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ZHA A A SH(Interstitial lung disease, ILD), 3] 7 ﬂ%(Scleroderma),
7 2 o] = (Keloid), Bl T4 & E] (Hypertrophic scar), H] & 524
A v} ZFH(Non-alcoholic Fatty Liver Disease), 1 -4 74 814 ¥ < (Primary
sclerosing cholangitis, PSC), 9134 w54 ¥ S (primary biliary cholangitis,
PBC), & x4} F(diabetic retinopathy), %5+ A (Age-related Macular
Degeneration, AMD), H] %4 4! &5 < (hypertrophic cardiomyopathy),
A7 A (myocardial infarction), + 9 % 3-(Muscular Dystrophy), &Y= A 217
A 3H(Diabetic kidney disease), =844 44 AF+A 7 815 (focal segmental
glomerulosclerosis; FSGS), §1 -3 742 2H(Inflammatory bowel disease, IBD)©]
o, HA A H A 2ol = 54 #4118} 5 (idiopathic pulmonary fibrosis, IPF),
AANA shE A3 1A H 4 Zh(systemic sclerosis associated interstitial lung
disease, SSc-ILD), 1343 " A -7-4d <+ A |2 $(chronic fibrosing interstitial
lung diseases with a progressive phenotype, PF-ILD)©] 1T}
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S SIA§ 8150 A % M ¥ 50l 4 134 S NSIP)YH FAYE )
ZH R o|E 9} M54 9FE (cytotoxic drug)S- A3 5 3, # 2ol = &
53} Al (anti-fibrotic agent)7} & & o] F1H o] & A %7} 31 it} | A
S LA T Shefol S17P O 51 2] EPitnicone)

W 8 T} (Nintedanib)©] 2 4] 311, 0] 2] 31 9252 942 4|7} o}l 64 4312

A AN T F3-E A 7= TS Pk FEPE}H HA5 e Ao AL

FA 4 9 S BxbH el ofgol 3 AR Uik,

AXNA S} A - A 3 A SH(SSc-ILD)S A A1 A §}Z(Systermc Sclerosis;
SSc) $hAt 5 (HA A H A SHILD) S 8 525 7HA AL §l= A stolH, #| V] 5
Az ANASE S 8 4 Aol HI A A A o7k ke

Qlgk
B2 8] 39 (Tocilizumab) ©| & A8 2] 5, E-dbA 54 §-Z 1) w2l 7h) &2
A ES] Fhol A& A F UEHS

A gkt

e v A 4] 1H2 A 94 Bk(chronic fibrosing interstitial lung diseases with
a progressive phenotype, PF-ILD)-Z S 5| A 73158 A €] g o} &k a4
pS| _ﬁ_p—} b A vz | Pz e Eg}u:] A 7FA A A 7HA A H)| pﬂﬂ Euka 714 A] gq]a‘;ﬂ
ol &l Aok JEvhd & vhFE ARt w1 A 8 el /lof 5 7] A5t

s
A EHE gelste] v ol A X A2 57k Al 8
A A AR ES B AR EH Vs A, del A ots) s XA 1l E ol
e e = 7] diifell, i 2 71 A A E g dAglo] 54 1A B A Bl A
75 Aot Za anE A 45 e b A ol A = H 75 A s kA
2HE 7S 5 Uk

Sk | PRS(prolyl-tRNA synthetase)i= ©}V] 30} -t(RNA
¢/ & 4> (aminoacyl-tRNA synthetase; ARS) I 2] &4+ 52| shp=A], @A
TS el ofm =4kS A 3N 7] = & gt} S5, ARSTE ofH| o4l
oltl d o] E(AA-AMP)E & A 3k 3 34 319 o}u] AL ) -$3H= (RNA 2
3 2k o 7 o] 5 Al 7] = 9 S(translational function)< 53 3+t ARS+= w9 A
FAdol A Al oS 3)str] wlitoll, ARS A8l = BE Al A
A48 oA gt} ool whe}, ARS= FAA Y A2 T E S A sl of 3F= HH
2z A o] fret epl o & 914 ¥ 51 9] Uh(Nature, 2013, 494: 121-125).

