GINTERL)
WUINNHNINTFIUNTALATNEY
JUaelsavanlunsiinviinliinsruamninenisussviiansal

VERSION 1

AnzaYNIIuN1slsavandunafaflisauazlsalanainnsinaunasdanden

1 1 o 3
aunaNgsvduisszmalng Tunssususyudua

@TUs19) wwmamsgiunsguasnutelseenduislinsiinlinsuanmeiionsusswriiansel, VERSION 1 (nua1wus w.e. 2562) O



o

AU

Tseanidustsilavdinlinsiuaniug (diopathic Pulmonary fibrosis %38 IPF) 1ulsafifinisiAesaila (fibrosis
%38 scar) USLIa interstitial Space Vlﬂﬁﬁﬂwﬁmmimﬁ'aﬂLL‘U‘UL%Ja%aLLaszluu'm%uL?aa 9 (chronic progressive
dyspnea) Sufuiimsdenaussaninven mn‘ﬂ'@;&amaa American Journal of Respiratory and Critical Care Medicine
2011 wuitananadsvesnsidinseauszana 2-3 U mnguaelailidniumsinuiimunzay Tlemaidalsadiu
Beounduls Fsenadsramlsifiodediandslsaiisulsunnisdosas 50 lsavondurisiavialinsruave Wulsed

fanugudeulunsidadunaznisauasnw

Tutlagduuszmalneddlifinsimuanuimianisianislsavenduiedavialinvamgidusinasgu
dwfuypainsmensuimglulsmeuianig o dwalvigiissunundeililidunitdededigndeaarlsiu s
fwifiandufuniiiersasdu nmeeufdaindddsutudaiuumenasgiunsianisisaleaiduivineinliny
@M (PF Standard Protocol) Sulpevialusgnedeinanduandueiosdiofivsslonilumstamauninnsoua
Qﬂwé’?&Lwimiﬁ’mmaqmﬁﬁaﬁfaﬂﬁ%’ﬂwu,l,azammwgﬂ’ssﬂiﬂﬂaﬂLﬂuﬁﬁmﬁmhjmwmmq TuAunnguazynaing

NMIMIUNduazn1sans1saguiiestesluynsedusaly
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® anANgITTLIUsEmAlng Tunszususivydud
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4. WAUNANONE ABEUAT
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#3n 1 wuanen1saansasfiaslsadandunsiinviialinsiuame

iesnngthelsaveaiduisialaglinsiuaniveg (diopathic pulmonary fibrosis; IPF) Wulsaiifinnududeu
Tumeitede dwaliilfasdwundsilildsumsdsieiioitaduegisgnios Mlitheldiunsinuiiaduiunind
asziy

fafu mafansesietadufuneuidndafiasdsliummdnau foamlurounmdengsnssuamsadanses

¥ '

AUrelseiluarvdwiomndummdianznissuumadumelaieidadedfiufiuuazsunsinuvlaigdu

Lﬂm"ﬁﬂ’]iﬁﬂﬂiaﬁéﬂﬁﬂ IPF

o

19wneust AB C D E F afl

Lnaua AN95UNY

TanwazRAnUnAwuv interstitial infiltration Feaunven
A Abnormal chest X-ray L . . -
duaaisgesdnsluengunnndi 40 U

» flennsveumiley (dyspnea) 1nn 2 iweudululaem
B Breathlessness (>2 LAdW)

amelsiny
Hadsameladaunansevsansassdregiameladi
C Crackles
(bibasilar inspiratory crackles)
D Dry cough (>2 LAau) flonnslesesuuulafiaune wnndi 2 iWeudiuly
Exertional desaturation and finnreandiauluifensuiloranias fnanvglsaainnis
E {
exclude occupational causes UsenoueIniduseIndmaiau
F FVC (low FVCQ) nadgovaNssanUonila forced vital capacity (FVC) ¢

winwugUaefifiennislude A saudu B-F aghefes 2 4 Manua 3 4a) liasduindulse IPF uazmisiu

USnwwnmdsruumaiumelalulsesnenuiaveasinuvselsangiuiabnatfe
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UM 2 WuInensaeagUleivaUsnendiniunisatiade

nsslunmgrgualianunsalinisifiadeld wu wagu HRCT 1Y typical UIP pattern awnsadsUSnwienys

wrnlsaszuumMaiunelaniy head of node FazilssdunmngAusnsInUsediu waslvanuwiulunisidadeseld

IngpasdetoyadUleifoinisusnum dwelull

Referral checklist

Clinical Presentation Tof 1aila

fUaeiionguinnii 40 Vauly

HUheiionsveumilosuniu (progressive dyspnea) iaimilogiianeenisd (exertional

dyspnea) 110011 2 gy tneivinamaliny

v a -dy o 1 J =
QU’JEJJJ@’]ﬂ’IﬂE]L'ﬁE]'N wuuldfliauve 11nndn 2 ieu

Chest X-ray fianwagAnUnALUU reticular infiltration FaLaungaUsnaIuaans 2 419

b=}
—
=
b=9%

Uszin

Fnwarngrvastulsayaiodaieivy wu Jedniau, niad, snuinludu

fiusyTRaunTnaseuaianensululsavonduisilialumsiuane (PF) wield

TusyiRnsvhaududaansnelsaunseiiadunaiuiunii 2 Inseld
® Metal dusts — ssnuvwansdauslavsfidnisnasy Anusdlvisidunoundes ayi 3o
wan Wy vievhuardese wiaddlanslutu
® Wood dusts - lsssmilifn Tssnubonszay lsadesvielsnadiidiiagy
® Farming - msv‘hﬂﬁﬂisuLﬁl&n%’aqﬁUWN%’nﬁaﬂummﬁﬂi Jo @131Ain1aMsnens
® Raising birds - Lﬁyﬂﬂuﬂ
® Hair dressing - ¥IWH JouANL Y1a@3NaY
® Stone cutting/polishing - AALEIAL TARY UATAU UARLLIIHA
® Asbestos - nsuifemieauiuiuaudeu fiusa fedy viethdwus

® Solvents - @15¥1Narany WU KANAUILALINUE 819wuad 117 UevinANLEzen

1103 U8 ARBUEU/AUEU UIenauiing
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U520 (fd)

UsgiRlasuenuieviia iy
® Amiodarone (813nwlsawala)
® Bleomycin (815nwL59)
® Nitrofurantoin (m’dgj%auz)
® Methotrexate (813nwlsAzrisness)

