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FR MR AR AL — AR IR AR R R MR R o R B R o 2 R4 A
RF o Rsm A E RN TR 0 Hobm s A A WUR TS R R A R L sk L — (A R 6Y 4L
MM M AR K (usual interstitial pneumonia, UIP) ° %35 B 45 #5145 44k - sm AL B A F %
ZRABHEZE EFESFTREREEMN R > LR TRERMEEMXGRE 1§ 2

BB TRE GG RRREMFF - Bk

— B LB MR B AL - FARIEF AT

EEHATHIMEY > AEMFTERRGRA 09 F - MFLFRIRARLG TR B
Fouk RS R B T & 0 8 4L E W) nintedanib Fv pirfenidone 89 X A BF 58 AR B8 7 T
MG R AN A0y BACALL - BT £ 5 B ARPT RAEBITY - HIARRERANTAR -

BAEEE - BhidiE{t (Lung fibrosis)

I AR (Interstitial lung disease)

5l

il

FF % 1% fifi 48 4 L. (idiopathic pulmonary
fibrosis, IPF) & & ¥ WA A~ BH [ IR ) 2 1 Ml 2%
(idiopathic interstitial pneumonia, IIP) ° IPF Y
TEF Ry — TR E AR ~ KA R 18 M i v 1
ABAE ALY TR PRI 28 ~ okt U BRI M0 ~ 4
e NI AT & =05 MR E PR 28 (usual
interstitial pneumonia, UIP) AYRHEER |7 / 8Us%
BRI o LIRS B 3 O A S 1k A I R (R
St ~ IDhRE AL HIHR M - B2 BT KA
ot BN A BRI + AT IL 56 B M e B 2 ey B
BRI IR BE & iR 2000 AL [H] 2541 IPF HYERR
2R $HE IPF R ET UL IIRER E R H
BB EFE R 2ENEHETHIFES | 2011 k2 2015 4F
B H A e B B gy FOHL T S8 N M e B B2 %

KT HEHZZHHET D - MiEEHIAE 2015
o 1l 2 R MIRE RSS2 & e T IPF IV E 2
B R R EFET | ¢ -

ATIRE

MRS S - BT IPF AR AERK R 19
A 2~10 B > BEATREI T A 14~43
11>  IPF iF 5 A TR BAE N B MEIREE - #4:
RBATRGPEEFAC IS - IERER 2K
E » /N 35 BRI I 55 AR AR SRR N
1B TR 75 BRI BB R R A R
HI FAEETE A 3854 » BTRES T8 A
87.9 ] + KIA 75 BHIZL MR EF R AR o T8
A 19561 » BEATIR B R A 48.4 ] ¢ - BHEX
FERIGAHLL » B 2N B HH PN T 1 288 A 3R R e
TR R SR - BT B R ~ W FERRET Y

WA EEERE BIUR ¢ ST P LR T R B 6 RS B T IS R e AR 9 A
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NEEZEEAEGR] - M5 - fEHRRAE
FEEE R ET T 1997-2007 4 [ Y IPF FRfTs &
2007 2 B AER B TEA 126 BITHER
FHEA 49§ SBRRECECERS - RIS
W gz i N R (i I #5 Z IPF 98 A » (Kl
B IF 2 884 3 AT R A — 2 A Fe B £
&7 B4 BIEER BT EUR B AR R
BATRZEIRT » S H B 5 A% IPF 1Y
BRI - BRI b~ ERITRFE KA
BH o ETE e T .

felaAF

SR IPF & — i KN AR R R+ ES@AE
W e BUE B e i b A - Hht - LEE
B 20 WA A - HATC 7 H ¥ IPF
B RS - b - B RES IR R &
% e PRI S T fE g A -+ H A BR B e Y R
Y (SR EE - KJE - =Y/ B Ry EE
%)~ EL 4 (Epstein-Barr virus, influenza virus,
cytomegalovirus, hepatitis C virus) /7 2 22 % 4T
Qe EBRRFAZE T REREE KT - Bl
e O .

