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Idiopathic Pulmonary Fibrosis and Nonspecific Interstitial Pneumonia
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Pulmonary Medicine Asan Medical Center, Ulsan University, Seoul, Korea.
1.5 E giant cell interstitial pneumonia(GIP), bronchio-
litis obli-terans with interstitial pneumonia(BIP,
1. 2&/" BOOP) 29} £77} Bo] AR-HAN. 28y 1

*Eaby WA #HZE (1L L PO 257

FAEF TEIEE 348 XA vk 1 d
4 A&l #AAHT AAAPIo 2 A4 E
% 2 Afst 5 #xe 724 gt 2 vehiy
5% A9 & £ glg wol o8 53U HEA
HAYE, = #/d53 (idiopathic interstitial pneu-
(L L P.ojgtn @bt Zefjol 2134 HAS
o] Wer}t Frkhe A%E Holn, T3 oilEe L
L P cigk #4o] 1, 53] MFH AAAP B
o] AlsiEA L I P.7} 93 Aol ohjel ¥

zSEoz B4o] BE Wie oz BRY 4

monia

AT, E WY 4 B I PP e
Aol @il Ak L L P.o welzsty v5

£ 2159 Liebow %2] usual interstitial pneumo-
nia(UIP), desquamative interstitial pneumonia

(DIP), lymphocytic interstitial pneumonia(LIP),

o}F GIPE cobalt 59 FE402 g Ho| ¥
A A=, 199434 #agal Katzenstein
%< L L P.& (1) UIP, (2) DIP, (3) acute inter-
stitial pneumonia(AIP) 2 (4) #He|zZgzog
olE F o= stz &34A] gk Wile] vy
7HAA ##H4 (nonspecific interstitial pneumonia
(NSIP, nonclassifiable pneumo-
nia ! NCIP) 9] 47pA)2 £5381HA] o|go] i
oli} o F, Xgo] e wEE Fo| tz=r]
dH oz f85 EReEtn FAHAT.
BOOPE A|9j8lgier}t BOOP:E
5ol tlzez ol8g Fgsd LI P.= 1) UIP,
2) DIP, 3) AIP, 4) BOOP, 5) NSIP/NCIP¢] 5
72 BRE + Ak o/d FAME UIPY}
NSIPE Z=2 mas) Buxt gk

E9tA #A-88}% (idioathic pulmonary fibrosis
(IPF) & d/delA F2 Bo] 2 §olz2 o]52 A

interstitial

Katzenstein-&
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7 ¥k 2EA ouiz AREHYE s, AF
AAZAAAE ®o] Aldgl wet Zedle UIPTHE
ARshe Bl

2. WRIEHA S0

1) UIP:

UIPI M= #3AW GFAE9] A& HeEMAE
9 4 2 w9d I3, Aug dAxgusze F
a7 Fo] AL, Wl o8 A{FEAREe]
%2 o ngde FFw HEE] HE(collapse)
oz U8 w3 TRt &3] s, o
314 (metaplastic) HoAE2 A FEE L &F
# 27]18xE50] ARstd 7HdAbolol] Hol= B9}
% sjaze] Holy () HHe] B¥U} FYSA &
I ZAEA H=3AR yde] dx yehhkes (
patchy) F4& Holw (v) Wz Ze g
9] 2L HYME 27| dF2A7 T7)9 43t
4ol FAlo oA #E== Aol (temporal het-

erogeneity) Th& LLP.¢} sl UIPY] §3olc}
(Fig. 1).

2) Qb 24 934 (DIP)? :

DIPE: #¥o] uma FsiA Exahea Wl 23
E A¥Us ATXGANES FA08 Ao Qi
2 1% AESS Aol F 270ln 2AelE A
o) W7l gAY gaste A glo) Axe] F5A
E R8T BAYE BYY Al7)e) Wunto] et
Ao] EAolth(Fig. 2) old¥ WA Aol
DIPE ojdl figlo] $UF A7l AuA] @4 7
£ WHE olr|3 Rolx, UIPE ofd 9dlo] o
A7l ARAA # A7)A A A&Hoz WEg of
7108 e QIS adolaa B 4 Utk 2
=2 DIPs} UIP7} 93] tha wrie) 289,
ohJ® DIP7} UIPe] 2] 9¥lAle] thaja o}
A =] Bou Avle zaelsta sold o
%7 @As ey Soz UPs DIPE 973
the Yoz AZERe HE] $AST