® Gold salts (s13nwnlsagvisnness)

N13M329379N18 g Laidi
flelfdsanelafiaunivinnevania 2 419 (inspiratory bibasilar crackles)
Clubbing of fingers
Central cyanosis
Snvaiiiedosiulsamadedorioniu Wy sclerodactyly, mechanic hands, skin
change, malar rash, arthritis, proximal muscle weakness
Referral-required document
a 1. Joyaimnluvesthe (Fedliszymmugitae 19y Jo winanauaziaviiniluvedlsaweuia)
UsziAnisnsrasnnenasnisine (aeduay)
wianalun1sdUsnw
Q 2. Referral checklist form (lWé pdf wsenIw jpg/png)
Q 3. Chest X-ray (ndnw jpg e png)
Q 4. Pulmonary function tests laun spirometry, DLCO (optional) (IWd pdf wsenIw jpg/png)
Q 5. HRCT (DICOM w3 lWdnm jpg/png)
Q 6. Serology (81%) (IWé pdf wsenIw jpg/png)
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AMNBNYLSIADUNLHDS 1aila
yipAuavidungs
Wldudnuae Lafly
93 UIP?
T
Y
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NUANEIVIIVIUN AUAULNULAIL

%99y IPF

A

. #
MWﬂiﬂJWUﬁ’]LMGﬂ@Q ulpP

a

3UT 1 agtuwmansidadelsavenduialaudnlinsivanme
IPF, idiopathic pulmonary fibrosis; UIP, usual interstitial pneumonia

# lamuanmaues UIP 99nn13s8nUse 3 #593319018 11503390719 serology wagn1sduiuaue

o oA Y

! uwimamsitiadediui 1 dnvagnieadin

o 1A

Z quumamaiiladudiun 2 dnvaizvesnimentisdreuiinesuinaiuazidengs

® QUM TINAdEEIUN 3 WWINNTAUAUTTILAY
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dqufl 1 anYaENI9AaNn

91N15har0INSHANIadlsA IPF dnludumie fuiedlngindeinismilosisess louds Tnafiaanuguwse
wannviane wiin1sdnUszifiuaznsiasinieegtazideadnnudrfyuinidesindiludesuenannndus senluneu

TnganmnidAglawn lsalleideiieaiu (connective tissue disease), 81U19%in, B1TNUALAIINGINUIIBE Uz iR

UAYAIINTITWNENEAYLAAIAINITINN 1 Laz 2

a13197 1 UseTandAgludiaefiasdelsavonduisinuialinsvae

Us2In A1asunY

91y 11NN 40 VIl mnnuegteedesniuuseifinseunsa (familial

pulmonary fibrosis)

81NINNUUBY ® willoyl3059 (chronic progressive dyspnea)

® lauiis (non-productive cough)

QREGINNE msguyvsilutadedesdfgyedmila

LyiflusziRdsananisiinlsnain

mmqﬁuﬂ loun

o TsailadaiReiy o Unvs Jodniau

o fmdaRaund Wy Ravilsiauds, Auuiues, Auiilunth wihennse
533?@, Raynaud’s phenomenon

o dianusevsensaluadou

o nduniledrudusouuss

® L, UNNuwiig

® 917 o lssnwiwindnilaneniinisvasuuaziausdvidiuneunios ayia
wiowman wu vieduazdess wseddlansludiu
o Tsenuliidn lssnubenszany lsadesnielsindslddnsogy

e nsvhndnssumfestesiunisdivseduaniivlsivaiu Jo asiadl

NINTNYAS
® anavNIIUARUAiU Taitu uatiu Tarawsaiia
®  M5¥nTELUBY AWINAUAINSDU HLUSA #1ASY VDTS

® FulEansyinarany WU NANNMINYINUE 818ikiad N7 W1819IANY

a¥a1A 119U WenAdauldu/anadu thenaumin Yey doudny e

GErGRE)
e g Amiodarone, methotrexate, nitrofurantoin, bleomycin
e Fwwndeu daiunesia GENGERG GV GG R
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N1SASIVIIINY ANasune

o

fynudnuasdnuvagily Yuagiuanuguleadlsa 1wy

o ngladuin (respiratory distress)
® (e

o ity

o pondauludenm

szuumela HidsenglaiaunfnivneUonisaesi1auuy bibasilar inspiratory crackles

#1350 velcro crackles

szUUlanazvaanion N5EN1ILPRNTLAUIULADANLTETT DIINUDINITLANIVDINILLIIAUYD

LﬁuLﬁammﬂmlﬂuUWQJ (pulmonary hypertension)

ITUUDY 9 fineglunamiund winnuanuiinund Sndusiedinisitdadouenisedu
ADULEND LU malar rash, discoid rash, photosensitivity rash, oral
ulcer, sclerodactyly, mechanic hands, proximal muscle weakness,

arthritis
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.«:4' v o & v o a o o v a v v oA &
AsuUana HRCT Vlgﬂmmﬁmﬂumadmﬂ&lLVIﬂuﬂmiV]WL‘lﬁmzauLLaﬂmmmigm Iﬂ&]ir]GU'JV]EJ']aEJﬁJaLLWVlEJLLVQ

v '
= =

Usgwdlnglaniiunisdnyih HRCT protocol for ILD (version 1/2019) 3u fisngaztdunsiuanslunisned
vigUaelun1snsan HRCT 9 2 91 loun
1. MuauUmY (supine)
® uuelalt (inspiratory phase) LLugﬁﬂﬁﬁmrmm%ﬂumimnﬂ%”’qLLsﬂLLazm'ﬁmwﬁmmu
o ramelanen (expiratory phase) LLusﬁﬂﬁv‘imﬂiwiumﬁmmﬂ%gaLL'ﬁﬂ fiuselomiifiovaeidadouenisea
nsdifiwudl air trapping $aude daumsvhetensisiaaniiiersanduses
2. vihweuai (prone)
o pyraanzlugwelad
o Ligndudewimne wieafiansanviudienuauiinunfifiena9eiinain dependent lung atelectasis
Aadanwazaad reticulation $9uAU ground-glass opacity Usunuudas 9 ustia subpleural area Tuwin
wouve Jednuaizdnanaemeludensanluvinueuadi
o gwiinTsanasenzduiiauls Wy ewiguinueadiudts Insamznsdiiasliaunsandumela
TuuazdivanyIunusidded Ui

o

anunsauUsanuarves HRCT tufUleiiasdelse IPF Id 4 Yssiandsuanslunisied 4 lnednvaugidAnyves

