tu 7 91¢ (Seway 85.7) Jaussanmuennsivisendu drlunquilala RTX finns

a |

MAnsAanuTILIL 2 Tu 5 518 FundegUleiies 3 Menddeyainniy wuime 3 Medaussaninden

Y
Asnvizenvy Inerevniglunisaenguilanuaenia HRCT ATuiszesiian 14-30 ihiaw
nsAnwRananiveyanuguaeegeAsutednn wu Useiansldennaginuiuiinguin
| [ a { = < v ) = i . ]
nou waznsalulsaneunisAnwl WU LLazLUumiﬁﬂMLaW’m&ﬂ’m antisynthetase syndrome i

d‘ = 3 ! P A Al 1 1 o v & a a 3
L?I‘EJ??I']QJ}M@’J’]MLMU'JWIU&J}U'JEJ [IM-ILD ﬂ@ﬂ@u‘ﬂl&l@@Uﬁu@ﬁ@@ﬂﬁiiﬂ‘bﬂﬂﬁUﬂaiﬁiﬂﬁmﬁﬁaﬁmLLﬁ%E’J’]ﬂ@

X2

ay o v 4 [ 14 1 = [y o o o ' = & ¥
Qw‘juﬂua’]’ﬂf\]ﬂfﬂﬂidﬂeﬁuf\]’]ﬂﬂ’]iiﬂ‘l&#’]@?ﬂ RTX LguLtagInu ﬂ’]LLUSU’WNﬂa’]'J’NLUUﬂ’]i@‘l{ﬂﬂU“UEmuﬁﬁ]’lﬂ

miﬁﬂwﬂurzgﬂw antisynthetase syndrome

5.4 Tocilizumab

[ [ (A o o < ¥ ¥ [ 4
ANINYBNNANFIUIEAY 3 F2AUYadAILYZYT D A1diUNBNnadndTagas 91.7

& 1% =2 = a a £ . = & ' .. .
INMTAUAU NUNSANTIUSEANSHATEIN5IYE tocilizumab Fulugngy anti-interleukin-
6 (anti-IL-6) Tun133nwUae IM-ILD 7aviua 16 n15Anw) WAINN1SUSLLRUNUNSAN YR EIT DT

N13ANwILUUEaunasars18unIAlUIe 2 n15Anw®> * n1sfnwives Sun S wazamslugUae
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antisynthetase syndrome $1Wau 113 578 @9dl ILD $2ue 102 s1auasinisenfiulsawuu RP-ILD 17
518 wuthedesar 22 (25 119) Tanwazidilanungy high-inflammation agldinausiae 14 > 38
parwaldua saufuinisifiuduues erythrocyte sedimentation rate (ESR) > 20 1u./43. Wwas/wio
C-reactive protein (CRP) > 8 un./an3 Imlaﬂﬁﬁmmﬁmﬂmiam%a Flughengy high-inflammation
ifl#en tocilizumab Sadaesuu 4 58 NUINIIURDUAUDIABNITINW ustagnslsAmunisdnunils
SuuusznstesuarlifinsiFouiivuussansuatuenguauriesasngudusiude

Zhang X uazAMEI1891UK YUY anti-MDAS antibody-positive DM fifinseufiulsauuu RP-ILD
wazldnauauewianissnwsigen 3 via laud reshlaafeseanuungs, CYC yinsuusenu way TAC

(46)