BT T

IPF By B0 52 5 A KR TE IPF i
] RE Y 3B A = R e YLt 98 #H 1% (autosomal-
dominant) > ] §E Bl ELMOD2 (ELMO Domain
Containing 2) B [K] ~ #E 57 dm A7 f§ 2 A K5 Uiy K
Fiff 52 8 $% fif (W\TERT, human telomerase reverse
transcriptase) 8¢ A 8 Ui £7 i RNA (hTR, human
telomerase RNA) FHREH 10 -

TEAREE M IPF REF R - HEHIEom v i Bl 5%
[l 5 JJ 3& surfactant protein A, surfactant protein
C ~ A ZH U K B§ (WTERT, hTR) Jz "EUE 5 | i
(DSP, DPPY) EfHEA FL K 2 HHE H R - AR K
IPF B HMRKIYEE M - WG EFH IPF K
AP E S 2 BRI R B 12 o HEiTk IPF
L EEA BEE T RU_b R A o2 N B s B
AR - BEEE AU R L R e —
RUNiv b B A - i v b R P A F R
T8 it 2% F 4 At b 42 R X 1~ (fibrogenic growth

Ffem HRR EME

factor) MUK | #% &AM (macrophages, T-cells, NK
cells, etc.) BB EIER (cytokines) @ FE#E
H transforming growth factor B(TGF ), platelet-
derived growth factor (PDGF), vascular endothelial
growth factor receptors (VEGFR), Alpha-v-beta-6
integrin (avf6), Sonic Hedgehog (SHh) S & Fa %
PG L AR AE RFEIE (fibroblasts) sz AILAEGAE REMTAE
(myofibroblasts) i ifi v B 3% Bl g 41 5B 1
FARE ~ RBRAHEL I IR B I RS I s R
A AL - BB IEEUR AR EAL ~ 5
115,

B R 431

IPF B9 A RO IR R Ry 18 R HZIZ -
SHOMNE R A R - B Y B Bl
IEEREAR - £ S et b i B AR U &
T I BE A R SR B e P S U A S
& (Velcro crackles) ; 1A 2] AL LAYIHE A & H
WRFAR$E (clubbing finger) & i HE R £ 1%
HA -+ 9 A2 AR i = RE - T R LR
HISEAR » BAnEE K E -

- |

ST IPF - 55— SRR HAL RIS
E IR E M 22 (interstitial lung disease) * &/
E e e il ~ 229 ~ B IN 12 B8 B R
TR A G e Mg AL - S EL AL ZH BE
AR EFEIEREEM & (UIP) FyRERER K / B
S BERR !

SRETRIRCESEERENEY =t il Ec Ve
BIZ B IPF - Hhim A & HN R ETE 2 E )
HEFR AL FTRERVR2 B - Rl TR BEE R HE
IPF 1Y% A I & H 3] C-reactive Protein
(CRP) ~ erythrocyte sedimentation rate (ESR) »
lactic dehydrogenase (LDH) » antinuclear antibody
(ANA) BY rheumatoid factor(RF) 55 #({H F & HY
TBIE - 8 L fR RO 1 /2 E e Se R I 15
BE - [RIEEBR T Rl b A LAAN - B PRHEAR ~ o5 52
REAL R S e A RS R B SRR G TR
Hih P 38 B8 AR R B T BE S E e 9098 0 0 Y
VB PEMG 2 o REAN - 8T $HEBE IPF HY95E A
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7 SR E §5% i Y BEVE 1T (bronchoalveolar lavage,
BAL) » HASESGE T A B R 2% - KR E )
HAMZ2HT IPF - HEEEAHRR oAt rTRERVR2 I
IPF s& — fii {fej PR 28U 14y fifi 3505 96 978 (restrictive
lung disease) * [KIFLATi DIHER &2 AT REE 2 H total
lung capacity (TLC) ~ functional residual capacity
(FRC) ~ I residual volume(RV) & T~ » FEZE &
TR FFEHER - % AR forced vital capacity (FVC)
I forced expiratory volume-one second(FEV1)
th & % ; diffusing capacity of lung for carbon
monoxide(DLco) th&r FLIEH A7 -
S W IPF » iy B B A9 R A2 R s
15 1 2B S B B 9 # (HRCT, high-resolution
computed tomography) * 7EEEHSERT G N PR
RHHY UIP SZ4ERAT RAGLHT IPF » 245 bRyt