¥
o A

HRCT aztduluu usual interstitial pneumonia (UIP) FsazUsynaumeniuiinun@sil

1. Honeycombing 1§ unguaes cystic airspaces dlnanun dulngdauins s 3-10 faduns nnusuiu
reticular pattern @ traction bronchiectasis/bronchiolectasis lagsiuntsiiny honeycombing A5asagUTLIN

subpleural area wazUsnaIUa1

2. Traction bronchiectasis wag traction bronchiolectasis \Jun15819v8188MaRRANEIUUAIEINNNITAITIVD

HaRalulavanlnasou

3. 1AINUANWAZYBY ground-glass opacity (GGO) 321U fine reticulation 1§ wavnnu GGO wiunserdu pure
GGO Tutinfen1satadeuenlsndu 1wu non-specific interstitial pneumonia (NSIP) n3aiin1snsureslsa (acute

exacerbation)
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M19199 3 Auuziferiumaiianisiiensisdrauiiunesvinninuazidenas

18azdun Supine (d2ssalaidn) Supine (Fresmelasan) Prone (tawizmelaidn) A1asune
Technique Volumetric Sequential (10-20 mm interval) Sequential (10-20 mm interval)** | @ Volumetric aztglimdiuauRaunAladniay
Tu9 end-expiration* Fulneianzsoslsauunidn
® Sequential 9314 radiation dose fidowas
Collimation Thinnest (< 1.5 mm) Thinnest (< 1.5 mm) Thinnest (< 1.5 mm) Lﬁ@IﬁLﬁuswaasLﬁamlﬁﬁﬁqm uATINANMUNeY

171 1 mm zdidyaasunIu (noise) 11N

Rotation time

Shortest rotation time (< 0.5 3u¥l) uag

Shortest rotation time (< 0.5 3u¥1)

Shortest rotation time (< 0.5 3u19)

dielinaunnvasnmlisuniulaensiadiouln

Ypamsenfiniaanasmela Inemnly shortest

(1-3 mSv)

738 100 kVp, 40-60 mAs (<1 mSv)

wag pitch highest pitch (> 1)
rotation time wag highest pitch a¢&11190 scan
%ﬂm’;nama%msﬂu 53Ul
Dose 120 kVp, auto mAs 120 kVp, 20-60 mAs 120 kVp, 40-80 mAs (<1 mSv) SN ultralow dose lunnsvh supine

inspiratory HRCT

Reconstruction

Axial, lung window” (high-spatial
algorithm), < 1.5 mm thickness

overlap (30-50%)

Axial, lung-window (high-spatial

algorithm), < 1.5 mm thickness

Axial, lung-window (high-spatial

algorithm), < 1.5 mm thickness

® LiipAnuAuYn
o Lz lvld iterative reconstruction (IR) Liie

andayeyIusunIy

Axial, mediastinal window™ (low-
spatial algorithm), < 1.5 mm thickness

overlap (30-50%)

Lﬁa(ﬂwmﬁamﬂu mediastinum wag soft tissue

Coronal, mediastinal window (low-
spatial algorithm), < 1.5 mm thickness

contiguous

N OLARININLUITEUIUUU-8 (vertical

distribution)

v o

FnvilasanzgununsvinedeSdunmnduisdsemalne loun seun 3w oueiiesh, seney.5ins ginuenadivg, sengy.Juiiu Bonsdnd way NA.UN.SUN ASEITT

mm, millimeters; kVp, kilovoltage peak; mA, milliampere-seconds (milliamperage); mSv, millisievert

* fnaulalalaununoasdonmy tracheomalacia 81911 volumetric scan Ty forced expiration lawazAasld ultralow radiation dose (*) uaz pitch GGl

= dnaulalaliuiuenania volumetric scan wwigdiuniauls wu wnzdendiuans uazalsld radiation dose Midpanimeladuagly pitch asgn

# WL/WW @150 lung window setting fio -450 9 -600 HU/1,450 &4 1,600 HU; ** WL/WW @450 mediastinal window setting fi® 30 &3 50 HU/350 &9 450 HU

(@TUs9) wwmaasgiunsguasnuiUielsadenduivinsiinlinsuaimeiionisussunitansel, VERSION 1 (nuamius wa. 2562) 10




M19197 4 dnuwaizvsInensLsdnauiwesyilnauasidungs

anwag HRCT

AuKUIAURUNG

Honeycombing

Ground-glass opacity Lag

Anwazdue

uUlP

® Subpleural area
® Basal lungs
® 9lalanansiung

2 < v
apatanle

NU
ezl peripheral traction
bronchiectasis/bronchiolectasis

wioldAle

97ANU GGO FIUAU
reticulation 1¢1 (lafle pure

GGO) wailUsunadlaiunn

Probable UIP

® Subpleural area
® Basal lungs

® 919lilanunsiuna

lainwu
sl peripheral traction
bronchiectasis/bronchiolectasis

S9UAU reticulation

97ANU GGO FIUAU
reticulation 1¢1 (lafle pure

GGO) walUsunadlaiunn

2 < v
a0a919n b
Indeterminate [ ] Subp[euraL area 13~iWU fl 2 élﬂwmg ﬁa
for UIP ® Basal lungs 1. Early UIP @il reticulation
. v ¥ ware19il GGO Usunaulay
® 93 laiEnung iU 829193 GGO Ysu
v e #3034 distortion 571A7E
a9a919n b
2. Truly indeterminate @@ il
ANYaLVDY fibrosis el
WLNUves typical UIP
%39 probable UIP uaze1adl
AnwoieYel alternative
diagnosis walidmiau
Alternative ® Peribronchovascular Tainy ® Predominant GGO
diagnosis predominance with ® Predominant

subpleural sparing
® Perilymphatic
® Upper %39 mid-lung

predominant

consolidations

® Cysts

® Marked mosaic
attenuation

® Profuse micronodules

® Centrilobular nodules

® Nodules

® Pleural abnormalities

® Dilated esophagus

® Lymph node enlargement

® Distal clavicular erosions
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A2UN 3 BUINIINITHUAULNULRY

myifladelselenduisinvialinsvanmsndudenidedeuenlsadusenlunou waznsdlfl HRCT 1uly
dnwnizves typical UIP e1adnludedinisdsduiuiuifuniiotelunsitade neflagussduduugihdauansly