1w 6 518 nudthedesas 83 neuausteniIsinwIii tocilizumab agldinasivesdnuaenig

aa o Aaf
ARUNLLAZNTNINENTINDNNAYUY

5.5 Tofacitinib

[ [ o/ o o < ¥ ¥ [ 4
ANINYBNNANFIUIEAY 2- 32AUYaIAILUE YT D AFIUAUNDIABNNUTaEas 91.7

MNMIFUAU WuNsAnwAsUsyAvEnaveanislden tofacitinib Faliugngu Janus kinase (JAK)
inhibitors Tun133nw1EUae IIM-ILD Wavaa 29 s wiannsUssdiununsaneiiiedondu
nsAnwwuulutamidn 2 nsAnwn®” *® Kurasawa K wagpuz@nwiusz@nduavesnislden tofacitinib
YA 5 10, SuuTEmuiuay 2 ﬁ%’jﬂu;ziﬂwﬁﬁ‘]u anti-MDAS5 antibody-positive DM fildmeuauasianis
Shwmeen 3 ¥ila laun Aeshlaafieseunuungs, CsA wag pulse CYCH? Iuﬁﬂaﬂﬂduﬁﬁﬂﬁswmmﬁﬁ
15alyd 3 Usenis lawn seau ferritin Tuidannauni1ssneinigen 3 ¥9a > 1,000 wlunsu/ua. HRCT
WU ground-glass opacities 58 consolidation Tutaanndiunoun1ssnwisieen 3 ¥ia wasnudnwoe
VBINNTIENTIONUGAITENINSNwIEeT 3 wila Wisueuiungualunu (historical control) Wuin
fuhenguiils tofacitinib $amAunnsinuseen 3 vlalidnisendiniesas 60 dennnitngueiunm
ageltedIAYNSEaR (o = 0.02)

NM15ANYIV0Y Chen Z wazanziUssuliisulss@nsnaveanislien tofacitinib sauiuaasflaa

WeseealugUag anti-MDAS antibody-positive DM 113t 18 5183 uliisuiungumiuay (historical

Saa A

control) 37U 32 518" wudnquiiba tofacitinib 16031115500 F 0N 6 LAougINIINa U ballel

o w a 9/

tofacitinib ag1slitipdAyn1sana (Sovaz 100 wazsevay 78, p = 0.04)

<
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o o dl
ALLUSUIN 6

Tug{ U8 IIM-ILD M iin15qanatuvasneialulan (progressive pulmonary fibrosis) wazlai
AaUEUAIREN1TINYIRIEARRALAMIALTREALATEINANANTY Tnednenenendiiniiudaslilad

AMANIAINAIEVTELIADY kUt lin1TnEIRIB8RUNIER

AQUNINYBIVIANGIUTEAU 1+ T2AUYaNAMUEYT B AIITUBIdaeusaeas 94.8

Uagdululssinalnedendiuiein 2 vlia  laun nintedanib uag pirfenidone 2nNsEUAY

= 1 .q'q 1 Y a § a a d‘d v A .
wunsAnwuuudundnguatvadluielsavendunesafideaniinisanaiuainieiia (progressive
fibrosing interstitial lung disease, PF-ILD) 91u7u 2 n1sdnwn™® 9 laginaginisidaduniig PF-ILD
Aesdivdngiunsanaiuvedlsaiinanialatuden lowd aussaninden Ysuaisiinain HRCT wag
anwaznad dnfingasianlasunissnernuuinsgiuveddlsaiilua g ias waznun1snun

I |

' < = | A V1 A & 1J v A |
’J’iimﬂiillﬁ)ﬁﬂx‘lL‘IJ‘IJ’iS‘LJUGUENﬂ’ﬁFTﬂHWLLUUQ&JWNﬂaNﬂlUﬂﬂJs{J@QQUUSWL‘LJ‘UIiﬂ‘U’e]@LUUWQNW’%’]ﬂﬁWLMG}G}’N

9 9

9 Wofnwiensiislszasdnazanuvaoaduainnsldeiduisiadiuiu 2 nsdne® *?

Flaherty KR uazaz@nw1usedninavessn nintedanib lukUqe PF-ILD Tnew3euiiisuiuen
yaen NUINguilesuen nintedanib fnmsanasues FVC finan 52 damitfosniinguiilssusivasn
pgeilded1AtNI9EnA (-80.8 Ua. Way -187.8 1a. MINAIAY, 95% Cl 65.4-148.5, p < 0.001) walaidina
AoAMAINTIN NM3isuvedlsavendumesaiidua wardninsidedin lnsamnuesnisiiniinly
Jonvasszrinslunsdnwiinatsanng ldun lsauWninuies (connective tissue disease-
associated interstitial lung disease, CTD-ILD) Souay 25.6 (luﬁi”]muﬁlﬁuim%’@é’ﬂLaugmmam‘%sas
13.4, 15Aaniaud 9sv8as 5.9 way mixed connective tissue disease (MCTD) $88ag 2.9), chronic
hypersensitivity pneumonitis § 8&a% 26.1, idiopathic non-specific interstitial pneumonia 5 88 a
18.9, unclassifiable ILD $o8az 17.2 waz ILD vilndu q Sevaz 12.25% 1flev subgroup analysis Tu