63

b =S

B— : #ailER @M SR ERENEISETR (high-resolution computed tomography , HRCT ) BB~ D fh7ERME S0

FREZNERES - BSHEBRR -

SIREGEREEENEBES - FEIEMEE L EE

A UIP At A A LUTIYSE: 4 (& 1) ¢
— ~ ik FEAEROIE R R AEE
o kBB A
=~ WEERATREAE L + BRI ER -
VU~ B E LM AT E UIP Z B8 1€ — A
T
WA RN - BB ISE R 23 ARy
UIP Al FLRF - J5 3 |- th 86 4R & 3R #L A UIp
R - BT DU BB ST R s R 28 ulp U
RE > HW ATERR IR - R HoAth (K& s r i
BN ZEHF o IPF B9R2BR BRI #EST » REGER A
P2 I ER YT o PR ER AR 5 3552 HRCT I
HUR Ry P RERY UIP BANRF & UIP HYTURE » Tk
PR | X AE5ER ASE IPF - R —2 QI Mo el
it Fr - BB SR A -

0

SETREEIES| ° 2015 ©

3X— : Usual interstitial pneumonia (UIP, S 4 RIE MK ) BVEETRREGHTE

UIP ( THERHREEGE ) THERy UIP (

IR EERETE)

i UIP
(Wi NYEERENE—E)

1 PSR HERIE MR T e

2. AL RGN AT

3. i IRAREHEL + BRI RE R
4. KBRS UIP IR (A=) =)

1 SR ERIR AT e
2. R EEHNGIR AT

3 RHBIARE UIP BURHE ( FLER

LSRR A I E

2 SR SRVE BRI E &

3. KEAEBHGIR B H

4. KEHITRASHET

5. FRPREAHERIHET

6. FEZ B EE 7 T PK (mosaic attenuation)
HUR AR (air-trapping )

7. KRENGE /B B LB %R
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E e EAENIRE RS R G - FraMEIMEAE (L TRl R B eS| - 2015 -
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IPF JRIE4SE

IPF 2 R Avs B 22 Y UTP B R A ] —
FliR s FEARAF RN 23516 & 5 (geographic
heterogeneity) ¢ Ff 5> HY 52 E 1% (temporal hetero-
geneity) ° [bAb - BRI ELT S LURVYES 4 ¢
— ~ BRI L / R PR = 185

BAEWIIE S / il H iG55 (subpleural/para-

septal) Z & E152 (honeycombing)

—~ WEE FoikE#fE{L (patchy involvement) ©
=~ KBAERFINEDPS kL (fibroblast foci) ©
V9~ W EL A SR UIP 28 2 R a1k —
FiiR
A RERFE RBEB TS

B M REYEBR.2WEINES I (geo-
graphic heterogeneity) : 1F & AM#E 82 B 1Sl
{LEVBTHE 2R TE SR 2. ERREVEE 14 (tempo-
ral heterogeneity) : t] 5 NI [E0FE Bl IETE i
{EFR A EHE L aVATHE I -
SIFBEEEMBEEEINZEESRS - ISR MigHE
{LBEZETREEIES| - 2015 ¢

B3

Fy probable UIP X, possible UIP iy f& #U RE (3£
=) o ERGENEM L EG R EER UIP B
RESERAE IR E T+ EEZ L 2 o PR
FLESHD ~ PREIRLEEHD ~ 2GR BE Bl 2 [RIAH Ry
% B BHE B & 3% (multidisciplinary discussion,
MDD) - ZE L RIE R MR - REW AR
Biie 75k IPF ([E=)* -

