Special Review II

£
C}

L

1. et R 27|
SEHARS(IPP F¥E2 10/100,0003

Welolx, AzFEAYE HA] 0.6~10/100,000%,
= 3= 1.7/100,000 oot
‘**e]oﬂﬁ 21, 70t o] Fofl A Srdsta,
4 w23 A, AR A=A,
3, B A it Agh AR H9t
/3w Aeh vpol{ AR Y 52 o]

= 07’1‘-1:]21 o]r;]_
IPFE 9191 £799) 4194 7H4 s go] w4
o8 APt ET FHE FE HWFONA

wof =gtElo] WA ARty B Y
AHAE 0 2 BT HFE(UIP)S] Fefet <
e [PFE Atshr] siAs oha Euby

PP T T e 1]
Y3t A4 nF U R B wYy W

o]

18 | MPX{E

HASZ(PF]
U %|29 015

9h ¥ 3 Ao A O] TheFst mA| —‘—”‘c}oi A5 9}
7F ET EAE Az EelE 4l
AEo] AREAZE HOA Il o] HfHAx
= TAREARZE E3l6tA Hrt oln| Ho
AU HZ 2ol HFEAZERY 2obE &
NG RAZE ofw(collagen)S EH|5hH, of
nd Eolaast 59 2AAAA 1] 43
02 9l8] collagen©] &&3}A Htt.

[PFol A 9] HHH Az 2 HaRAze
715 o1, LEAL -9 AT AgoR 2

b



S d15(PRY A 3 2|5} o &

A=, Ao whgo] AR AL A&EE A2
#4489, 44 £, 123 4S9 @At
SHA Abol9] #3 T 13(Th1)2 23(Th2) ¥
ARSI A FeliE Aol 271l 7] 2wt 5 A
& 714 a.]lel ofs 27t

N
do
1
re
Pl

IPF= §44 4291, 347 A, 9 749 Ato]d
ARt deAgo s v syt J@E ol IPF7}
dsl= Ao g Azt
FEHAEIAZE= Y E 94, A, 348 2
&, 944 &9, 7, Y= A9 F7E 23
FAL FA AAZE EOAE £A4FS o Bt
ofyet 22 z2figo] Hojsls fA% HHES
Z4sk= M4 (chromatin) ©33 DNA H#HlE
o]
=

SHmethylation)?} 22 FAYRHEH HslE

o7t}

trFst 344 =& [PFO) ¥y 93 =oltt

FEUA S, F, A2 YFEAA (AU, &
A

ME 71EAY v, A,

S~
e
Rl
Mk
0%

ol
ly
Sh
=,

=UAY s A7t =EHe Ak PR
o] Jlotal HaE gl

FH2 95 W) 7P B Ao, HE &
& ARAIBHAL ASHESE ASAT)Y] dEo] H
AR5l T Aol Fa/IAE Az,
FAH 2T AF7A 7 FHRHMUCSB,
TERT, TERC, RTEL1, PARN, SFTPC,

SFTPA2)S] 4714 E ®Hzte}t Aol 1171 §-4
At o] 7 TAE E-SHcomplex) f-8AF T
Ago &2 A7Hr

A IPF A % surfactant S-AAHOl = 1%,

mucin 479 51491 MUB5BY] promoter ¥

ol 35%0 4, telomerase F-HAFHOI= 3%0]
ARE JEE T, YA 60% SAIAIME g
FAAHO|7F AR A gt

A E AR YutelTo] vsf IPF SHatoll A 914]
TAF9 fHEC] w1, BHEARI uAELlo] T

SIE ASHer doAN At TAY

HRCT/ ¥ 71# T27919 B4592 5ol
EAAR] 2dor AJA 7|1HA 5ol &3
SR

A veue, HPRY
(honeycomb)?] ¥gt= ApF U, Zido]
Lol S83F Azdoltt.

7Pt 5835 2AW T B2 SAHEAH
HUIPD)FTCZ A& AANA AT 79, 7H
A AF, Aes 4 dynf 27t EAE] F
Al Hol& Aot AHA{HAE
(fiborblastic foci)7} A T&== E4o] 9L
Ak A A4, A 2430 HxAey
22 1o, S5V, ek, We
OJALe] thsHA| A Lof] 9]af o] FofziTt.