@ v a

U3engu CTD-ILD wudnen nintedanib Adadiuseaninalunisyzasnisanasves FVC loguiedny &
| o, = | aa v A g & o A
NsnumIssUNsIueg1lussuureIMsAnwikuuduniingunlunuvesrUisnilulsavandunaia
| d‘ = | =2 (3 [ ¥ . . (51) 1 1 d‘
NANUAAN ) LilafnwranislufisussasdnazAuUaoniaannislden nintedanib®” wudingud
15Uy nintedanib fa1n15lsUsEaAINININNIINGUA LB maanageldedAgnisada lawn
ioaide (OR 5.96, 95% Cl 4.35-8.16, p < 0.001) Aauld (OR 3.00, 95% Cl .93-4.66, p < 0.001) 818U

(OR 3.22, 95% Cl 2.17-4.76, p < 0.001) i 1vnan (OR 3.38, 95% Cl 1.76-6.47, p < 0.001) wazLio
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919115 (OR 2.53, 95% Cl .45-4.39, p = 0.001) LLazWUiﬂmjmﬁiﬁ nintedanib dnsfingureseulidy
mm’jmﬁjmﬁlﬁmmaﬂ

Behr J uazAns@Anw1UsednSnaveden pirfenidone Wisuiiguivemaenlug Uiy PF-ILDY

WUINAUALATUE pirfenidone in13anasues FVC %predicted #1131 48 dUamitieenitnguilag
wasned1iivud1AgyMeans (p < 0.049) Tneuszannslunisanwrililu CTD-ILD Sowaz 29 Qudiuiuil
Usznounislsatedniaujuineansesay 46, lsantaudesasas 22, Sjogren’s syndrome wazlsn

1% [

néunidesniaulinsuanmgieray 14, MCTD $ovas 8 uar overlap syndrome $owaz 11) uinsdnw
ifdoiadesmndsussnngidiiumuidelidulumumainilidesfnuiterousinuais
Fosfinsulanainiduegeseinse s wagasinisdnwnfimdnluowian dn15iinszieAuuves
MsfnwInuUduidnguauauveanslden pirfenidone lugtaelsadendurisiinananngsng « ilo
#nwre1nnsliieUszasduazaiulasndsa1nnislden pifenidone®™ nuingUaena uii Laen
pirfenidone fo1nslaifsUszasdanenannninguitldevasnegisiidoddymisada liun dufamds
(RR 2.88. 95% Cl 1.93-4.31, p <0.001) A& uld (RR 2.14, 95% Cl 1.64-2.78, p < 0.001) Urni a4 (RR
2.55,95% Cl 1.33-4.90, p < 0.001) Noads (RR 1.49, 95% CI 1.14-1.95, p = 0.004) L‘ﬁ@@ﬂ‘lﬂ’]i (RR 3.57,
95% Cl 2.15-5.94, p < 0.001) kazOINITNIIZUVUUTZAM LAl Taluudswe (RR 2.07, 95% CI 1.43-
3.00, p <0.001) taraoulnas (RR 1.59, 95% Cl 1.23-2.05, p <0.001) LLazwudmjuﬁlé’ pirfenidone 3

nsiiinRuveteuledfuinnnInguilaevaen

[y

| I3 ! = ~ v ¢ aa ~ i Y] ]
sgnslsinulunsaznisfnwdnisldinusinisidadun1g PF-ILD Auana19iu Aounneauia
¢ v o Y] ax o aa o & oA
wngddeimanalsassuunsmelassiuununiiddnsauenasitunisiddelsadenduidia
¥ilnanaiu (progressive pulmonary fibrosis, PPF) u iieusgleviluimideuandudoyadmsuunme
TumsuszdfiudUrelsedonduisdiniifinisddulsasuuanaiuldedssing lnensudasiuldliia
d‘ 1 a dy % 4 1 . . . QI A U
NANNADY LU NIAAYE AIEIlaviesuINauman (right sided heart failure) duidangasiulunasn
L@oaLasUon (pulmonary embolism) LLazLLiQé’uiuuaamLﬁamLLm‘Uamqa (pulmonary hypertension)
uiu®® Fagyiliguaelasunssneegnaiuvind lnedUaeididudnuazues PPF faalinadiodns
oy 2 Tonslull
| | = & v
1. omsszuumelangas wu lo wazwies Wudu

2. WANIINIEUITIONNUBAWEad Inedlvalatonilmeldll
2.1 flnsanas (absolute decline) va4 FVC = 5% Anglussezian 1 U

2.2 flmsanad (absolute decline) ¥a4 DLCO = 10% neluszeznan 1 U
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3. fdnvagventaiinanam HRCT wdas Tneiideladentiolud
3.1 §USunad traction bronchiectasis 38 bronchiolectasis mﬂsﬁu
3.2 #1UTu1a honeycombing TAREIREtn honeycombing Angul
3.3 i1 ground-glass opacity 321U traction bronchiectasis Adatull
3.4 §USune reticulation ﬁmmsﬁuﬁaﬁé’mmmﬂu coarse reticulation
3.5 1l fine reticulation AAnalol