PRS+ EPRS(Glutamyl-Prolyl-tRNA Synthetase) & B} &] o} 8.4
591 A (multisynthetase complex, MSC) B & & A 8FaL 7] 5§k}, 53], o} 4 &
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MSC F ol A % EPRSE & ¥4 Al (angiogenesis) 2] #4121 4}Q1 VEGF A(vascular
endothelial growth factor A)2] A4S & A8} = A A} %] &5 2 (translational
silencer) 2 A 7] &2 &, HEgk th ket 1 E by A gk AA A o] )

B 315 91 TH(Nat. Rev. Cancer, 2011, 11, 708-718).
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[27] S, A7) sheha] 12 BAIEE 33 ES 77 oFgt 4 o2 5§75 ¢ 9
HE = AL g o, o m = ofstA o 2 38 7Fs ¢ 2] Ah(free acid)?l]
ofall &4E ATkl o] f-&stt) frelit o v FUI U4 AR
Ah F714t o 2= A, BHEAL 3, 14 &AM Al AL, Yt R E
T-Aak, ZAE, Ak, g 14k, SFZAk, W g EAL, S 4B F e E AT,
EFEHAL EE olaR 2 EAL 58 AR S 5 T nhE A el =, 4] shekA
12 FA = 32 o] of g4 o & 58753 & P4t o)
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)37 3+ Z (Scleroderma), 2 & ©] = (Keloid), Bl tHA) & (Hypertrophic scar),
H] ¢k 57 -84 A FZF (Non-alcoholic Fatty Liver Disease), 9124 A 3t @343
(Primary sclerosing cholangitis, PSC), 44 @54 &3 (primary biliary
cholangitis, PBC), & Y= " 91 3+ (diabetic retinopathy), S5+ 4] (Age-related
Macular Degeneration, AMD), H] /3 4125 <= (hypertrophic cardiomyopathy),

A1 $+74 A (myocardial infarction), v+ 91 53 (Muscular Dystrophy), @ x4 A%
2 3k(Diabetic kidney disease), Z= 54 44 A4 7 3}5+(focal segmental
glomerulosclerosis; FSGS), == ¢ %74 “42 Z(Inflammatory bowel disease, IBD)©]
ATt A7l HA A #H A ol = A #) 4] -8} 5+ (idiopathic pulmonary fibrosis,
IPF), A 417 815 13 1+ A 9 A Sh(systemic sclerosis associated interstitial lung
disease, SSc-ILD), = 7+ A /-4 -2 A 7 A 2}(chronic fibrosing interstitial

lung diseases with a progressive phenotype, PF-ILD)°] 2}
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578, A 49] @3] ol SH& vhebdl Aol

582, Aol 49 vh3] Fofol ek 94 HE vhebdl Zlolt

59, AR o] 4ol A Fof kol b2 AUCSH] AU A E 2y Z & e
Aol

102, Aol 500 oA, 7 E F2hE- o] A Al 3 A mE kel A E
LFER S0l
drge] AAE AT HH
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ol3k, 371 Aol )stel B @& vl S A s A st B @,
S/l A A B S A A AY B, 23] Walv} ol ERo R

#4HE AL o

St &3] 55T A]10-208477235. 2] A A] o] 403 T L3 HIH o 2 3§}
313HE-S Al 239 a1, o] 81 & A Al = 'Example' 2 ™ 4 5F3 T}

2HCI
'H NMR (500 MHz, MeOD): § 9.67 (s, 1H). 8.02 (d, 1H), 7.82 (d, 1H), 4.62 (m,
2H), 3.60 (m, 1H), 3.28 (m, 1H), 2.99 (m, 2H), 2.25 (m, 2H), 2.08 (m, 2H), 1.99 (m,
1H), 1.78 (m, 2H), 1.54 (m, 1H)

A 1:dFE AR AT T AT

5 ol w3t A F20 FHE £ o] 88k o] BLM *‘-’—"“(bleomycin 1~
3 mg/kg) 70 ~100 uLE F-o &} a1, Al -2 o EE}E}BLM Fol7d

Al obe & o138t BLM F91 21%_'77]’7‘1 271 oF =& AT }03‘3}
Aol AL sk 13 2o, =554, Sp02, hy droxyprohne 0
inflammation cell count® =4 3te] &4 Ai-9] & 73} 55 543300t