M990 5 Fafluanavivdndaudye1sds nsAuAuiindudina laun

1. n19e4n393N79 serology wiaddadeusnlsalioideaiiediu dddulaguudiluiAuuniniinnisnsis
serology ¥ilalalugUqe interstitial pneumonia te3ladeuenlsalliatiofediu lnen15ns3ane serology Mn
d99522 TAuA antinuclear antibody (ANA) Wag rheumatoid factor (RF) waagnalsAniunisnsiasnanaiienadl

navInaNnazaaualbaluung aeiudndudeddddoyaniindindug saudieiaueifiodnsiv specific

autoantibodies AT mzaalsaNtnDwaly Awanslunisnai 6

2. N5dens293ATITHUIa19aanan (bronchoalveolar lavage) lnansdeanassnaonasl (flexible
bronchoscopy) lsiffdnuaizdinnzaonisidads IPF udaziusslovilunsdisidedouenlsadulugUaeiiasds IPF
uAanNwUra09 HRCT 1UUKUU probable UIP, indeterminate for UIP %3 aildnwguns alternative diagnosis #1a
wandlunnsed 7

3. N1589NTIAN1INE3INe (histopathology) Hauddnlunsaifidnuarves HRCT lidiy typical
UIP pattern w3eiin153fiaduentsndu Tnsudsdnuasnimensinereendu ¢ Ussianduandlunisiei 8 8

&Y o

Fnsinduideveniildnangisiuegfuarsdade 1wy Anudiuiguowmmddiininanis, indesde, anundey
vosthe warmsitadousnlsn dauandlunisad o

4. @15Usdinneanm (biomarken) agvufinatsnisAny1viinsf@nuiseduees serum biomarker
$1199) Wetaelunisitadelsa IPF 19U KL-6 (Krebs von den Lungen-6), MMP-7 (matrix metalloproteinase-7),
SPD (surfactant protein D), CCL-18 (chemokine ligand-18) wagslawuind biomarker vilalagigidadelsa IPF

wisuenlsa IPF 970 ILD 81 9 wonainddslinuinszauues biomarker Asnanduiusiunisaniiulsa seduly

Yaguudslifiduuiilunisld biomarker danaanslusinuvesnisitadeuasfinanunisaniulse
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M19199 5 asUuuwimaniladegUienasdelsn IPF

SETAUAILULUN
A15A523 wuzn Taiwugiin 1addl
Strong | Conditional | Strong | Conditional | AMWuzin
FnUsEiRwarnII9s19n1elag
aviduaiaianeuwenlsnduy Wy v
Tsatedaedniu 913N N15huen
Y1900 dnLaes
#9m92aM4 serology tio3iade P
wenlsaadaeInu
ANIPTITIATEATAEANNINE
SIAT A891NU"A v Ve
ARG
AnsdnduLiaUanlnennsdoindaa
/** /*
ARG
AsdnTuialaunisldanuu v v'x
N59nTUtaUanmen1SHIsR V' v e
AINTIIANTUITNN9TININ v
UNUINVDINUEREVIBITN v

* fansavinnsalasde IPF uasildnwazuod HRCT Wuwuu probable UIP, indeterminate for UIP %3eil
alternative diagnosis uarnisdudutiannsadieidadousnlsald lnsTuediunasiiiavesunmeg

= Asmnanwrves HRCT Wuwuu typical UIP lduusilinsaiinsgiiwadanmhaiviaenauvsednduiioon

WiDdInSIINaNe5INe
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A157199 6 N1IMTIAN serology

Autoantibodies Tsaloidaiieaiu
Antinuclear antibody (ANA) > 1:320
- Homogeneous pattern SLE, SSc
- Speckled pattern SLE, SSc, MCTD, SjS, SSc/PM overlap
- Nucleolar pattern SSc, SSc/PM overlap
- Cytoplasmic pattern PM/DM, MCTD, SSc, SLE
Rheumatoid factor > 60 IU/mL RA, SjS, SLE
Anti-dsDNA SLE
Anti-Smith (anti-Sm) SLE
Anti-topoisomerase (anti-Scl-70) SSc
Anti-centromere SSc
Anti-U1 ribonucleoprotein (anti-RNP) SSc-overlap, MCTD
Anti-cyclic citrullinated peptide (anti-CCP) RA
Anti-synthetase 1 Jo-1, PL-7, PL-12 PM/DM, anti-synthetase syndrome
Anti SS-A (Ro) a2 anti SS-B (La) SjS, SLE, SSc, RA, DM

SLE = systemic lupus erythematosus; SSc = systemic sclerosis; MCTD = mixed connective tissue disease;

SjS = Sjogren’s syndrome; PM = polymyositis; DM = dermatomyositis; RA = rheumatoid arthritis

@TUs19) wwmamsgiunsguasnuUelsedenduivlinsiinlinsuanmeiionsussuniiansed, VERSION 1 (nuamius we. 2562) 14



A15197 7 N15RTINIATIEIDARINNUIA1UADNAY

\aa AUNA fregnlsafiiwadiinty
Neutrophil < 3% IPF, eosinophilic pneumonia, RB-ILD, DIP, acute
(Iuﬂuhjgjqué) exacerbation of interstitial pneumonia
Lymphocyte 10-15% NSIP, COP, sarcoidosis, hypersensitivity

pneumonitis, LIP

CD4/CD8 ratio 0.9-2.5 Sarcoidosis
Eosinophil < 1% Eosinophilic pneumonia

Macrophage > 85% RB-ILD, DIP (WU brown pigmented macrophage)
Cytology = uzis, pulmonary alveolar proteinosis