Fig. 1. UIP : Patchy area of severe fibrosis is found with relatively normal lung
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Fig 2. DIP : All the alveoli were filled with alveolar macrophages with moderated thickening of the
septum, which is also due to the infiltration of inflammatory cells

3) F4 =G (AIP) !V

AIP9) 7ol #Hzbde] 253} FoMEe] FAl 3
g2t #{ ¥ AeA2% AZE(fibrinous exudate)
3} BExAHo g xA2(hyaline membrane)o| #&
B 34 #HeA(diffuse alveolar damage :
DAD) &7e] vepdrt. Azt sl /37
ol goi7bd A H XU 42EES F5H7 Al
Zata A 1Y HAZFAESC] F4sle] HEHE
Yo A 2 dEd2 HRRAEEe] ARt 1
dde Aze A9 gle 47| At (fibroprol-
iferative phase). 28|t} o]2i3 A7 ABF, &
E7lA9] EYF, B AT T 4 3FIY
Z3 T (ARDS)e 3737 Fdsinz Ao

2 F33 9 28 5 gle idiopathic ARDS

AIPZR @t} AIPERIES] 2H4AL o4
S FoN ZAHAA AR Aol we} x7)
£ Af7le FAT A7)e] WHe] BE RelolA
2/ B 34 s Holx g ol

L

2

Kl

53oltt(Fig. 3).

4) njEol4 2114 siFd (NSIP)®
DAY GF279 HAesiade UPe v,
UIPE o2 Al7]¢] Wido] FAl el ol §3
Qb ¥k NSIPE= 593 A7l WHe] vlad &
U3A U Zo] hE Holtk(Fig. 4).
Katzensteine] B9 ¢J8ld, NSIP: 378 &
o2 B&% 4 gl=ul, Group 1€ 7HAW 9FA
Z (Y77 diRoln 259 FHAATY FAF)
9] Fgo] F2 el Hi3hs Ao glon, 47
olxl= BOOP =gt Wdo] Fuks7|= it}
Group I1& Group I 3} o] gZAMEASEo] o
U Af3bt 2e] Fukd Aol o2, Group &
g2& A9 glo) Az A% A3t 5 ¥e
24 mddAZoz g FH7kFe v £ 1I1Y 4
Aol ZHo| BAHH, FH¥e =r|e FohA 9l
o} vl YAl WHe F2 5ot 1EH
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Fig. 3. Early proliferative phase of AIP : Alveolar walls are slightly thickened with 'mild fibrosis and
hyaline membranes(arrows)

Fig. 4. NSIP : Low magnification view shows diffuse uniform nature of the lesion. At high magnification
alveolar septums are infiltrated with mononuclear inflammatory cells and one alveolar spaces are
filled with alveolar macrophages
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Table 1. Histopathologic Characteristics.

UIp DIP AlP NSIP
Temporal appearance Variegated Uniform Uniform Uniform
BOOP pattern Occasional Occasional No Occasional
Honeycomb area Yes No No No
IntraalveolarMO Occasional Yes No Occasional,
diffuse patchy
Hyaline membrane NO No Yes, focal No
o2 By Je Aol AlP9} ThE Hojr}.

Tefu olel@ WSS U arjz HiSlFe Re
2 Y4 Aol Hu4 AFE, AN fEse
F4 deaold BOOPINE vehg 4 gleme
YgHoz ofF Aol FRHAYEAE Bso} &
o}.

