EMBS EHEE=H
i X

Fo 38 1AM AEC 2 s ENE R B R R Hb K

A e 12 o= 12 | — 13
HER Y BGEF R

CEMBSRIE , A, &7
? B RERFRIRBHIRRT , A6, 472

HEEADFRES &1, &
= s
S YAl5

45 &5 1% i 4 48 1E (idiopathic pulmonary
fibrosis,IPF) @ & % R 8945 & 14 B & 4 fh X
(idiopathic interstitial pneumonia, IIP) » {d43¥3%
MR E MR AT 20-30% » R —TEEAFELCHERT -
BRARRZER > HRERAERAIE
Zi BB TSEMERAEMEMRER (usual
interstitial pneumonia pattern, UIP pattern).
EAFIE > UIP RAEBRIES FEHIREF M
SN (heterogeneous appearance) » 1 & i 2

#TF (subpleural) B¢HRN5S (paraseptal) @AY
M, B2 LRI HIREIKEER (reticular
abnormality) ¢ BEZE R 14 X mE &R (traction
bronchiectasis) » BRISER/ LV E2EEEERIER
RBBAE (ground glass opacity, GGO) o ItE5h »
IETEEIRR (honeycombing) &% 2 L&
REBEEZEZ UIP 56 TRABE DR AmAEAE
AR MR E MR EEIEZ o

ILD

I T

Known Granulo-

etiology matous
- Connective o
tissue disease - Sarcoidosis
- Drugs - Hyper-sensitivity

neumonitis

- Occupational P IPF
exposures

Idiopathic interstitial pneumonias

Miscellaneous

Non-IPF IIP - LAM
- non-specific interstitial - Histiocytosis X
pneumonia
- cryptogenic organizing
pneumonia

- respiratory bronchiolitis
ILD

- desquamative interstitial
pneumonia

- acute interstitial
pneumonia

-lymphocytic interstitial
pneumonia

-idiopathic pleuro-
parenchymal fibroelastosis

WBREE | FTHLC BEAm
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&l ~ BAl IPF Y8 RIiER

BREROLEFHEZEBEREEMRE
Bt (NIH) FEZHRRGERBR HH 776
& f# 1 F prednisone ~ azathioprine v~ &%
N-acetylcysteine K 78 5 2z T &l 4H 2 45 £ 1%
fEERA > FRZEGHAELIR 8 4t
T 26~ 23 4 ABRZER > ML EIAHEE—3E
T THARKRS  Bn=ESHaERA
P B A IS INSET X  ABRISER
AERBAREHZER  c EEIMER &
#} 1066 fiI#%% nintedanib —XmM& 150 23
MM CRA » SHESFERAMESE
(forced vital capacity, FVC) T & » A8 52
B2 & EERRE = HAE BRI > ARETRE 52
B > 2% nintedanib JABEMEE FVC RiE
& (the adjusted rate of decline in FVC) & &
BERZEEIAE A EEEEMmEELRAN
AREHIR—ARBES o

FEEMEECEEXBEEEANE
#> Bg T L it prednisone - azathioprine #
N-acetylcysteine z & ff A B B E B & 1
in A Bz A 3E T R kg sh o H 40 warfarin
ambrisentan ~ imatinib ~ dual endothelin
receptor antagonists ( ¥ macitentan ~
bosentan) » phosphodiesterase-5 inhibitor ( 41
sildenafil) 5 N-acetylcysteine monotherapy &
W ERERMER » REREE S TVEERNR -
fARAE - MEER - B 2EEEE - fkEE
EEY AIHBEENEMUAEAETERE ) B
% 2014 F =B FDA 1Z /8 M & #7 2% nintedanib
(Ofev®, Boehringer Ingelheim) #1 pirfenidone
(Esbriet®, Roche) » A {45535 4 f i 4EE 2 /B &

7 $HERESR—< ASISRHRRTBUFRRI

Nintedanib £ % = Hi B8 K = B&
INPULSIVE-1 (n = 515) #1 INPULSIVE-2 (n =
551)* £ pirfenidone Z ASCEND (n = 555)5 &
AN A AR B M I A RAE > BB EE(E
EXL  BAERALEMERUFELRENER
AME > FIEF MM E (> SR EERE
4> FNEABRRE EREHE - &K%
BRARMBHIE > URECEYNFIE > KIg
ERALEIL o

2 - BHal IPF ZERRVIER

7Y IPF BYZ£¥)8 8% 7E nintedanib (Ofev®)
K pirfenidone (Esbriet®) & B RE R »
HALEEENAHEREENEE - BRER
M CMZEERESTSNAN A2 ENEE
PREIZR A E B = 8035 > WAHERR 0T BE 18 BY i 48
HAEMRE - =R E B EE 3% (high-
resolution CT, HRCT) # R A ¥ T 2 B 5 B 4
FAEENEE TR » [RIE HRCT AR E AR
2 78ERETREAEMIAEABIA (lung
biopsy) > FhEBAB&LT] / BT AR — Az R E 1 b
J& (interstitial lung disease, ILD) 2 Eff Fir 58 B9
ABRIEIR S o B L2 B SRIRIEE B #5850
5 #E B2 & (precision medicine) Z 82 Bk &y »
TR AMMBAEBTR EFERFLHEZ
BA o FLZHEUMEECFENREA > &
SRTEEKEEREER R EEIFRE
B BRAXTERIETMEAESR > PA
T B ZENES BN S LUERY © IRPEERE2ER 75 #108
HmE % 2% (multidisciplinary) 2 & BRRE
2 BREHE  ARERKEBRIETIRE -