Microbiology - NAALYD

A15199 8 SNYAEIINENSINEeN

Usstan ANWAIZNIINYITINYN

uIP Dense fibrosis 53Ul architectural distortion

Predominant subpleural Way/vse paraseptal distribution of fibrosis
Patchy involvement of lung parenchyma 1ng fibrosis
Fibroblastic foci

lanuanwuzwes alternative diagnosis

Probable UIP

WULGE honeycombing 8e4LAY7 Wselianuwuzu199E19984 typical UIP wagluinu

ANYaEV9 alternative diagnosis NIDNULANNYULTVD honeycombing

Indeterminate

Fibrosis with or without architectural distortion, with features favoring either

for UIP a pattern other than UIP vi30a e
Hdnwalru199E19984 typical UIP Uadlanuwazuey alternative diagnosis 68
Alternative fianwzwes idiopathic interstitial pneumonia slnaunsstdlanulsAdU LU
diagnosis loose fibrosis, granulomatous inflammation
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A1519% 9 I5N15PRTuLLBMiREIRTIINaNYTINE

ada
WD

Uselovyd

[

v o
UVBINNA

NNIERINADINADAANIINAUNT
ASIIATIENE SVaenaY At
mssatuiiovsslnunisdosndas
apmau (transbronchial lung

biopsy; TBLB)

gIunmdinnuduiay
annsalinisidadsuenlsnuig
Tsald W Mshnae, uzi,
sarcoidosis
AMBWNINYRUTULITITRENT
laidnduspsnuenaaunsowd

POINIFR

® [ANIIMNTITIATIZNUIAS
massauludumnzluunalsa
: lﬂy =1 I3 o Val

o Julpdvunaanyinld
diagnostic yield Tun153fiasde
interstitial pneumonia #1

(Uszuned 43%)

nsanTuillovsnalaenislginam
\fu (transbronchial cryobiopsy;
TBCB)

v ¥
a &

Fulledvualugweluns
199 interstitial pneumonia
Tmenuandl diagnostic yield
W9 AU surgical lung biopsy
(80-95%) Tnsonasnduiie
$1UIU 3-5 TU wAzN1EATY
\leanmane segment Faevin
1% diagnostic yield Qﬂ%u it
AsaAnAs Ll S uisin
T mmnudn
ANIVIHIUNTERINA DY

aenaule

v
= o o Y o

o leuﬂUﬂ’J'lﬁJSU'lu’IQJfUENLLWV]EjE‘\JWl’]

WANAIS
o Jelufifuuzifeinudumnau

ANSYNTALIU

® 919RRIlTEIANAAU

o

o amzunsngouidifey loun

\WoneanuavauTludeabony

Uan

nsinduiliauanlagnisHnsa

(surgical lung biopsy)

Fuiitetivunlve) § diagnostic
yield geluns7iady
interstitial pneumonia oy
wunihldatuiovuin 2-3
WwuRlunsiazdnegialey 1-2
wuAmas Tuven 2-3 ndu Laz
asuandssiumndaiduiaie

TUaruaLa?

o

o Fuusasldunnuaauiazidn
POINIAA

e Joms1nsideTInusvane 4%
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daui 4 aguinasinsitadelsavandunsdavialinsiuame

n153tadelse IPF erdedeyanienddndiudiudnuugnie HRCT uag/mIednvuzniang1dingr lag

v
v o

fuananuivdniiunumdrdyiludunsidedouasnssne inasimsiteselse Wun (Foediia 2 §o)
1. doshinuamniiviliiAn UIP 9nUse R asaas1ame uagnsduduiady sgnslies 1 dedeluil
11 flenms emsuanaviaenanisnsiana serology Wildiuinasinisitedelsailedeioi
1.2 @3d8017% interstitial pneumonia with autoimmune features (IPAF) Ao 481115482871013
LEM9IINAUNANIINTID serology ﬁaﬁuauuiﬁﬂLﬁalﬁ'aLﬁmﬂ’uLwihimummmm%mﬁﬁﬂﬁa
13 fseifendn msliensvia viedudadninseasiniifiasdoirenaiduaingues UP
2. dnwaugUed HRCT wagwe15Ine1td1la n'u usual interstitial pneumonia (UIP) 1ag 8 4a1uLn el U9
ATS/ERS/JRS/ALAT statement U a.e. 2018 fauanslumnsnsd 10
2.1 tdnwadg HRCT Wlanu typical UIP lidndudesiinanisnsiamanendine
2.2 &dnway HRCT 1l#AY probable UIP lisniudosinanisnsanimensine: Tnsduiugas
filareunngdauansenuiuresEnau I In
23 fdnwar HRCT WilY typical UIP wi3e probable UIP Tifiansannmsifadeniunanisdududue

WU NISATITIATIEAUIAIVADAAY, SNWUENINNEITINGMIBAIUAULTIUYDITUANEIVIIVITN

M13199 10 uumnansidadelagnisliteyavesnmienaisdneuiiinesviinnuasdunges I U YL aNe 15 Ine

ANWAUSNIINYI5INGN
anwuenenatngedelsa IPF Alternative
ulp Probable UIP | Indeterminate

diagnosis

(0] IPF IPF IPF Non-IPF

Probable UIP IPF IPF IPF (likely)* Non-IPF

AWV
Indeterminate IPF IPF (likely)* Indeterminate** Non-IPF
HRCT
Alternative IPF (likely)* %39
Non-IPF Non-IPF Non-IPF
diagnosis non-IPF

* IPF (likely) e ftaefionaazidu IPF Insonvasiidnumrosnilaegrmilsielil
- WU moderate to severe traction bronchiectasis/bronchiolectasis (i mild traction
bronchiectasis/bronchiolectasis > 4 lobes %381l moderate to severe traction bronchiectasis > 2
lobes) lugneorgannnii 50 Yvsermajaeauinnii 60 U
- HRCT wu extensive reticulation (> 30%) lugge1guinndl 70 Y
- MInTimssieadluihdmaonauny neutrophil Winduwaz/m3oliiny lymphocyte iingu
- fuananainanlinisitdadeindulse IPF
** Indeterminate vanefa {iefisliaunsaasumsidedels Wildanuiuvesiivavanyivdn uazddusesd

NNAAAINDINTT E]’]ﬂ’]iLLﬁﬂQLLaS.ﬂ’]WL@ﬂ%Liéﬂ@Nﬂ?Lﬁl@%ﬂiﬁﬂﬂ?’ma5Lg‘c’m@\‘i
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1. Lynch DA, Sverzellati N, Travis WD, et al. Diagnostic criteria for idiopathic pulmonary fibrosis: a
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2. Raghu G, Remy-Jardin M, Myers JL, et al. Diagnosis of Idiopathic Pulmonary Fibrosis. An Official
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3. Jee AS, Adelstein S, Bleasel J, et al. Role of Autoantibodies in the Diagnosis of Connective-Tissue
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2017;6.