A7) &2 oh33 2t

HERHEE 2T 5 Qe 9A9 wAAF
Z, A 244, &
ofgt 7+4g H#)stal iy wHAHEE SHAl &

|
L 3o A FE HRCTOIA A (reticular)

MPXE | 19



Special Review I

>
Ral
Hu

270y HARY(honeycomb) £70] =
UIP H&19] 27 stAY 4 HAAE Al

oAl B HRCT 247 f8ZdA Edr  EgHER59 AEe 20159 v 2 /4,
%(honeycomb) &7 H{FEAEZ BHA L& ot g)7t FHE3|A T 7tolEgt
(fiborblastic foci)7} 9l UIP A4 74 W] 9l v O & Pirfenidone¥}t Nintedanibo] %
Yo EJX4S QR E gt A5 AME s W gl F AL A&

| IPF o| &l Btx} |

ILD 7}sot el 75 (ZA ol
=XHe o2 HH =E 5)
oL
&5 HRCT A|3y | — U otd
1

UIP 758 J= 8%

y UIPOi| StEistR| e He
| o= HMZ Al |

UIP

UIP 7Isd /J=/==2 &
0258 HAERS

betm Rlgb ——s{  IPFOtH |

A H1IPFEIH| & 12|5 (ZFEd TIESKILD) YT XIE, 2018 Cigh Zst 2 557 st&))

H0

IPF ZI ¢t

I

ogl

A 73 2. IPF M MLEMEEA(fiborblastic foci)
(reticular) , honeycomb patterng £0]11 U Mot HE H(honeycomb) & HO|= #Ha| A7

A O3 1. IPFOIM HRCT A740 =2 UTH 0] et
o

20 | MPXE



Hrs(PRe] g 9 Az o &

ll
ne
A,
)
2
|o
H
o
N
)
o
2
iy
N
i
N
ox
§Y

ll
%

ot
=2,
N
rO
z
v
[
i)
:T~
i)
oF
1o
_>|~l_,
re
o,
B oq
rlr
=

12
ol
1o
B
o]
)
)
o) i)
ok Hdo o o &

Y511 Hgstel, 712 2ol Lol

ol
nE

it

),
fo re o2
=)
o X
s O
E
)
N
>.

Bl ot

J o] 2937 oqxoy zmﬂa ol
&2 A FH HRCTOA H&=E = A
3} 9 HY¥E%(honeycombing)d] B, HAE
o] A} 57]. 22 e OﬂiO]Z].E}H Al 0_-;_/\1]
H A (fibroblastic foci)® Z7} So] ZQ335}t).
3 A H(risk indices)ZA= EFZQ0 YA
A-A 2] (Clinical-radiologic-physiologic;
CRP) A4 AA, £3 A A H(composite
physiologic index(CPI), Y EZ3} = (risk
stratification ScorE(ROSE), TFAF & GAP A1
(/38! gender [G], ¥¥: agelAl, ¥ 27H4] H%
AE]sH2 #M<[P] [FVCeF DLCOIZF 7He=] 9l om

o&at 2 g =g WAS

g%

Pz A A

3t GAP scoreZ} 7l =] o} ARE-E| 1T ltt.
A% B3} AAF Y2 E ZF SRjof| A 0]F9] ¢
0”349} ATE A& & Sl 27] 93H o435t
£ W71 sHA 2 HEFEA € HEAE
})E ol-gsto] F7igtet Atk FA] & et o]
67N} 1270 EA A 3gtet,
Rk FA] AR} of| Sof tisto] AEsfof sh,
ol fj gxto] AHY FFLet Ht oS 1, 29
o] oheFet Aot A& 717k #9l, A™ 7hsgh
A= veo] tigt JHE Agofjof g,

»~ H;l

ol uﬁ Jl->

_4

6. IPF gd%z}

o
192
o
rir
A
it
ox
&
ox
Jo
olN
r l
_,d
_>E,
=,
HU
Mo
o)
Tr‘

ox
=)
jual
Mo
rl' tlo
"“ o
o)
rir
EIJ
ox
L
fol
ol
S,
o
Hu

CEX] oA dhgel= 1|
ojt}. *V\X]i HEA X gef 11
9] AH|Eo|E A=} A=Y obF] 55t
it d5E AEe o 2 idd
Pirfenidone® Nintedanib Z-2 F4--3HA17}
011:1 l"i_l_oﬂ/ﬂ :L/ao]-Q].,] ub\ﬂo 011_?(45 04;1]
S Ao BRI

olE+= IPF EAPlA 54, 55, AUy
Agorsts 4gcte 495 44U acute
exacerbation)Z A 9Jgtc}.

ag ) 2ETA ot

oo oF N N zH
i
ol rﬁ
& @
olN in)

o

O] A} ok/d—oih ;]

= o o

TFH SR, A7 ST, 71 H 4

g5 %‘*ﬁ}t‘%, T A A e
Rty s, sHE2AAAMS v 2

(Diffuse alveolar damage)°|t th=9] =45
2AE HA(fibroblastic foci)Y 7123t &
(organizing pneumonia)< X2lt}.