*olie] THEA HAPESY AL BYG FAfo,
7€} the oi7ix] At Futso] Jelpd & Q)
oog g /i n 54 Aoz AT 5
glx ¥HelAZAL UIP pattern, DIP pattern, BOOP
pattern, NSIP/NCIP pattern, DAD $9¢ 2 7|&38}
I, e BeA] A ge] g2 A=AE &
EtAok Bhe] A EH Aot UIP, DIP,
AIP, idiopathic BOOP, idiopathic NSIP&}x zlgh

% % v

3. gl &Y

Yo PgFgel wEPel et LIP.8 25
5-}_[56‘12)

1) 49 LILP($Yd —5F9) :

*AIP

*UIP 9] 34 ¢}3}(acute exacervation) .| A€
RS goted 8xpt d WA 500 24 F
gol A7 oAstEe Aoz oy 2IALER
DAD?®] x7o] Folu}, 7[E&9] UIP<] WHlo] 2

2) ok4 LLP.(45— 44 :

BOOP3} NSIP7} £31=1], NSIP9] Z$-o= il
FFgoz wash), =8 1-2dd A AN
Uehke 3% 9.

3) T LLP.($Y —4d) ¢
UIP, DIP.(=&4] NSIP= $7§Y o/l 24 w4
Foz w¥sp) = )

0. §44d Y mldFS(IPF, UIP)

UIP9] Wiz B&3) 2AEA = R, FrldiA
= dF 100,0009H87 3-59 A= s
FREE a8 &34 4 AWolng A 54,
A8E 34 ¥k o] APe AAHY B Fol
HEe) @A YA Repn, BHes AR ol
€ gyl g a3 58 B3] A% dzTe
A3 AA AT T AR Hol AR Rt

1. gelE

IPF& 21 o]ge] 7lEj7|Re] 4U& B2E Ago]
g, 4 94 fH¥om 2o sHIdA JdFez
B 7Y HARFol de Aoz njFoiw
A FRH &cle] Bo] Bostelgi 5T 9l
on, Az IPF&AS-A HLA BI12, Bi5, Dw
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6, DR2, B83¥s9] w7} Z7}5%3, HLA Dw3d
< ZAERe Rax Qo0 £33 IPF @b
A 148 $-7844 ZA48= alpha,-antitrypsin §
Aztel FEEF v -MME (53] MZ¥)o| g1,
E g HudqMe 2 14¥ /3R e
immunoglobulin gamma loci¢l GMe] 7}£3 #HA
F53 Bl AUrka 3to'®, gto g o] Rolol it
o e A7t a¥ oz Az

4, J5E IPFExEe] 83 4 7|20 E A
HY(BALFW HAEFA7L dAsln ANAY
Rheumatoid factor 22 27} g7} gA452] 1/3
~1/4914 Yendn, 2 [gGSel ¥d Ros
ujFo] AH7|do] Uk Fgo] o ghuie,
ol E 27} RP71HE fdshs deleg virus, &
3] 78y 244 virus(latent slow virus)7} F=
& ¥gtout, o2 714 virusEo] EgH o A4
TFed= Ao, 53] HIo] IPFe] 7| Ao
interleukinoj\}, TNF-a & cytokineSo] 8%
g2 ghota AZdEed2®, CMV Y] latent viral
gene? IEf-#Ax}(immediate early gene)AAHE:
(g@ed)o] IL-184 IL-2, IL-2%444, TNF-a
T BHYHgo] B3z cytokineEe] FH=le} pro-
moter& &3R8l o] cytokineE9 mRNAYS
Z7}*17]= nuclear transcriptional factor2 =}&-
PTH= o] YeiFTH#®, o= CMV Y| [ESa7H
AEe] Z¥gthn  AzsEEe IL-24849
promotor@7jAge] CMVWolA autoregulation
(negative feedback)d] B¢ 3= CMVe] IE284
k2] promotor @71 Hlszsy) WRoletn F2&
o gopasmm, g3 CMVE ofzl, Alede] her-
pes virus-6 = IL-18 9} TNF& Z7}A]7]11%®, her-
pes simplex-9 virus §-32} AWArEd] GTP- 23+
A7 ik AR Eo] g o s AP o)F virus
7} IPFe] i 1o g A48 = 9lte 28 ¢
£ s k. 2@y o}3e IPFExie] =
ZolA] o]& virus7} ERIEAThe Hae flolA, o
o2 PCRelY, in-situ hybridization®}3-& o}&-3+