2o 2= S RS0l o 8t 3% 5% 54| (Standard of Care, ©| 3}
'SoC") ¢! W E t}H (Nintedanib, ©] 3} 'NIN') 2 3] 2 3| 1] 3= (Pirfenidone, ©| 5}
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H NIN - 8-85%-2 NIN 7| &+A} 91 Boehringer
Sopol Selshel on)

PID <] -?r_’él%%k% FDA Pharmacology Review W in vivo efficacy (rat) A} & 2 25~

HhE 24 8% (ra) S ETE nhe-2 2 3beto] skl
[3£1]
Group oFE No of Dose 1 Dose 2 Volume Fo
. H} H
Animals |\ mo/kg) | (mg/ke) (uL) S
(Male) (SOC)
GI1(NC) | Saline 9 N/A N/A 100 AT
G2(PC) | Saline 9 N/A N/A 100 AT
G3(Test) | 24 A& 9 3 N/A 100 e
G4(Test) | 24 A+ 9 10 N/A 100 A
G5(Test) | 24 A& 9 30 N/A 100 AT
G6(Test) | Nintedanib 9 N/A 60 100 AT
G7(Test) |Pirfenidone 9 N/A 200 100 AT

Ag ¢ 1-1: 9] 7] 5 (Lung Function) ¥ 7}
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[76] [3%£2]
Normal | Vehicle 2 AR Pirfenidone Nintedanib

[77]
[78]
[79]

[80]
[81]

[82]

[83]
[84]

[85]
[86]
[87]

[88]

3 mg/kg |10 mg/kg |30 mg/kg | 200 mg/kg 60 mg/kg

99.89 74.44 75.00 77.89 81.33 82.00 78.67

Ao 1-2: ¥ W5 Z2+7 §Z(Total Collagen in Lung) 57

G ﬂ ool Febalo] o] G Az A0 mA, o el 3 5 A3t
golo g Fapzle F2o] o o 2 Y bl 3wk 242
$-3)} A3 AT E o =3 5= 9ir)

O
-
s
u>~f

- 213 of of] 4| = INSOLUBLE Collagen Assay(Biocolor, S2000)& ©|-& 3}
213819t} 21 Y A sacrifice ¥ W35 B 2% #2212 100 uL Fragmentation
ReagentE 3 7Fsto] &4 ¢k % 37% HCI 100 uLE # 7FskaL 65°Coll A 34]
incubation 3} T}, 304 (A 02 24 FHlE w7 A8 FE WEES
S5 =AY AR T 100 ule B s 2 Febal GAS
A3Yste] AMES F=n|std o™, 560 nmoll A SH=E A4 O}Oﬂlﬂr

O

Hydroxyproline #k< normal °l thH]3}] ratio k& 4352 1 2395 £ 3
2 5= 20f YER AT,

[3£3]

Normal | Vehicle g4 A Pirfenidone Nintedanib

3mg/kg |10 mg/kg |30 mg/kg | 200 mg/kg 60 mg/kg

96.11 |260.33 | 253.56 217.22 171.33 177.44 239.78

£ 238 F3lo] Vehicle thH] &4 A 10, 30 mg/kgoll A 7 Wi Zefzl <]
kol frof oAl ZHATHE Felst gl o, o] = 7] SoC =4 ¢l PIDO} frAFE
Fo AR 2 A3 S Foto] 2 AR FAXA #H AR AR
ehstE S & S A