4. Meyer KC, Raghu G, Baughman RP, et al. An official American Thoracic Society clinical practice
guideline: the clinical utility of bronchoalveolar lavage cellular analysis in interstitial lung disease.

Am J Respir Crit Care Med 2012;185:1004-14.
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NN 4 UUINNITINEN

nssnwilsa IPF Usenausie

1. msshwilaenislden Tutagtuiideyasn 2 vlia ldun nintedanib wag pirfenidone

2. ms3nTrdu laun influenza wag pneumococcal vaccination §alyifinsfinwdnizdmsulse IPF Jaguudl
SuuzthnmslifeduluftenduimiloutulsaengaiuFesuarlsassuumaiumelaFesduy

3. msdnwilasnislallden wu dayns Jedu nsldeendiaussesen nisilugaussaniwden (pulmonary
rehabilitation)

4. msWifaUAsulen (lung transplantation)

5. n3inwlsnsau Ly nsaluadeu, UamqmﬁguL‘ga%Ja, pulmonary hypertension, 1g15Usauazlsaroszuy
Wlauazvaonidon

6.  MIInwuUUIEAUUIEABY (palliative and end-of-life care)
Tudaguudilislelafianansnandnnnndedinvesineld Siftesdoyavessn 2 via l¥uA nintedanib uaz

pirfenidone fiansnsavzassninisanaswosaussanndenveaiaele Auuztirlunisldoudazvinlulsn IPF

wanaRan5199 1 luunautaznanisaniztayaveden nintendanib wag pirfenidone

A15197 1 Auuzilunsinvilaensldenlulsedenduisdlinsialinsvave

wuzn Taiwuziin
g1
Strong Conditional Strong Conditional
Nintedanib v
Pirfenidone v
Antacid therapy v
NAC v
Triple therapy* v
Sildenafil v
Bosentan v
Ambrisentan v
Imatinib v
Warfarin v

NAC, N-acetylcysteine

* Triple therapy Ao n3kdensauiu 3 viia lawn NAC, prednisolone way azathioprine

@TUs9) wwmamsgiunsguasnuthelselenduislinsiinlinsuanmeiionsusswriiansel, VERSION 1 (nuawus w.e. 2562) 19



duil 1 JayanugIuvaeen

ToyaiugIurese nintedanib uag pirfenidone WARIRINITINN 2

M13199 2 Yoyaiiug1uveten nintedanib uag pirfenidone

%’agam Nintedanib Pirfenidone
YUAVD Y Tyrosine kinase inhibitor Pyridone derivative
natn gud receptor wanguiln A PDGFR O Lag ann15LAa fibroblast proliferation, Fufs
B, VEGFR-1, -2 uaz -3 uas FGFR-1 Feilna profibrotic cytokines %y TGF-[3, PDGF
Fudfansiia fibroblast proliferation Wag waedud pro-inflammatory cytokines L3u
fibroblast-myofibroblast transformation TNF-QL, |L-1B
aEAANITEZENYDY inflammatory cells hag
collagen #1¢
JUuvuuaz | e suuuunalya o sUuuuln
WY | e finaz 100 way 150 Jadnsu ® \iinaz 267 uay 801 fiadniu
MIVITET | @ Suay 2 ade ndiomsviendonoms ® Suay 3 At ndwomsvienionsms

® 150 mg JuaranInss na1e1ms lnglises
titrate WHDIANNTUSHEVUINLDENDU
WiDRAMUNATIALIUDILT V9T AR

Huse 91U

o Luzihliirene titrate Wiinwwmen fail
dUamiusn: Winaz 267 mg, 1 n tid, pc
FUaift 2: dinag 267 mg, 2 ufin tid, pc
FUaift 3: ez 267 mg, 3 uia tid, pc
wsawlinay 801 mg, 1 uin tid, pc

o ynunenAy 14 Su Wsuelmilaenis

ADE 9 LNTUINY LA DUNDULTUE

PDGFR, platelet-derived growth factor receptors; VEGFR, vascular endothelial growth factor receptors;

FGFR, fibroblast growth factor receptor 1; TGF, transforming growth factor; TNF, tumor necrosis factor; IL,

interleukin
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a2 2 Awuzinlunsiden

wnawainsTienluguag IPF
nstieludtae IPF farsananuausulsedlsalagidwnunguusernstunisfinwsing 4 loun
1. arwuussvedlse Ansanandnvaenisnatnuassanisvagevanssnninien lneideladenilieluil
1.1 FVC dlosufinnsannisliensindu 50-80% predicted*
12 feusuussvadsnnntu (Foladonis)

1.2.1 fdnuagnsnddnugas (§1983mumsei 1 lumned 5) lagaivgueseinisugaslalas
aummnanlsavionEdu wu Veninde audaludesdeviuen nigialaduiman (eft
sided heart failure #3® congestive heart failure) Iﬁﬂ?}lmﬁamqmﬁﬂuwaamLﬁammwam (acute
pulmonary embolism) LagA1IAITUIRBUNAUYBILIA (acute exacerbation of IPF)**

1.2.2 1 absolute reduction 983 % predicted” 903 FVC 2 10% Tug19n15Ann1un153nen 6 Aoy 3o

1.2.3 # absolute reduction 983 % predicted” ¥89 DLCO = 15% lugisn1sfinnun1sine 6 hau
2. fhevgaguuvsuiegnsdes 6 Loy

3. Jaqtudaluifiduugdniesnisldenvisassuiinganiu (combination treatment)

* 910 % predicted 189 FVC > 80% An15An®ILUU subgroup analysis U311n151481 nintedanib @u1satzae
nsanasesaussanmleaaliiguiy nsldeluienduituegivgaeidaveswnnd

= galifisneaunislden nintedanib Tugtheniinnmgnisiiiudeunduuedlsa (acute exacerbation of IPF)

#  Tdaunisnmseunamvinuneieanu

Fouvanislten

1. a1 liver enzymes (AST ise ALT #30 GGT) 3@ total bilirubin = 1.5 vi1983A1 upper normal limit