ES R S

IPF SE M s P i R A A Al
NG EEATAME - KRECT3 Riee i - ig1g
AR S PO AR 2R AR - T3 L IPF &
4584k (acute exacerbation) it B 1 TR A HE
EFEEIL 2 - B 1996-2007 68 FA R &R
Mt - HR2E H R B P gRd U 0.9
o SR RERF 22 S 2 95 A B 5 FH S P I 2345
HEZ IPF IR A » FE0 e B R bbb Al B SR 0
IR NGB B - [RI A H B — 2 i e sk
87 HhANE AT A RS SEIER T IPF AHEE
ZTEBRKT - HRg i tEE K 7R S
fifi T HE I & (DLco » FVC » TLC) £ 2 B FF i
fFeE LS - B EE EFEE (Body Mass
Index, BMI) KA 23 ~ 7543 817 8 JI R R
I (>320 AR ~ AT LIRSS  ARLF
A TEER K708 1 H B IPF Stk b ~ Bl
JBE ~ il seu i - R SR S B B A e T S
I H#& 51 Krebs von den Lungen-6 (KL-6)
matrix metalloproteinase-7 (MMP-7) » surfactant
proteins A F1 D (SP-A » SP-D) Z$58 - A1 H A
Slf fif B — FE AR K ] DAMETEHE A58 A 2 TH % -
AR A BE 2RI SE 1€ -

ZK— : Usual interstitial pneumonia (UIP, SEI4REIE 4% ) 60BBRIBSHE

AJRESE UIP (Possible UIP)

NFFE UIP (T2 THINTERY

UIP (PR SR RIRT ey ) ARPTRERE UIP (Probable UIP) = rpecim m gy o A )
1 WHRERORBAE L / RSHEERIDRY 1 BAREIBAEAL / RSIE BRI 1 BRI BN SB o Ay 1. B

B + EEAGLENE T
/ IS < i R A

2. B FrfRigaE (b

3. HHE RERT e A

4R EMASE UIP 28 R (R0 ) =
R SAEE DI ) 4. (EFEEEL

HE + EEss

THEEA (= FEHEL) 2. BEMER

2. FR/DBRAR AR B BT 2. R W e H AL ny uIp EEHE 3. pyEEfE
fsmt: - B30I R
3G ERAIE UIP 2l 3. B EEMAZEUIPZ

(R 4. EEHE IR R ERNE Y
BEI S R
5. DU s Ry Ly 24 b

6. HM SRR B R L

B L R (AR )

5IH B Gl EAENE RS - Rri Mt CE RS20 R E eS| - 2015



R P A AL 287

SELLIPF
\4 IEE'
A 38 At 4 it 3% Y R
i 0 v 5 FEE Y R S T g (HRCT)
HIRE B5UIP
AP
Uip Z(ﬁ‘f
JEUIP
AR A
N N \ 4 \ 4
IPF MDD*J 1L 7E & 75 FyIPF JEIPF

*MDD: ZEHEHE R &% (Multidisciplinary discussion) °

B= : IS (idiopathic pulmonary fibrosis, IPF) BIEZETTRIE o
SIESENEEEINEESS o JFRUMBHE L EEZHTRREEES! ° 2015 ©

V=S
—  BEMEHR

i 25 IR E EE Ry TPF 19 R IR 2 Bl i 55 —
B R 20 G S TSR T SR B R R R AR AE AL [ATIEAE
Wroeia iR EEY Ry R st | - RIS B AR
AR A 58 A S o R I AR T AR Ry —
PRAGHFZE3E VIR BRI 5 - (HRGRITEEE
K] 57 0 92 A BB IR REUR - AR R IR H
BHEMNTKWEEE  FHELHTEZZED
TERBR 75 8 17 5 BT e e I A 6 56 P e 2
cyclosporine * cyclophosphamide * everolimus
IR ROR - HLRIE A S B BT A 2 58 B
F o BEAb - A B3 HRE TR ] P s S22 1
HIA & PFBE - 2012 4 PANTHER trial #§ A
fitizhe FVC > 50% K DLCO > 30% [ IPF 5§ A
JERE » ER#R A #2532 prednisone ~ azathioprine
N-acetylcysteine BeZ BB B2 BN » AR Z T
{5 H prednisone * azathioprine * N-acetylcysteine