A g d 1-3: =3 Y ] 8} 4 (Histopathology, Ashcroft Score) ¥4

%ﬂ%%%ﬂﬂiﬂﬂﬁ%ﬂﬁEgﬁzﬂﬁaOﬁoiﬂﬂ&ﬁ

3713} ¥ 7]l whe} Fibrotic Index 2 ¥ 22 o] 473t =5 £3589
Fibrotic Index%} | 2842 93 Ar D yZo] Azka 1o Zlo]
SEas el ¢atd slow A H
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[89] 2147 w22 F-2]5te] H&E 3 MT stain AF&-3Ho] 14311 2w, 200X
ol =2 A2ebgd o, A EE 23S Asheroft 4= 3H(Hubner et al., 2008) 31 T,
Af% A9 49 Asheroft 25 A4 & Ax g 5 F2 Up gho g
Axshel 49 % 30] LheRHITE
[90] [3£4]
% A 4= Fibrotic Index (xSEM)
Normal 9 0.1 (x0.1)
vehicle 9 5.2 (x0.2)
24 A+ 3 mglkg 9 4.6 (£0.3)
A A F- 10 mg/kg 9 2.7 (+0.6)
2 A5 30 mg/kg 9 2.8 (x0.4)
Pirfenidone 200 mg/kg 9 4.1 (x0.3)
Nintedanib 60 mg/kg 9 3.1 (+0.6)
[91]
[92] g A3 10,30 mg/kg] - NIN tH] 55 oo =4 74 a9
o159l o, PID thul vl WEE 24 AN BE Fsch
[93]
[94] A d 1-4: 5 A X I & (Inflammation cell count) ¥4
951  AREFe Ed e A% wg 9F AR a2 Y 9F AEE
shelatr] flste] A5 A2 A H-& WA skl
[96]
[97] F-oF 219 A sacrifice®l] 4] mouse] 7| =AM & & F&l & 53

BALF(BronchoalveolaI lavage fluid) cell S 1.05 X PBS & 3] 413} ¢] slidecll
2171 F 1,2,3 diff quick stain solution <=4 ] w2} 3022 slideS H4E T}
A AT 500 cell S 7] 5= 2. 2 count 3} T} Macrophage™= 7Hd 7|7} A.31
el o 2 ulgkz)] 93 A % Neutrophil Z} eosinophil> U3 7+ & o] 1}
eosinophil< eosin®| # 7| §3 4 ¥ ©f neutrophil 2} 7% T}, Lymphocytei=
Al o] w9 2 a1 @l -2 7|7} At} & A EE count 8F] %= 2H4EE)o]
3% 5% % 400 ER AT
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[98] [3£5]
Norm | Vehicl L I Pirfenidone | Nintedanib
al ¢ 3 mg/kg 10 30 200 mg/kg 60 mg/kg
mg/kg | mg/kg
Macropha | 0.42 | 6.96 7.80 5.60 4.91 5.01 5.61
ge
Neutrophi | 0.00 | 2.12 1.74 1.54 0.82 0.68 1.29
1
Lymphoc | 0.00 | 0.87 0.79 0.51 0.46 0.46 0.68
yte
Total cell | 0.42 | 9.93 10.32 7.66 6.19 6.14 7.57
[99]
[100] B 2158 £3}9], Vehicle T H] Total cell =% 7} "84 A1 8 10 mg/kgoll A =

[101]
[102]
[103]

[104]

[105]

[106]
[107]

20% ©17, 30 mg/kgol A= 30% o1 A H ol sl 24 o] MAHA S &
T ATk 53], Neutrophil M3+ 3 A -f-3 5ol =2 0] &S Bol&
ASHER o] M3E2] 27} Vehicle thH] "4 A &' 10 mg/kgoll A= 20% ©|7,
30 mg/kg ol A13= 60% o173 Fraste]l 8 1% Al o] vl Fo] Y53

NAE RS Gl o, o]= 7] <& SoC =23 PIDS} &5 ¢ Ao,

NINE.THE S fahele o 5 gk,

A B 5 Al (Body weight) ¥13} 54
wrAE T TR ARl 23 R AnE o 2l A

u

AT RA, BEA 7 AL AL A A
MAE DS F5T 5 At
A &S ALE8Ee] Fofo] kR E = 21U HFFAIE 45 o, 1 A9E
3171 & 63 & 50 LEFH S
[3£6]
Normal | Vehicle Al A5 Pirfenidone | Nintedanib
3mg/kg | 10 mg/kg | 30 mg/kg | 200 mg/kg 60 mg/kg
13.22 -23.33 -22.44 -19.11 -16.78 -14.67 -19.44
Vehicle v 2.U} 10 mg/kg, 30 mg/kg®] 557 A A7) 7 A o] 1=

o]3= SoC B4 FAF 3= o) 4ke] A axfrp gy g AR Fol A
AA AR S/l M F& e 5= Sl
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[118]  ol¢k &2 A= 54 v= Fd Ao Ay, A7) v 3 7}’”34