d750] Waseiza Az

2.4 718

IPFo] A7]H e o}z 43 FHHA= £59
o}, BALH o] M=o} HEy AEEL 4ol3t
A L& F A =3, AE =3 & y3le, 23
AES 7|y YEE =z &4 9 A, B
714l thgk 2] 2e] Yol wa} IPFelA Af37}
FP=e= Ao thet o= Fxe] &Zo] ojalE)y]
AlZFeta Qioh-# %, gz IPFE f3sh= R 9
ol dheiM= A Leizl Aol g, o 999
o8 Flx duAEy Frhiiy A¥s S48 U
=3 H¥ -4 9 (alveolar-capillary barrier) o]
gIEeg E3) AE 2 Y dEo| 7Hd L Hx
2 Aol veA sz o] exudateWo]= fibrin
fragmenti} fibronectin %-9] GZAE L A{2A
EEE Bo] Eole EFEC] 3o glo] HEdl4
AZ(AM)7} z=¢ do} oJ#rka] cytokineE2
Bojgte] 4Zurgo] e £5 on, dg o5
FEAEEC] HRAUZ RUHE ol FFARI
A collagenase® oj2j7}x] @) BEajgA2E7 52
AbA7] (oxygen free radical) Eo] £u]5o] =2 9
AEEAE S JYPAZ # opyal, IL-1, TNF-a
& HRE d271A] cytokineEo] £y, T
3 3FT7 2 (IL-8, leukotrienes, compliment
fragments), 4A £ T2 G&HT(MCP-1)%l o
T 318 FRAREC] BH|EH AFMEES] f<o]
o Z71E]a® -, IL-10]v} TNF-a¢ 9 cytokine
o 2] integrino]t} ICAM-1, VCAM-1 $9 #
AEAE9] WHo| FrkHo HFuHeo] A&-FHd
o} T3 ol A EJA] fibronectin, PDGF,
IGF, TGF-8 F9] 43&7 x| HH|=o] d&
ZAxe] F4 g A{EAEesel mdZ(colla-
gen) B4E 330 & wUA e B E JAIsH,
Az 2dF Hzo] Frkste i3l ol
RAog AZtEn Ao, o]ed 9] W3l =
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&gl dE B4 EFHAA (repair) A= goid
T Us dAolu, ol ueg 2Edhs 7189 ol
4, B S48 HTEke 9ol X&3Hos EAst
€ Zo| IPF& 2 sk Aoz FE5u, ofF
& WA %t EF oJAI7X= BALHH o] golst
o BALZ d& & & AMog dF7& 3l AM
o] ggute] YR Zzx=1, IPFe] BALY Y&
IEFWEFE FRIY 35377 43 9 3
I ALY % oy, dAze 2-stHo s ¢
3wt F2 AeHug, ozt o] dut ¢ s
T, HTAE(mast cell) F< g oIzt A7}
FoF Aoz YA, oliqt R FAH g
2o 9% MAEMAEY E443 B opjal, HReA
X AA e ¥iste FA7} 1 9=, Jordana $&
IPF&zte] =2y AeedEs A4 Q¥R o
Y 27 ME Z1g Busled® 9 ojRo| IPFe
AREHE oprlshe @ 7ide s sl o] gom
o oloj] W% A7= a9}

3. Yty oA

1) 4 54

UlP= 71 & o2zl d8o 2 F8 404 o|Fd
dAEhY AMAE] AREE S 3@ vlE J|He]
Fdolu i EFo g % Yool Haz, A
04 Tol velhd 4 glon, k& njdo}, 2%
T, BAF ol Fusrx ok A2 < HAR
oA F7|Ael $ELo] ST 40-60%4 T2
7t BAE s TR Al 9] A $ASA
Holu}, DIPSME 27158 Uebd 57} ok, @)
BAEANAE AWy DG % HAA (cor
pulmonal) 0.2 18] 4% AAA P27+s), S34E,
$244 heave R $3 4RA FHoz AR AW

<%, 7t Bidiy, 1A 8% Tol #3d 4 Qo)