3.6 dAnsgeydeUIunnsveslen (lobar volume loss)

Mszyuilufnugiliesunsialugdie IM-ILD Tlinsananuvesisinluvenilineuauasie
N135N¥IMUNNINTFINVES IMHLD Laun aasilaaiiesosnsiuiueinagiiduiy Wy calcineurin

inhibitors, CYC, AZA wag MMF tJudu Tneiinnsitladusiuiuseninefiuunmdananan fausiinn1sanu

ly A

aananazilunsdnyilungudUae PF-ILD anuainvanelsaiiluane wiideiwginnuiuiily

Y

aa

{ U798 IM-ILD e n1sugasannnisanaiuvesisilaluvenmuinaeinisitdadeniag PPFOY ly
MEUAUBINONITINYINNNINITINRATOINSRgasulilAAnINawnn Y 019alauseleviainns
[ 14 v v A 1 a [y o o w ! =2 14 = V1
Shwmhegduisiaudediu muusidinanIaduniseusnudeyaannis@nuilugUie PF-ILD
! < = DRl oAl v v U A o a | e v = o & v o
agulsinuiiasnngUiengunlasugsuisinilenaineinishifisUszasalounn Fs91dusedinig

AasnudnuaenendlinveUisegnelndda
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S1UAZLRYANYINUY

n155nwEUe IM-ILD f\i’wLﬁuﬁmﬁmiﬂizLﬁuﬂﬂwdauﬁmmLLazﬁmiammuaé’mmmzamLﬁ@

a ! Y a A a £ I cs = Y = (55-60)
FHAFIUNITNDUAUDINDYLASNAVINLALINDIILNAVU LAYUINYALLDYARINITINN 4-6

A15197 4 UIR NSUSIS LarHad19Agase R lglun1sSnYl IIM-ILD

Prednisolone

YUALAZNITUIHITEN

® yuaeBudu 0.5-1 un./nn./Au (VUPEgegn 60
un./Au) wissulsemuduas 1-2 ase

® fny 9 USUARNTUINEIAINIUNITAOUAUDIVDIEN

LATNAT LAY

nadhaAesiinudey
nsAnide vau agmfﬁg%é‘aﬂmmﬁmﬁfa
fwmas[,ul,é'amqﬂ lyduludongs
ANudulaiings lsadenszan Aediu
ANENTEYNUNUALNTEANNTY WY

laindu wazensualwUsusiu

Methylprednisolone

® 3u1ne1 500-1,000 4N, BEANIUaDALEDAAT LU

LANBY1IUBY 30 W TuALASI U 3 Tu

N1sAALY 0 ANNAULATAGY uag

Wmaluiiongs

Azathioprine

® YuAgN 2-3 Un./nNN./ U (VUIReIgsgalaiiiu 200
un./ )
® [TUAUNYUINYY 50 un./Fu uazdSuiiamnn 1-2

FUANAAUDIVUINNABINNT

nalunsegn eauldendeu dudniau

LAZNISARLYD

Cyclophosphamide

® 115U HI58IM19UN (oral daily) Tivuin 1-2
un./nn./3u

® N15UTNI3YIUUY intravenous pulse regimen
Twu1m 300-800 1n./M3.4. (M50 10-30 un./nn.)

WDUAYASY U 6 LHBU

® YuIngAzaNgeEn iy 168 un./n.

nalunsegn n1sAalde Ad wld

'
'3 a

NUTIY NANITLITYWUT LAzl

q

AIULE ENi‘uﬂ’]iLﬁﬂll%Lidﬂ‘UEN

Asenzlaang

Cyclosporine

® guIAgn 200-300 UN./AU (2-3 UN./NN./TU) WU
Sudsemunn 12 $2lus Tnsuupiliuduiivung
81 100 un./3u

o Ysuaurneilasfnniuszavenluldan (trough
concentration) Tiaglugianisshwn Ae 100-500

UNSU/18.