119
Elzoi AR 3 FF F5/4Y 4%1—*—1
[121]  ICR wp-2=o A o] &40 A vh3] A Fo] T AU E e Al 3% 99 ol
213t LC-MS/MSE S8l fojzl AA| ®iglo] W 5 of s 555
Excel® X WinNonlin6.1 &~ E gJJo] & o] £35}o] o} & FEjeh 4] ulelu e &
abEste] g4 AR 5 5 W3 E % 10 2 60 YERSIT
[122] [3%9]
A8 F = ICR mice (male)
A= 24 AR
Fo A= 3
Fol sl w3
5o 8 (mgkg) 10
o] H=F(mL/kg) 10
& Al ZF(hr) 0.083,0.25,0.5,1,2,4, 6, 8,24
B3 A saline
ANdssE 6 (n=3, WA &)
[123]
[124] [%10]
A& 2] A
ol &% (mg/kg) 10
ti (hr) 2.50 +2.48
Ty (hr) 2,67 +1.15
Cinax (ug/mL) 0.263 + 0.032
AUC, (hr-ug/mL) 1.07 £0.21
AUCinh (hr-ng/mL) 1190
[125]
[126] AZxd1: 84 AL 3T AEzZAe A=
[127] 24 A& A4S Aol 71 FF A glo] FAERHE Veaps® 48 518

[128]

M&S AHgste] SR el

ZA891k.
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[129] A& 2: 4 HL FFF LI HA A=

[130] 24 Aol 4kt dejel v
ZEob= Ak nhdl & = et
Alzskal, e olB 2 Walste] 14 Hyd s A28k A
AR ARRL A fd 8k, SEHokRA vl S 7 E9ShaL gb S
skl BAR Azstow, A 2R E Fdsto] Arsty.

[131]

[132] Ao 4: A FF /S £

[133]  S1Aell thek b Ad/ il Ad/pKE 2elshy] HAste], 113} o] 3173 A<l

[134] [3E11]

T 1% 24 A A o] vy
&3 5o SADI 100mg | FEIZRAE | &5 FHlA &3
SAD2 300 mg R
SAD3 600 mg
SAD4 500mg | &S AGA
t}3] 5o MADI 25 mg 134 A& 1 23]
MAD2 50 mg T3 Aol A AT
1= o3 [e)] =
o] & 144 o}
MAD3 100 m, _
£ W3] Fof
MAD4 200 mg
[135]
[136] A7 9 A Soigh o) A o) 28-S gkl B A ottt
[137]
[138] &3] Folof thghpK &l A, 317] 3% 12 % 70014 1 5 9d3= vhe)
Zol, Fo] T 15AIZF A 8AIF W B Ao s E VI S5slon, Vst o
WHE713= 6.91A1 K A1 9.90A 1 A AL, s = &% v e A =
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[139]

[140]
[141]

PCT/KR2022/006230
[3£12]
FEGCV%) | 24 445100 | 243 A 300 | 24 A4+ 600 | 24 A3 500
mg mg mg mg
(N=6) (N=6) (N=6) (N=6)
Cuux (ng/mL) | 123.96 (37.72) |276.80 (66.21) 213.43 513.56 (41.27)
(433.75)
tmax (h)* 3.00 (1.50, 2.50 (1.50, 2.00 (1.50, 3.01 (0.50,
4.00) 8.00) 5.00) 5.00)
AUC g 594.10 (61.23) 1478.84 1008.65 2282.37
(h*ng/mL) (48.07) (625.00) (54.92)
AUC, 639.07 (58.10) 1525.99 1922.64 2339.20
(h*ng/mL) (47.06) (222.08) (53.27)
Ty (h) 6.91 (39.98) 8.33 (24.57) 9.90 (71.50) 7.80 (13.49)
Vz/F (L) 1560.44 2361.87 4459.07 2406.62
(34.98) (41.96) (84.14) (48.04)
CL/F (L/h) 156.48 (58.10) | 196.59 (47.06) 312.07 213.75 (53.27)
(222.08)
MRT (h) 9.26 (33.69) 9.75 (21.76) 9.79 (25.60) 9.57 (27.28)
GCV% = Geometric coefficient of variation
Notes: t,,, represented as median; min, max.
ERE, 3] Fofol] g 144 A} pK 21 A3, 3£ 13 F & 8ol A IS 5 =
apef o), F-of 5 A Aol A LA WA 5AZE W 94 A s E