2) AR 24

1) e XA aA

zZAgtH o 2 BQ1F IPFExRle] oF 10%o4 T F
7 XA &270] APz UE & Y& Ao Hay
o, 2] galsolMe F2 HA RN 1|
AZAEY, T Y, TE-uNZEE T A4
90| dFd. o] o JyE AA 0.5-1.0cn
o FEEo] 2o ZoFg el (honeycomb) 7} ekt
a2 S-S gastA Ao 2y o2 X-4 4
2L 434, WEzAEA Wl 4RuAt 4
%S Aoz UA Utk

v ) 13jACT(High resolution CT : HRCT) A
HRCTE ©@¢ F5XA 1AM 34 A= 3
g UAE ¢ A& ¥ olla), HEA AR ¢
A I Tge] =, AF HyAS 8 A
S0l ZAAAE Hokshs M F& B8 Adshe
2Ho] =, EF [PFo W7 #Hd= =& &
T Je Aoz A o, ey A 94
3 9 zAsHo g Agd HdlA HRCT7 FAe
2 Ug £ 9l7] 2o HRCTA olito] glckm
IPF 7VsA4 & €43 viAE = qitt®™. IPFe &
43 HRCTAZAL F2 ¢ o 7|4%e] FHLY,
Sahate] t8 o2 whte] g9do] Uehiy, 2-4m
o] AGE S|, AAgEe ¥F, By, 79
o] ARl o3 Av|EAG AZ|ExIEo] B
(traction bronchi(ol)ectasis) AZEo] k],
olgloff 7|&e] HPA-7|BA] +2E ¢A3] 72
2 godx AAHez CTEHo| 75 dY &
g% &9 (ground glass density)o] Ta==d],
Muller 52 71§ HA4des Fdd 129¢] IPF&
2159 HRCTAZA7) Helz2Asts 278 vlw HE
T 23 29 e 9o B2 FAEAA Bz
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Aot o 2T HEW GFo] A A& BT
w3}l Terriff 5 2699] IPFEAEA el 75}
Z HRCT¢ ¥s}E 2 2z}, HRCTA wde)
Welo} Fgabs 2 sEEe] AEs)t ARz}
A, FPAejdedo] Fof WAk Solt, el
gelz AP A DA, FPRYPLAE X
7l W, 2 2tz ¥ G2usiE Uehy
3L, olAe] ol MAstz APHTL FASIAH.
E% o] 5 19%¢] IPF8AES HRCTA 29e
gdede) A= ek APt 549 F=oh
Hlgsls Ao wRo] ojzle] F& AEE UYehiE=
AE2 AHE F Jge Busack a2y 2
Remy-Jardin $& 3gfedgodo] HTGHs)
(65%) B olzt Aaste ¥9(54%)lME Vel
F AE Ae s RYHe|rede HRCTH
Afste] g 7o) $WHER) e Holw 9E47
2 ojnjgitta P, WellsF 5699 wHAH
HZ8R N AGAs An@@Ze] HRCTE )
@ate] AW CTolM 72 HUee)degdto] et
2 wole Aafd] 519 sFsAo] Bgtoy, HY
frelaredn gaegel 2ol EAE woll= .58
gl gajorgodo] We ot Repatos A
= AL Base Adgeled, AWt 27 9%
270] obde AREIAT®. & AZH X FHgol
HEY 3707 gagosdE RYaaldedo] o
BRI A48t 2 CTEE P83) Yehia 9g &
29 HAE YES 94 (AnAH Bgd) s
AT Ay seiokedde] BaE & Uk
AEHYAANE 84 @ HRCTHo 2% [PF9
AYe T F YA dajds olde APHXE
otovt, Tung%S 4139 IPFExIe} 4599 o}
2 A4 A48 gxEe gaoz e q
HRCT®ro.2 IPF¢] 88%0)A] A3 ko] ps3t
oxn Bustut®. agog dxfe] seate] g9t
e IPFe 4= 27do] Bgn I
o2 IPFo| @dst, 53 8540] A gl
Huigto] BAAY nHe) BASIME Ag) 27