9 A FRH A AERR I DI RE AL - T3 m s

R AEREE - [k i R AN H
MG TPF (9 BLAELY - 2015 FFIGHRRS | AR
fetads oot R R P e s P R A s 1819

AT 2R R R il S S 2 1 e B AR R B
IPF YLK - BRIG R R A PH B AL ~ 1
L Y CHEE B - BIAnEE ) 2 R 1%
fii YEL PO B v R ML BR 5 B AN TE S B N » A
WA & AERRAEAL 5 B A IR L B T
BTV Py SR BB R I HE R A 1
PEAIEHE o 15 - RS EBE R S URER R 3B
o i FH PUEE L SEY) A warfarin ~ acetylcysteine
Pl ~ BE W 3R X 86§ DU (endothelin
receptor antagonist) SR BH BT ABAfE AL W RIS
FERCR - HISEERZE - EsEh s - 1]
HIMRE IPF W A& G B - 722013 5 =
Al el PR B P R (9 S 2% PR d i » SRR O R
PRI T 4L A% fiti DORERY REAL, ~ 2 HLK A IPF Sk
TR - (EIRASER AIFER 202 .
L AE 8 25 RECLES IPF 171G RAYIE TR - A il
I - R AFEERAGES] 50%
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— -~ $RSIAEAE LR

HERTH4F o B IPFH T HEEANTE
B AU SEYI BRI T REE - HRETEEE Y
IPF Ji5 G & B A9 W 18 8 v DA AE L 22 Y
pirfenidone ¢ nintedanib ©

Pirfenidone j& — 7 Z L IE f (phenyl pyri-
done) BRIt &Yy + HH B B DL K B ) B B A
A HAE B A A AR T AR T K
DBERIXIE » DLBE B TGF-p AYEH R %
BEAR - LA TR (LR PR EE LR 22 o Pir-
fenidone 7§ HE 2 AV i PRGBS fy H A P EETTHY
Shionogi phase II trial 2 Shionogi phase I trial °
Shionogi phase 11 Fy—{EIHBGH 107 5 AV ET
TERER IS - B 2 H AR (primary endpoint)
Ry 7553 8817 & WEA R AU AR M A BT (SpO2)
Fs b o A8 H JUE H /Y pirfenidone % -
pirfenidone FH Y A A 8 9 #1545 I 58 BRFTT 2
(Sp0O2) %l & (pirfenidone versus. placebo 0.46%
versus -1.59%, p=0.03) * {EIFFEIE @ EEH
BRI IE X B H A (secondary endpoint) : JifiiE &
B m LS B b4 R - pirfenidone AHER
HAEZE 5 2 o 4F Shionogi phase III trial 1 »
f# F pirfenidone 1800mg/day 9 #H 71 Bl ¥} IE 41
PRI - oG R LR 2 il Ry 90 =T HELUR 160
2Tt WHAERIME FEEE R (p=0.03)
L6 AN I 55 = ST I IR Bk B vt 3 B 1Y pir-
fenidone 7] &l 3% M BE AL 1715 8 (progression-free
survival)>*  #R$8 DL _E 7 48l R 268 B 0 s 51
pirfenidone /¥ 2008 43R5 i H AL AE S A it bs
B VENG R LRIIEHRE -

Ifil pirfenidone K%Y Y 5 B 1 B 5 BE B ¥ e
ik B8 By CAPACITY trial LA}z ASCEND trial °
[t R AUER PR B AYAMN A B {41 223K IPF /B 3%
H—ERE L BRI ZEE (FVC >50% of
predicted ; DLco > 30% of predicted ; 6 minute
walking test >150 meters) ° CAPACITY 004 L&
CAPACITY 006 trial Fy i fiil [7] s #£ 47 H 3¢5t AH
N B = FARR PRGBS - 23 A A 435 LUK 344
A * primary endpoint Fy{ FHEEVIEREE 72 fE
Jifiyi% =YL& (Aforced vital capacity, AFVC) e
fE 0t — ik BE b - i ] pirfenidone 2403mg/day