ANAUlaTings ANSUN9UYR LA
AaUnd fwmwas[,m,ﬁamqﬂ Tunda-
Weuluidiongs wundidonludens
nsng3nluidengs vuan wilonuiu

(gum hypertrophy) Lazn13AALYD
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A151971 4 UIR NISUSIS LarHad19Agease R lglun1sSnYl IIM-ILD (%0)

YUIARALAITUTUTYN

WNadIALININUURY

Mycophenolate

mofetil

® 1Ay 2,000-3,000 UN./TU WUISUUTENU

N 12 g

' '
a Y a

® LSUAUNVUINYT 500-1,000 4A./TU wazUSULNY
AUDIVUIAT A BINTITIUTLEELIAN 3 LAY LT Ban

NATNLASNYDITEUUNILAUDIANS

yiondy Aduld e duu Audnwau

nalunsegn Uarn1sAnLe

Tacrolimus

® Sudu 2 un./3u wusduusenunn 12 Flus

e any q Usutiuruingl aulaseavetluidon
(trough concentration) Tieglugansinw 5-10

PUASL/A8. (VUREI5d 1-3 Un./)

AuAulanags UinfAsye 13
uvesladalund dudniauy
hmaluidongs Tuuradesluidon
g9 uunili@esluidend nsng3nly

\HBnge uazN1SAnLYe

Rituximab

® yuAg 1 NN NavaRALaend TTud 1 uay
Suit 15 (vdelduunn 375 un/ms.a. dUavazads
Wunan 4 #&ani)

e orafiansanlinissnuiseiiesmasuuin 1 ndy

NNIIABALERAM VN 6 LABU

UAse131nnsien (W 19 Uan
Aswy MUY AURINTS ALY
lafinn pduld wag angioedema

2 v a &
LWUAU) LLazNISAALYD

Tocilizumab

® Yu1AgT 8 UN./NN. NIVABAGEEAR NN 4 FUAM
(vu1ngngeEn 800 1n./ATY)
® 91U UAUAILVUIA 4 UN./NA. kALABYUSULAY

AIUNITNDURUDINDAITSNEN

N1sARe NuRIne dldneg uay

lufulufonas

immunoglobulin

57U (B30VUNA 2 NSU/AN. NINADALADAAN

WDUAYASY U 3-5 LHiaw)

Tofacitinib ® Junen 10 Un./Su wisduusemutuas 2 ady nsanelaglanzgaiauazinlsa
nalunsggn dudniau wagluduly

BREAN

Y
Intravenous ® yunAen 0.4 n3u/nn/u maendenminsedy | UndAsee 14 vundu anwsiulaiia

§9v3061 UAzBoUNAY
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A151971 4 UIR NISUSIS LarHad19Agasenlglun1sSnwl IIM-ILD (%0)

YUIARALNITUINITEN

NaT1ILABINNULURY

vioudey Aduld edeu 1U00191s

NdI@IMNIVTENSaN IS
o uuzihlvides 9 Winwunen fail

Sawiusn: Weay 267 un., 1 Wi Suavanuads
N INIVTENSEU NS

SUaid 2: Winag 267 un., 2 1fin Tuazauads
N INIVTENSEU NS

SUaidl 3: Winaz 267 un., 3 1fin Tuazauads
vsauinay 801 un., 1 win Juay

AUAST NHIDMNTUIBNFDUDIMNS

Nintedanib ® YuAg7 300 UN./TU WUISUUTEMIUTUAY 2 ASY
N Pniinan audnLay Ldensandny
NaUNR
Pirfenidone ® JuREN 2,403 1n./Su wuaulsemuiuay 3 ase | AUl aduld onleu Weorms

WIMNNan AUBNLEU
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A5 5 N15015299999UJURNITLAENTATIANLLALDY 9 ABUISUNITINY

FBs Lipid HBsAg Anti- Anti- UA Stool
HBc HCV parasite

Corticosteroids v v v v v v v

Azathioprine v v v v

Cyclophosphamide v v v v v

Cyclosporine v v v v

Mycophenolate Mofetil v v v v

Tacrolimus v v v v

Rituximab v v v v v

Tocilizumab v v v v v v v

Tofacitinib v v v v v v v

Intravenous

immunoglobulin Y Y
Nintedanib v v
Pirfenidone v v

Anti-HBc, anti-hepatitis B core antibodies; anti-HCV, hepatitis C antibody; CBC, complete blood count; Cr,

creatinine; FBS, fasting blood sugar; HBsAg, hepatitis B surface antigen; LFT, liver function test; UA, urinalysis
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A5 6 N1INTIINWBIUHURNITLALNITATINLANDY 9 o 1seTmaTAgRINNITIN