AAE 814 Yol= IPFE AGE 4 g Aoz A
ZtE) 3 Qlehe,

3) =H7ls FHAF 24

) ZkAmE

#H&25(D.CO) 9 24r} IPFRRtY] #7154
Z 7V 9A et Eslely DCO9| AR
ol APAEL} He] HAE 2 5 gl B opy
g, 8% DCO9l ¥y} Q454 HalE & it
FahA| Rk Aoz AT, T FHI
Agustise 2799 IPFxES 347 Aaade
3 A3 JgdAr]e] DICO ¥ 54 AaDO27} 2 §
Zte] Aot FRBAL vl $L AL Hndle®
o2 o Be IS Ugos olF HAUY We
7} d& Aoz Aztgch DCOv Zadhe olft
Hulog Qg slxgl Eilto] doju= HE-EAY
Bel AFo] 7ZAE7) WEo|7E st Ao H
U A{3iE s o7 F dEE Bl 2R
agie A&H] 3-BFETY ol doup]
gRoz Az=n ot IPFaME 543 w3ls
283lyd DCOE #HgHoz wARAF DCO/V, 7L
Zo| Fadhe Aol EAoln, WId Fo| AU well&
D.COE HbXz Qg 3 Folo} gr}. A
PaO2& z7ldle AY 5 dov} #asdle 3¢
7} e ol -¥F BEFYdEoln L5l
+ Pa027l § ZAsn HE-FHE gzt
(AaDO,) 7} Algr F7lslke o] 54, ol &%
Adlle ¥F 571 BelAA AEiige] 2oz Ql
g Fhaughgozt 7hdE] gl Aoz 550
tt. olgjgt A 2 £FAle] kA mgel (paO
2, AaDO2)7} IPF8x}EoA A2l We] WA
=9} Heol Ang wese S dvlEin 588 4
NNSAANAE FHAH AT,

) HeH
2 E #4843 (TLC, FRC, RV, FVC)o] z}48}a, #
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£3ol ZAsleg FEV,= Adake 4ot A3
HQl IPFEAE e 7|=Ago] F7lstA] gom
2 FEVI/FVCHE el AY Q3]8 Frieitt. 1
ey 4% BaEdA ZImAFge] F7HE A8t e
d ol diA FAdEoz Azsn e,

© ) #H¥A4 (Compliance)

Hgo] e o] IPF 2 &&id §49| &
Yo)3, i transpulmonary pressure®} retrac-
tion cefficient(TLCd|A¢] transpulmonary pres-
sure/TLC)7} Z7)3Hc},

2) 553 A
IPF@A5ol A 50 7|5 Z7I8hd, ol &
2 3F57) Z7ksly] dEola A5 F(tidal vol-
ume) 2 F713HA] e

IPF§alE2) 55315 e Ade 1. Hg &5
ZF g2 Ho A2 AR (VOmax)o] ZHisly, 2.
SEA FA Hja) AraawE(VO,) o] ket
o ua} 3FTFE == A=t FR A, 3.
FasREe F7HR vlE £287)Fe] o gol
Z7¥ela, 4. ZFPFo] ¢n ME e ¥, S.
TFA| A2 Trt 7, 6. Adl Aukl 7
Ao =gdA Rake A FolH, olHd sAe
IPFo] Rolg Zie ohn, g SF7[A8 e
M= FFAG. 2} IPFEREA &55-3)
Arbe ol ZARE o REs FN3, 4%
o} TxER FFT ] e Ao HEHA=IE
@ 4= glon, A% FAECMY HFA] AW
gt Aol & 4 gl

4) 7|BAHE MHY HAHBAL)

IPFAlME & AEsst 3579 %7 F7kke A
ol 539, ZAbFet MW EE ofzte] FT7HE B
At 249 BRI E Gt Frksked 9t
7t F71ks 8RS steroid A &9 W3- F3ln
d¥E Fohn BaEHCH . WattersS2 BAL