Tfzsm  BIR® XA

(9 fE 1 Bl A BERE AH R © CAPACITY 004 H Jifi
G RN E LR 72 BA EBIKET L EE
[ 2K 2 (-8.0% versus -12.0%, p=0.001) > {H 7F
CAPACITY 006 H3liy2 5 2 BIBHEERI A 2L (-9.0%
versus -9.5%, p=0.5) * [t4h » CAPACITY 004 D
B2 006 trial #12 pirfenidone f& 75 BELE £ MEFEAL
735 BARO IR /S 73 5 17 A8 3 B 1 AL R BE &
A a0 10 B R B 32 8B SZ B 53 (University
of California San Diego Shortness of Breath
Questionnaire, SOBQ) HII A& LB #H £ 1y -
£ CAPACITY 004 K2 006 & & ff 2K 53
BT » FETC (All-cause mortality) [ 24
fH R 3 B J 3 22 5 (HR 0.77, 95% CI 0.47-1.28,
p=0.3)> -

EH /A CAPACITY 004 L 52 006 trial % 32
EBZ EGRERE .ﬁtﬁ%.ﬁ%ﬁé%%fiﬁ

ZOR TN ETTRYSE E 5 = S R R A B
ASCEND trial © ASCEND trial £#§ A T 555
% A » primary endpoint Fyfd FHEEVIREE 52 JElfi
mERE{LE - fEIEEE - BEH] pirfenidone
2403mg/day FRE ) B3 BRGRERHR - i v Gy A8
L& 52 A A B M AT B35 O (-258mL
versus -423mL, p<0.001) - X H &/ & /<57
#1778 3B DL i AL T T AR Y
3= ° All-cause mortality f£ ASCEND trial
A MR8 E R AR EEHH3E (4.0% versus
7.2%, p=0.1) > {HF5 1 CAPACITY 004/006 UL 5z
ASCEND = I [ PR 38 B 09 & RHE & OF 204 -
All-cause mortality 7F pirfenidone fH G #HZEIY T
F (3.5% versus 6.7%, p=0.01) * AR5 _Fafiks R
pirfenidone A 2014 fE#7 S & L EEY & H S i%
HEfF F A TPF BOI5 9 26 - f# F pirfenidone FE 11
EREIEHE S BREANIR (28%) ~ TE.L (8%)
SERURLME (photosensitivity, 14%) DA T EIRESR &
(3%) » AELEX] % =6 I 1 F 35 35 22wy FR I AE A
(1%)?7 » HR38 2015 3B / WM / HA / B1 T 36
VAR |28 plrfemdone o] LUG R 5 A
AR PEITARBHEI LGN - BB IBORIE Ty h % 3

SO —E BT (L5 fF% nintedanib * &7
itk A P 38 il #1171 71 (tyrosine kinase inhibitor) »
HAE 32 B A BB H I 1L/ ST AR 2R R K
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F52H#% (platelet derived growth factor receptor *
PDGFR) ~ f#fe ZF M 4= 5 (K 752 % (fibroblast
growth factor receptor * FGFR) DL 5z Ifl & A K%
M Bt 2k = (K] -7~ 52 & (vascular endothelial growth
factor receptor * VEGFR)?® ° Nintedanib [ A #Y
5 B 1 B BE A ¥ I EA B8 Fs TOMORROW trial
LA B2 INPULSIS trial o b — A HY i PR 3k B K Bk
i IPF & H —ERELL ERY A TIGTIRE (FVC
>50% of predicted ; DLco 30-80% of predicted) °
TOMORROW trial Fs—if} A 432 {lil 5 A E5 B
TR AR R - E TR R A 2 R R
#E 1T EL¥% (nintedanib 50mg/day * 100mg/day *
200mg/day * 300mg/day * placebo) » - 2 H %
Ty o I ZEY) 2 26 52 JE i s 2y 2 L & - 72T
AP > HH nintedanib 300mg/day HYHH 51
i WERH A A 2 21 535 0 (A forced vital
capacity : -60mL versus -190mL, p=0.01) - K2
HA L& 2 #8423 (2.4 versus 15.7 per 100
patient year, p=0.02) DUSEAR EIEEIRE JJHEEHRE
JEFEAE (St. George’s Respiratory Questionnaire
SGRQ ; -0.66 versus 5.46 points, p=0.007) L&A
SRR UGS - (H2AE N8 TE R LK all-
cause mortality » {F{r] Bl 5 AH 51 Bl 3 He AH AH B AT
WHEBEENYEE 2 -