B EFERRMERREEEMRRAD TEY
B FRRIFA (phenotype) FFZE ° 7KK » Bk
EXANBHHFUIMUERLRE—HIHHE—HND
F1Z3:C (molecular marker) » & &5 ZEBRWNE
E > (RIEZEIRIBEIE » UFIZEIEERKRTER
#% Rt > BEAE - AMEBENZER
MEFEETINEE - MEthikEIERHTES|
FASEERRE TSR T » RASLUBERARIEUL® o

[ £2 4 A ILD (suspected ILD) ]

YES
[ % #% IILD#) 7 B (identifiable cause?) |——————

NO

* # R % #8416 A B 4% 43 (chest HRCT) |

T g &y UTP
$LUIPR 48 4

l S A4 g B 42 8% 47 B (surgical lung biopsy) ‘ﬂ
uIpP

87T #ie 4y UIP

T s 6 UIP

Ryl
(multidisciplinary discussion,
MDD)

E— .IPF B ER A5 A FeAg 2

B2 ~ R7K IPF :2ERBV A

JEIPF

AT EKE R IR AR RS
RR > BEREERAMEMBUSRERER R LR
— SR ET > (BARIR 2016 F2HRTHRE > 158
LULD AT B EE B ARBREFHER ZMWA
MEFRI LA BEREE « ERIBAEERIIZEM
FheR/NRZERR © B3I H ER AR EEE
18 60 5EFy > MEEREREENRA=DZ—F
80% BYBJBEME B S MERTAARTE " o

tESh > 782014 Z B ST 45 H > 5C ARTEMIS-
IPF (A Placebo-Controlled Trial Of Ambrisentan

In Idiopathic Pulmonary Fibrosis) =z tt 1 ## 3¢
PRy 1087 Uzl EH 1 315(29%) iR E
[EFF XIS = AR AT BB IS R T 52 B e SRl 1l A 4
/R o 111 IREREBT @RI EKETER SR
consistent with UIP pattern » £ 111 1 = &t
EAE 108 eI FiaffAEA R IR 2RER
B] 5E UIP (positive predictive value 97.3%, 95%
Cl 92.3-99.4) ; 84 i = R B ML N B 2 R
possible UIP » 84 iR & 79 {ifi#RAT) R TR 2
37 possible UIP ; 120 {ii /= 7 5 B iR FE 2 1R 8
7 inconsistent with UIP ZJ& A » BR8] A B8
TINARTHAFEZ UIP EH 22 i (negative
predictive value 18.3%, 95% C1 11.9-26.4) ® o IIf
M EREREERR £ > ST EIKE R EER
[& possible UIP » BIIR—E R E SN Fia AR 45
1R 2RHEES IPF o

NP EEMIR A BB ST 2017 3%
RZHAZE > 723 (68.1%) (UEA B BEIRKRM / K
MBI R > MR 33811 (31.9) | EIRRM /
FABBYI R > D BIEF nintedanib & RHE
TERMARASFRAOMEEREE > 53
ERA . ELRE4E 22257 -2221.0 2FH /
F; EHREHRA 117.0 2H / F (95% Cl, 76.3-
157.8) #1 98.9 ml/yr (95% Cl, 36.4-161.5) » 35
nintedanib ¥ R AR 5 NI MAER > £/
nintedanib AT FE B RARMINAERIR > JABEMR
MRAEEER o

BRILEZ S » SRZRTE IPF BRE L » BBRIBIE
& (multidisciplinary discussion) & XN ER
8% > R XRAED » #HERL IPF BVESE - BB
R pls s EERE R B — (U B R0 B A s A2 NG
HE > LBER G mE BN B 2t
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BRAEBE " BE—F B 2016 £ Walsh
SLEABIEEE » LUER B EBXEEE IPF
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BATRBARR o
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BYFREE » S AR CPT SR R E MR RY
BERR > WRIOI—TRENBERERTIERIN
HBNEZSIRELE - 5= > SMRIF ARSI A

NEE > CEHHABFLEHENGHETESRE
ANMSEsthAR@ / > XEERKAI B ERIEEN
D FEYIRCAESN B BIEO B - SETRERIR
ABRT B E > EAER 2 B R R RS 2R
HABRERE - 5= > £/ nintedanib 3
pirfenidone YY) G BARZESFTFRI UE MR
B MR —ERETENSE UIPBIE AL SE
B HRERR L AREINEMIEMRIN
TR RABTRFBNREA ERFEES
possible UIP B9 A » EZE2HM ILD £%& »
ERRERANARIEHEL R ARERER

%240 % ILD (suspected ILD) |

y
|%%%%ﬁ%%%%f

#4 (chest HRCT) |

y

A

& AT AR 47
+ % % (HRCT + Hx)

5 AT T RS BT AT R
+ % % (HRCT + Hx)

# JFIPF — % JE 41 A1 6y IPF 1 IPF — %
(consistent with non-IPF) (atypical for IPF) (consistent with IPF)

5 AT G T 9 4
+ 7% % (HRCT + Hx)

SN i A 8 0T R
(surgical lung biopsy)

4a ¥ R, & % & (bronchoscopy)

s 7% (blood)

AR,

| (molecular signature) ,’

\

B — 6 B

(pathway-specific therapy)
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# (molecular signature) th + 9 EE > B »
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#% 9 # (high-dimensional transcriptional
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