T2 AP GAoAAN A A B A

MPXE | 21



Special Review II

P2 APYZOZ AFYEC] Wi woH, A7t
RHEL AA A5 5-10% =2 LA At
A RAMA=ZE= At Al #7]5(FVC, DLCO, TLC)
o] As7t Aet 3%, 2&we] FFE(MMRC
> 2), &5 CTA dHHY(fibrosis extent) =
7}, 671947 FVCY] 4 5ol AdE ARt
o, FA Bz & T A3t 7Hsoi

HRIE vidolt G4 HEYE 5O sz 7|
A QS of5t 7hs/dHt YE Hiol2A A, &
Ql, t7] o] T 71T 7HsAd AUt
20169 7H8€ FAYs A7 &2 2L ¥
4 HAeS SRRt 34, 359 5% oAske ¢
Al DIPEZ}F o] A= QA @A) s 3¢
2, )dg-ozE 2 3t g | sFITo] Af

2 WgSAG 23kE T, 3B CTH B4
AMBUIP) FEIE BolBA 7H92)S
Ak 4ol o] AEA BEE, 4) ol
olgfado] PHdolt Solurtr S8 A4

EA] o= 3¢ g

djo
of
o,
i
|

AL FHAARY 27He
S AA QO SRR R e 2AL
U 2§Fe] AH|R0|E RS SHHOR Alw
o BES Askolnt.

o
4 ECMO Alze moj4& i2stA] o=t

o APER ) FUHA gk

1. 28

SR FSIPHS 57t & dgozA

22 | MPXE

ggst zlcto] Wast el Agkato] 7S 9l5f
Me JAFFA, F5 HRCT &4, #2715 A4,
225 7t 55 AlYsto] Ak it

248 At A4 44 ol&st H84
(VATS)e] ©] ESH AA 27 Aet A%

o 94 HABL 8 HS] ko] Aok
QA 24 5ol AT Urt.

HRCT &7°o

i

o m¥ oo Mo
)
o

H

+ reticular pattern I}
o] &= UIP patterna & &

=
honeycomb 44
AL HHS 2 HHAF A AJZsto] H9| F

Ao =2 st

2458 A0 2= MUY (honeycomb) &
AT} fibroblastic focis& E4Z0 & 39l g
a]

S

N
(MU
o

o= 7+ Aol o HHg =7t e
st oFE Ame 7 717 ARl FQasto]
2 FAHFCZ FDA 5o Hof
pirfenidone, nintedanib®] Q3+ X|& kA=
wo] L, A7IZE Foi7h Bashy| o] 22
&o] AYsl= Aof gk W&ol Qs , 54
OISIA] AFRE 4= QI AHZO|EE EFSH WY
AAA AHEAlol= 7, 5 ok =
& ole 728l A "4 Qo] oo of
St Q Hgo] F a5t
oh® ZPH IPFY] A k&
A9l AbA A&} o] W HAl A | ERF A%
+ T

st} Hol4 e 2850 2 4

—_

o] L.
A

E

i_.

™

$2 LB 371 ALS Ut



1. 2 HESHLD) YET=XI. Ofpt 23 A 5571 515/(2019)

2. Raghu G, Weycker D, Edelsberg J, Bradford WZ, Oster G. Incidence and prevalence of idiopathic pulmonary
fibrosis. Am J Respir Crit Care Med 2006; 174: 810-6.

3. Selman M, King TE, Pardo A; American Thoracic Society; European Respiratory Society; American College
of Chest Physicians. Idiopathic pulmonary fibrosis: prevailing and evolving hypotheses about its

pathogenesis and implications for therapy. Ann Intern Med 2001:134:136-51.

4. Raghu, G., 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(6): p. 788-824.

5. Du Bois RM, Weycker D, Albera C, Bradford WZ, Costabel U, Kartashov A, et al. Ascertainment of individual
risk of mortality for patients with idiopathic pulmonary fibrosis. Am J Respir Crit Care Med.
2011;184(4):459-66.

6. Corte TJ, Copley SJ, Desai SR, et al. Significance of connective tissue disease features in idiopathic interstitial
pneumonia. Eur Respir J 2012;39:661-668.

7. An Official American Thoracic Society/European Respiratory Society Statement: Update of the International
Multidisciplinary Classification of the Idiopathic Interstitial PneumoniasAm J Respir Crit Care

Med Vol 188, Iss. 6, pp 733-748, Sep 15, 2013

8. Richeldi L, du Bois RM, Raghu G, Azuma A, Brown KK, Costabel U, et al. Efficacy and Safety of Nintedanib
in Idiopathic Pulmonary Fibrosis. New England Journal of Medicine. 2014:370(22):2071-82.

9. Raghu G, Rochwerg B, Zhang Y, et al. An Official ATS/ ERS/JRS/ALAT Clinical Practice Guideline:
Treatment of Idiopathic Pulmonary Fibrosis. An Update of the 2011 Clinical Practice Guideline. Am J
Respir Crit Care Med 2015;192:e3-19.

10. Collard HR, Ryerson CJ, Corte TJ, Jenkins G, Kondoh' Y, Lederer DJ, et al. Acute Exacerbation of Idiopathic
Pulmonary Fibrosis. An International Working Group Report. Am J Respir Crit Care Med.
2016:194(3):265-75.

MPX{g | 23