7158t o n, 718}
FAZ A7 7 AW =

o&i‘
r‘;]'_j oL

Z(AUCT)

25 mg 7] 200 mg &% ol W el A A5

SRET I

W7 7] 3= 444 7 WA 123542 91 9o, 7 ek o
183.32-3012.35 h.ng/mL H 9 At} B4 A&

b gAY
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[142] [3£13]

FE(GCVR) | B W25 | 24 AW 50 | 24 AW 100 | &4 A+ 200
mg’ mg’ mg?’ mg’
(N=6) (N=6) (N=6) (N=6)
Day 14
Chax, ss (ng/mL) 36.50 (66.19) [102.61 (67.99) |151.27 (65.36) |595.35 (36.32)
tmax, s ()F 2.00 (1.50, 3.00 (3.00, 3.00 (1.50, 2.00 (1.50,
4.00) 5.00) 4.00) 5.00)
AUCt (h*ng/mL) 183.32 429.09 617.40 (60.53) 3012.35
(76.35) (128.63) (48.42)
AUCy 300.73 565.34 887.97 (60.55) 4747.29
(h*ng/mL) (102.79) (232.53) (64.90)
Tip (h) 7.63 (46.84) | 4.40 (101.38) | 9.26 (22.69) 12.35 (34.54)
Vz/F, (L) 1433.79 738.97 (34.90) 2163.04 1182.53
(61.75) (63.58) (48.47)
CL/F, (L/h) 122.65 116.53 161.97 (60.53) | 66.39 (48.42)
(79.49) (128.63)
MRT (h) 10.53 (31.65) | 8.44(68.43) 10.17 (9.35) 12.07 (26.90)
Accumulation ratio| 1.94 (26.34) 2.33(31.42) 1.88 (35.07) 3.75 (36.01)
based on AUCt
Abbreviations: GCV% = Geometric coefficient of variation; n = Number of subjects;
SD = Standard Deviation; T = Tablet.
Notes: * tp. ¢ represented as median; min, max. MRT, AUCt, CL/F, and Vz/F are
considering a 12 hour dosing interval.

[143]

[144] oo, 7] 1k th3] o] QAo A Dozl I 5 oF&
WinNonling.1 A& E ¢jo] & o]
st ¢ 9l H Ao FEF
3 ol Al Abghel A o] AW
149} g3k},

i 2 o
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[145] [3£14]

Dose (mg)
Parameter 50 100 150 200
T,» (h) 9.753195 9.753195 9.753195 9.753195
Tuax (h) 2.803 2.803 2.803 2.803
Conax (ng/mL) 38.271 76.5419 114.813 153.084
CL/F (mL/hr) 215856.7 215856.7 215856.7 215856.5
Vd/F (mL) 3037295 3037295 3037295 3037293
AUC,, (hrfng/mL) | 231.6352 463.2704 694.9055 926.5413
AUC,. 24hr 463.2704 926.5407 1389.811 1853.08256
(hr*ng/mL)
[146]
[147] A7 AE e 29 HAFEEol e FHAY 2d Ao 2 RE, 10 mgkgs
1Y 18] Folgo] Holl thet g &&Folm, Ao 30 =K Fa &&lA
F P AUC, 462 1190 hrng/mL %S &3} T}, upebA], 913 el A F 2
a3 A3 22 AUC, 42 1A Ao = o= 38 o 53617]
A, Fof S5kl wE AuCee] A AAE =99} o] AESA L, 1 A}
Abgtol Al sh 5 W ol skt A} Shi= -9 150 mg 7ol 7F B 8 3HE gelskgi.
[148]
[149] Ad 4 5:°J7JEH#° AIFE g 4
[150] A7) AE e 49 Z2 HH o7 QI T A] B odbg o] 3)3kE o] obHA 1

[151]
[152]

flo &
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=t
f
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—_
[-'O ul
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>
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°
>
>

e

= o
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&
N
—|—4 e’}
N 2
i
e
i)
o
ro
)
il

I =2
)
__>‘4_4q
= 7

f ofN
=8
i
=2,
o,

N rg(_"
)
o
)
Ay

o 2 T off nf o
ofy - r

el oz H1oox ox 1
2>, fo ob 3

4 ot jo
HH_HEZ

ofN Hi w2

o
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e
oX,
)
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o
o
12
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2
v