2. wijwansssuarliuuyns

3. Q"U"Jalmwﬁﬁﬁh creatinine clearance < 30 mL/min

4. n3dlen nintedanib szydevalugUasiiinisminuresivinnduuuiiunansiisguuse (moderate to
severe liver impairment) 1w Tsadiuuds Child Pugh B w3e C duen pirfenidone szudeviuanizdiae
ﬁﬁmiv‘mmmaaﬁuﬁﬂﬂﬂauuuqumq 1w Isaduwds Child Pugh C

5. n3dlen nintedanib syyderalugiieiilsale lduA myocardial infarction a1eluszezinan 6 ey
73089115094 unstable angina Meluszeziian 1 weow daus pirfenidone lufifouningnn

6. vl nintedanib Tufthenfivseifuiemseunenmsuiseia laud 67 peanut, fndes (soy)

n13nsRanugUlendenislien
1. 9533 liver enzymes (AST, ALT) W@ total bilirubin niAeuuIu 3 Ligu wa‘”amﬂﬁguﬁmmum 3 1hou
AU 1 U
2. nedouanssanInlennn 6 ey laun
2.1 Spirometry uay/3e DLCO

2.2 6-minute walk test
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NAFINITRNTANNYANITTNYIR LY
1. fi;nstnnfesannensuuwsvisenueIn1stnadesanelile
2. Tsnguussnntunielinouaussionsing (eghaties 1 4o)
2.1 il absolute reduction ¥84 % predicted 983 FVC = 10% Tugan15ianun1ssnen 12 1oy
2.2 il absolute reduction 84 % predicted 983 DLCO = 15% lut9n13Ann1un15snw 12 ihou

3. 5¥INsARMUNsSneilsansanedudemalunisldenindy

v a a ' v )
NAYI9LAININUUERINNISIEIRAZNITINY
P a a a v & . . . .
o patrafgsiiialdneannen nintedanib wag pirfenidone
1. adauld 9o 1Aalevisen nintedanib wag pirfenidone
1.1 AugISnwInIueInIg
1.2 f1en1ssunss Wiveaguwazidieanisadulisueilndmeeivuaminfuvselvivuingianas
wanrpainilurwavindurwneniuneurene) wagliiuniouemis

1.3 enshifvu msvemnen

2. fianuiiaun@ves liver enzyme L1Anlavsen nintedanib waz pirfenidone

2.1 1 liver enzyme Winau 2= 5 wivselifis 5 wiwadUaeiiannisues liver injury 1w
Fundenmios avsneneuaylallviendn

2.2 1A liver enzyme LWinTu 2> 3 wiualidia 5 1wesA upper normal limit ualiddeinisves
liver injury masugaeuasfinnued19lndda Wenadoanduiluunidausulieludluvuined
AnIneuagveneLayAesUTULY

v a ' ' a
® adiufgsinuUBBYBIILAazYTa

1. wadhafesiinulduasvasen nintedanib ldun fiaade duumnanisguasnuw dwnnsedi 3

A15797 3 LUININNSUSTNSNNSEIN R E8a1nN15198n Nintedanib

ATUTULTS nsUsuen N133NYINUBINTG
\anifos (< 4 AseRet) | vwaiy Anti-diarrheal drug LU loperamide
gafionnis > 48-72 ® Anti-diarrheal drug
® vignen loperamide

b3

U1unans (4-6 ATeAa) | @ (oe1n1sAtu anvuinendu 100 mg | ® nsShwuseAuUszans 1y nsTA

[

Juazaninss @151

® 1991n15A7U TemuruInUng

® gAY ® Anti-diarrheal drug L2
Juuss (> 7 Asesedl) | @ ooinsiidy anvunae i 100 me loperamide
VTDTULTININ LYY fuavaoinds ® N33nwUsEAUUTEADY WU N1SLY
fidyaudninund | e ilaonsitu Tiemuunaund a1
o fnfionsnduiludn avgaenams | ® Aufumanmgitadi
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2. watrafssinulauosvuesen pirfenidone laun Huwikueas (photosensitivity rash) Tvfiansanan
YngIMIenengkarlseiiiueIn1sdnasiinannsalienselivield duludUlelasuen pirfenidone Nnay
wuzihaudedfintaieUosiunasuanuazldasuiuuaniid SPF (sun protection factor) 8819ty 50

LATNANLALANUYNDUNTNAYILAB LA ANULI AT WL
® Ufi3e1531I1981 (drug interaction)

AILARNIIUAISIN 4

= aaa '
AN 4 UNIBII¥HI9EN

Nintedanib Pirfenidone
vilse i niiutu inlssavenanas Plszdueniiutu lviseRueanag
Potent P-gp inhibitor msq‘uwé, potent P-gp CYP1A2 inhibitors L4u mﬁ@uq%‘%
L1 ketoconazole, inducer wu fluvoxamine, enoxacin,
erythromycin carbamazepine, ciprofloxacin
phenytoin, rifampicin, St.
John’s Wort

Toyad19899nLenansiiuen nintedanib (Ofev®) uag pirfenidone (Esbriet®)

P-gp, P-glycoprotein

d7ui 3 n1ssnelaenislalden

mMssnetaenshildennansdunisnadi 5 Usenaumie

1. msidnyyd wuziliidnynsedessniliaussanmuenugas uazmingUasfiue nintedanib w3e
pirfenidone Msguyriagshlisziueludonanasse

2. m'ﬂ,sﬁaaﬂ%Lﬁ]uswzzmﬂu@ﬂ’;aﬁﬁmwaaﬂ%Lamiut.ﬁawfwmzﬁﬂ (resting hypoxemia) TaglaLneuat
FeafulsadengaiuiFess

3, ﬂﬂiﬁyuﬂauisaﬂﬂwﬂam (pulmonary rehabilitation) Usgnaunien15liAIus, aerobic conditioning,
strength and flexibility training wazA35¥i1saulUAuNIsThwInIENNlavwINITasnIsquaanIninla
wazdenu Inen1sAnwiwuiinisiuaussonwdeniinaiii exercise capacity wavamam@inlusvordy
(short-term benefit) 16 wuziirlsivilugUaefisuiionnisveslsausieadidedidamnlsadusunsvde
AUreiionsunnauliiannsayvinld