R # TOMORROW trial i #% 5 > fi 17
nintedanib — X 300mg BY %] & - ZAEFTHETHY
INPULSIS-1 EL INPULSIS-2 trial o i {# [7] B
AT H A A FE AR 268 = JHER PREAES - 43 A
515 AR 551 fiélfig A - £ 22 H AR By B I 22 1%
55 52 JEl I vh s & o AR B 0
H nintedanib 300 mg/day HYJ#H 51 B # FRH AR
i i B AY L R 52 B A E B N
tf 3% (INPULSIS-1 trial : -115mL versus -239mL,
p<0.001; INPULSIS-2 trial : -114mL versus
-207mL, p<0.001) ° REH M ALY EE 4=
RIEAE INPULSIS-2 trial thE 84 190K -
1T AEAE IR B 35 B RE T B A2 34l (SGRQ) Itk
R B OR B H B S5 BV IS » INPULSIS-1
DA B INPULSIS-2 trial 5 fif £ &5 SR 8 7R i
H nintedanib 300mg/day B9 #H 51 B %} I 40 #H
% » all-cause mortality 5 T [ 1Y # 24 (Hazard

ratio 0.70 * 95% confidence interval 0.43- 1.12,
p=0.14)*" o H1/* TOMORROW trial 52 INPULSIS
trial B —EHYHEE R nintedanib AT AR &
{EEREERIRR - KLY 2014 FE45 LB & AL EEY)
PR Ry R A S T 2 1 M A (L Y TE 98E - B
H nintedanib RYEI{E KR AR L H - KFF
Ry o JEE ~ L~ TEH » BRREANR o RIBRE
RITEHM TS EEE/NA 5%« 1RIE 2015 F-3EE
/BN BAS /7T ENIEREFES |43 nintedanib
A DU R 14 0 58 F A 28 1k Il MR AL O T6 %

SRR Fyrp S S o

& i@

ZL2EN IPF R LA G B A B
2 ERFE UIP - HHRRRIH A AT e R B i 46
HIIRIK - 32 —32ET IPF » THIRIEH AT - (HFE
FT AR E R B TR 0 TGRS K 2EY)
IRACZMWAE T AR - PUREHELEEY) nintedanib
1 pirfenidone YK BUBFFEEET » HE A H BORAE
5 A DIRERY BALAZ T - HRTIA B 2 BRI
FRAEHETT - HARFREME— P OGS AT, -
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Idiopathic pulmonary fibrosis (IPF) is a chronic, progressive, fibrotic, and idiopathic interstitial pneumonia.
It's prone to elderlies, and the disease involvement is confined to the lungs. There has a unique pathological
findings called usual interstitial pneumonia (UIP) that can be found in both histology and images on computer
tomography (CT). To make the diagnosis of IPF, all known-cause of interstitial lung diseases such as environmental
factors, medications, connective tissue diseases should be excluded first. In the past, IPF is considered as a poorly
prognostic disease, while the median survival time was 0.9 year in Taiwan. However, as the pathogenesis is being
studied, anti-fibrotic drugs (nintedanib and pirfenidone) have been developed. They were proved to be effective to
decrease lung function decline in some large-scale studies. Moreover, there are more ongoing studies among IPF
trying to improve prognosis of IPF patients. (J Intern Med Taiwan 2018; 29: 283-291)
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