#n CBC LFT Cr FBS  Lipid CXR Ju 9
ASEANNSY ABNTEIN
Corticosteroids v v v v v Yy
LaENALLO B DU
Azathioprine v v v v
Cyclophosphamide v v v v aataaniy
syavgludon (trough level), N1z
aunandowsiaund lawn Tnunaidoy,
Cyclosporine v v v v b . -
LUNUEeU, Woanesd, WAalteu way
nsngInhuden
Mycophenolate Mofetil v v v v
syaugludon (trough level), N1z
aunandowsiaund lawn Tnunaidoy,
Tacrolimus v v v v Y . .
LUNUEeU, Woanesd, WAalteu way
nsngInhuden
Rituximab v v
Tocilizumab v v v v
Tofacitinib v v v v
Intravenous
v v v
immunoglobulin
Nintedanib v v v
Pirfenidone v v v
AMUBNsANAIL (Faw)*
® 6 Lfiauusn 1-3 1-3 1-3 1-3 3-6 6 1-6
® NNYUAY 6 LhDu 3-6 3-6 3-6 6-12 6-12 6-12 6-12

CBC, complete blood count; Cr, creatinine; CXR, chest X-ray; FBS, fasting blood sugar; LFT, liver function test;
UA, urinalysis

P
= [

* AudlunInTaiaisduegiutoudu 9 faeg W 9IN13 8INTUAAS LagN15UTZEIUNTBUALDIUDIUADTEUY

g 9 Aiieades Wudu
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unagu

pazvhudarhunnrioinssnuniesillsadendumesaniduannisanduiesniauld
psvavnlud vy S3uannisduduuasnumuissunssy Tusndeua agdarszdidgyuazoon
Auugtimfounavesnsviuszafiansal ieifutuimisdmivengsuwng ongsunndlsatounas
sundady uazengsunmdlsaszuunsmele detaslunmsdaduladenldondmiunissnwlsa IIM-LD
TnownnwliiRnissnvseeniiseneudie suuzdmdenneandonietunmslidresilaadfiosess

[y

ﬂﬂﬂﬂﬁﬁﬁmﬂu LaYEIVTENITSNBIDU 9 LA azathioprine, calcineurin inhibitors, cyclophosphamide,

intravenous immunoglobulin, methotrexate, mycophenolate mofetil, rituximab, tocilizumab,
tofacitinib, 81R1UWIHA (antifibrotic agents) warN15911 plasma exchange ATEUARNLAEINUNITLSNYT
fausn wagnisidenldewuunay (combination treatment) lugUae IMALD  Ailinisanfiulsaiuy
P 1Y) | oaa o a a 1Y) ~ a a Y o & DR aa
Audgunduiagnquiiinisandulsakuvanaiudeundy TIfanTRsaEee U IR e lug e
o A ! & Y av v U AY o w A | | & =
nsanaruvesialalulen egslsinudeyailauneradelivednin ilesndnlngidunisfnwiiuy
founduarUszynsdursianizngulsnnianiazunsedns 1w antisynthetase syndrome, CADM,
anti-MDA5 antibody-positive DM wag RP-ILD 1Uusiu Anuziueiidedaduniseyuiuuiainngy
¥ b4 0 = =

X o ] | < Y] N I N o & a a o dl‘ i a
Hﬂjﬂﬁmﬂa’n @Uqflliﬂ@nllﬂ']iaLLaﬁﬂUqEﬂﬂjEJﬂa‘lluf\nLUUW@QF’HUQQQﬂ?qmwﬂﬂﬂ@mﬁ]ﬂﬂjﬂjgau ]l v

ANSANSURILEND
L

vatlunnyudiinisshwimeeilulsavendumesaiideanlsanduilesniaulinsivaime

[

= =~ = ° d v Y VY MY & ¥ o v o
TugdIng tduissuimaienusinnsidenidenundngiuneniswnnd Wiladudemnuadeduly

>

'
a wva IS

N5URUR 109N UANFIUNNNITUANGAN 9 IAH19INN1SVAR0aII8UNANEUIET@1aUANA
nE UL OR fUrusiazsnedenalidnuae ANUTULIIWRLIA LagnN1INaUANDINaNIS
Shwuanaeiueenty Asiusugdliunndgiinisshvidssdudenmssnuinmungaud msuge

wiarse YusgivdnuuzveaUle dnenmvesynainsuasninensidiegluudaglsameua
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