4. nsEdiniAsuten (lung transplantation) MsAnwInuIINISHIRAUAUeRa1NSnansRsIN1SET I
il 59 utogslsinmudslifduuniientussssnafinsauinnsudsaslunudidenng dnfuens

frsanEudiigaudisunIdadeniesunuiilsagnaiuuintu aznavesnisiidindusgiunany

]

' v
S o o =

Uade 1Wu anusuussvedlsawazfinunmd{ilenny duufesdasodefivanainnivdniiansandu

518 9 1 inawinallunisiiansannisidauasulentugiaelse IPF lawn

@Us19) wwmamsgunsguasnuUelsedenduivlinsiinlinsuanmeiionsussuniiansed, VERSION 1 (nuamius wa. 2562) 23



® DLCO < 39%
®  FVC anaunnniusewinnu 10% Tu 6 wheu
®  S¥WI9NIINTIA 6-minute walk test WUT pulse oximetry anawINI 88%

® Honeycombing lunmienaisdmeuiamesyinaiuasidungadl fibrosis score > 2
5. msshwuwuuyseAulseass (palliative and end-of-life care) wugthlvimnaeg wazamssulinuivae

AuugdngUisuazgyrtnsadulsaausisunisilady

a13197 5 Auuzilunisihvilagldldelulsavenduisiavdalivsiuane

Lz Taiwugiin
81
Strong Weak Strong Weak
Anuns v
A IRRNTLAUTL UL v
nsuyaussan1nlen v

AsHenasulen v
ANV

. v
dszAuUsemas

L@NE5919949

1.

Richeldi L, Costabel U, Selman M, Kim DS, Hansell DM, Nicholson AG, et al. Efficacy of a tyrosine kinase
inhibitor in idiopathic pulmonary fibrosis. N Engl J Med 2011 Sep 22;365(12):1079-1087.

Richeldi L, du Bois RM, Raghu G, Azuma A, Brown KK, Costabel U, et al. Efficacy and safety of nintedanib
in idiopathic pulmonary fibrosis. N Engl J Med 2014 May 29;370(22):2071-2082.

Noble PW, Albera C, Bradford WZ, Costabel U, Glassberg MK, Kardatzke D, et al. Pirfenidone in patients
with idiopathic pulmonary fibrosis (CAPACITY): two randomised trials. Lancet 2011 May
21;377(9779):1760-1769.

King TE,Jr, Bradford WZ, Castro-Bernardini S, Fagan EA, Glaspole |, Glassberg MK, et al. A phase 3 trial of
pirfenidone in patients with idiopathic pulmonary fibrosis. N Engl J Med 2014 May 29;370(22):2083-2092.
Fischer A, Antoniou KM, Brown KK, Cadranel J, Corte TJ, du Bois RM, et al. An official European Respiratory
Society/American Thoracic Society research statement: interstitial pneumonia with autoimmune
features. Eur Respir J 2015;46:976-87.

Nintedanib for treating idiopathic pulmonary fibrosis. 2016. Available from:
https://www.nice.org.uk/guidance/ta379.

Pirfenidone for treating idiopathic pulmonary fibrosis. 2018. Available from:

https://www.nice.org.uk/guidance/ta504.
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8. Raghu G, Collard HR, Egan JJ, et al. An official ATS/ERS/JRS/ALAT statement: idiopathic pulmonary
fibrosis: evidence-based guidelines for diagnosis and management. Am J Respir Crit Care Med
2011;183:788-824.

9. Spruit MA, Singh SJ, Garvey C, et al. An official American Thoracic Society/European Respiratory Society
statement: key concepts and advances in pulmonary rehabilitation. Am J Respir Crit Care Med
2013;188:e13-64.

10. Orens JB, Estenne M, Arcasoy S, Conte JV, Corris P, Egan JJ, et al. International guidelines for the
selection of lung transplant candidates: 2006 update--a consensus report from the Pulmonary Scientific
Council of the International Society for Heart and Lung Transplantation. J Heart Lung Transplant.

2006;25(7):745-55.
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4N 5 LUIMen AU

lnglunisandulsavadlsavenduisiavialinsvameadinaziduuntuauie sseznaisendin
lngndefe 3-5 U aendimidadediieasiiaussonndendonamunal dwalvnunmdinanas Jadeniing
1 LY a aa Y ¥
RognndedinveiUle Usenaume
1. YadevianmenugUisuaze1ns (clinical) wWu inAvig 818131 70 U 81n1sveumiley (mMRC score)
a LY = 1 ¥ = LY = .
flsaialauaznaenidansiunie dn1izaudunasaieaundlulanas (pulmonary hypertension)
Uszifionsmisudeundu
2. Jafeauaussaninyan (functional) 1y % FVC decline > 10%, % DLCO decline > 15%, 6- minute
walk distance < 72 % predicted

3. Uaduaun1nssd (radiological factor) lawA extent of fibrosis

n1sfenudadedg 9 dana1 m15199 1) xviliunnddguadadulaisunissner wu nssulven

antifibrotics @aflnansAnYINUIEINNTATIBVEADNTANAIUBIENTTN N UBALR

s

nguszadlumsAnmumsinenduielsadanluisinslalinsuanng
1. iefnnuUsifiu madsundasnuguussvestlsa (progression of disease) Lilansfiansaunizaliien
antifibrotics
2. wWienisUssdunnizunsndeu druszvumadiumela lasanizaignisausuideundu Geute
exacerbation) wavnizlsasndu 9 wu lsewilauaznaeniden Tsansalnadou \Judu
eRnnunisiianadnadeannnnissnwdieen antifibrotics

WiaUseiiutausdlun1ssnunnieaandaussere?

ARSI

eUszdiudeusilumsdsiSunmsinwimensiidauanaigden (lung transplantation)

6. wefasanlinissnwuulssdudseredtuUiessezgniine (end of life care)
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A19197 1 WUI9NISAARILNISINYINUe

First visit N 3 1Py N 6 WAy nd
Review U335 71339 mMRC score Spirometry laun FVC, | CXR
suNelngaziden BMI DLCO (optional) HRCT*

BMI Smoking cessation 6-minute walk test Vaccination
Review HRCT Sp0O, 1. Influenza vaccine

Review pathology Exacerbation 2. Pneumococcal

Serology (ANA, RF) Hospitalization vaccine (optional)

mMmMRC score Monitor side effects U298

SpO, Non-pharmacological Echocardiography
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