[153]
154 koA, 139kl A ohis 5208 A5 o] vl
s
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[158]
[159]

X O
| o2,
O
o ©
\1
2
>4
m
L
91_
ol
ol
ule
-
=0
i
)
oL,
2
)
g
>
fo
z
fi
=
[(\®)
N
o N

(6MWT) 7 2] 7|52 58 HI7Ig 7|54 &5 599 7| A A the] ¥} 4) 245

Al 3ol DLCO (Hgb2 RE.A) =21 9 7] A1 %] thu] ¥ 3}; 5) 245 A 3 ol] FVC
Qe S A WtE ghe] 714 2] ] Ao ®ste] RS2 w71 6) 245 AR el
A& F5 28] CT (high-resolution CT; HRCT) 442 7] =] thu] A3} 7)
24 Al 5ol St George’s Respiratory Questionnaire, SGRQ % Living with Idiopathic
Pulmonary Fibrosis (L-IPF) & Z A 3} patient-reported outcomes (PRO)2] 7] #] %]
e W3t 58 Frhsheh @A A e |7 AR A 1) 245 A4 el IPF 50]
ulo] @ mpA of 7] A 2] thu] W 3}; 2) 245 Al Flol] &l 1 nfo] @ w7 o] 7] A A]
e W3} 58 Frheoh bHA FU R EA D) 24 /‘é% FoF 3 Ay g

o] AFut T:T%L"EE 2) /\]xq]ﬂ/\} 3)123]1: Al A = 74/\} 4) ]c]jr; 5)

PFUPAA A4 52 Brha

7 & = A ‘E%% ﬁﬂdﬂﬂ ‘Q%W}ZH '*Et A2 3) 245 Al Aol 6 B3 AL
|
ok

A, e &
Rk

EEE
2wy

=
3]
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[160] [3E15]

71E Fo A 5A | 24 ¥ 150mg, | 24 A 100 mg, | 91 9F (0 mg), BID
BID BID
¥ 29 = (mg, 801 801 801
1433] Fo) 534 534 534
267 267 267
600 600 600
400 400 400
200 200 200
JH T (mg, 150 150 150
19423] fo) 100 100 100
oju] gk X 5 A & 0 0 0
Fol3hA] 5
(mg)
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Z (0]
AT
[ 7& 1] 1< 23](BID) 100 HA] 150 mg 515 93+ 317] 3} 1
S}3E, Li= ol 9of oFet A o & 3§ ThE gk 98 g, AR sk

ol iz A 5& oFshA 2 B
[shshA 1]
WOH
" I{—‘N cl
N
N
H

Cl

g7a 2] Aol lofA,
A7 A ek, 1HA A 32 B(Interstitial lung disease, ILD),
3] 377 3} 5+(Scleroderma), 7 2 0] = (Keloid), ] th4d & ¥ (Hypertrophic
scar), B] &3 24 A% 7F(Non-alcoholic Fatty Liver Disease), 1 24 74 814
w9 (Primary sclerosing cholangitis, PSC), 13-4 ©54 ¥ < (primary
biliary cholangitis, PBC), & x4} ¥ 5 (diabetic retinopathy),
S A) (Age-related Macular Degeneration, AMD), H] 4]

Al H F-(hypertrophic cardiomyopathy), 4! 7 A (myocardial infarction), <*
?1 % Z-(Muscular Dystrophy), T3 4 2174 2 2H(Diabetic kidney disease),
284 F4A AA 7 8- (focal segmental glomerulosclerosis; FSGS),
T 95442 2(Inflammatory bowel disease, IBD) <!,

oFstAd A E.

[747% 3] A28kl Aol A,
A - 8} (idiopathic pulmonary fibrosis,

=) A $}(systemic sclerosis associated
interstitial lung disease, SSc-ILD), B2 "4 A f-4d -2 A 5 4 3k (chronic
fibrosing interstitial lung diseases with a progressive phenotype, PF-ILD)%!,
sl 24 E.

(373 4] Aol oA,
471 oFstA o v 88 THedk 2 AAke
SEEES-S

[4-T% 5] A7kl AofA,

[ 7% 6] |53 ell $Lo1 A,
A7 ARET ] o i AR A E = TE FE AT,
v 24 £ dEud g,
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