A duprt o1 8BRS AF HAHLEAL 24
A A3}, vy z7) Hul dHEde o
o] At L] WHQl Bolk AL =8 A
3te], ol2§t FAEL X757} 7Hed vn A
F9& APk FFEGTHE. v BALYAW 3
A7} F2VRE ASddle A3 v 53] o
< 37k %1, 357 3 FUkeke A
o= steroidell A9] ¥hg-& k4] ¥=rhn HI%E Q)
t}. =3t IPFAlA BALYW surfactant 1% 3 ¢]
ko] Z+AE:, 2% E3] phosphatidylglycerol
(PG)eo] 7+438}i phosphatidylinositol(PI)2 <F7h
Z7tsted PG/PLYZF AW 9] dF 2 A=
E dlddiuls Baw Qo

>

i

IPF& 2R AZebd, 134 ddseA o2 4y
7 BE ARES AT T He oz 091¥
T Aoy, dAEE Blad AT I, W7]
5 AR, A 4 2 5 HelzR
FHA A7 L 7R EAA-A Agoldh™. Ty ¢
ARogE Hd H7E IR A¥EC] Bormg,
olE7}e] o] Fa3lH ol AT AT ¥Y
7 AAE JFo] Fasitt. 122y IPFE 23}y
Adixe 3718 HelzAstd E48 #dsfo} stn
2 7718 ARFAANES B AE A8 EA
AHE Blodof dhu}, 78R HAHoR Fde] & g
T U8 ARE(HARSTE, UGN 45 39
ol EoF, &YPA Aoy} pneumocystis carinil
A 59 g4 2, A A9, 378 A
ok 7)o 7Fsd& viAIEty] HalA dizfe] S
o, B4 A7|8A HAAZAE AlBET AF H4
AR AFgEC] 0.5% A=< vlwd bHg AL
ole], A7 Hr2e F4Fes M sd 79
L} B]Eo|d dFo] & Arle 5P AAEe
q F9= Fstedof T, WHo] AsA]
o2 FFH oielA Alddl= 2ol F1, 7bsdt
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¥ HRCT= u|3] 71 A4 2918 ddsis Aol
£ 2o AE AWAUA FLAL 59 A4
Homs 289 o 24¢ A8 4 hn nuy
9tk Teht RE SRAEAN AFRAAALE sokst
A0 alAE obd s} 3K Faht, ool
T8 vie} go] IPFo §3¢ Qaads AH%e)
sukse) Belo} Aye IPFe] 5459 HRCTA
o] BAHL, B3] BEA) A gl B WD
o] BEHAY nae) BABAAE Aol 2AAE
ax] got= IPFE 98 4 3¢ Aoz 425y
qith. IPFE 9% geds wWrladel Ragd,
°|& $J814 BAL, Gallium#FA}, *"Tc-DTPA¥|
ZAVE clalrlA] Whggol Axggion, olde A
gl s A% Yios A 3w,
HRCT7} MIB@A Wggelas 78 7hsiol
oV, & 9 977} Waw oz PzE.

5. X2

A8E A ks o oA IPF&ke] F 50%7} 5
Wlloll Abdgitin deA glout, IPFe] =pdzl
7337t o}F] R3] WEA A T, #Hi Al
EEHI A& HHELS o] H3ge Men, &
e FHSM FHY v gz2-ad7F 23 9]
& IPFE2LE Q4l, E o]EA Azl e
£ 385 YA Bt 2y 43 $ASS A9
s o] FAEo] XEE X ¥UE W A
Zoz ot3lEn, ® dut Ho| HPs]o] SAZ M/
g2 2ol thgdle ofd X8 E dltgx 50
2] o47) Wi B2 AlgEol 27| gt 7}
ST & Hris A3E JAsor Sl Aol T8t
I A, 2y AR BRE 53] 23 AREA
A 2RO RE AREP) Aldla, g9Fade
2 Qe A%de ARE AAI o2 A,
o] = AR 5AE s SATF] wAEs]
Feu2, Wt AEE A=d HE o] B
E o9, XEE AR Rz, 289 a9E B

e AT F4A4 @k A SAohd WAKIRE &
A, e s BYL e, 1 MR
B Ao HrledAMde] wste WAy A
37} AAEA] o, Hr e AP ER o §5t
2% WEEle A= Ao BHo] JET] "
Watters 52 o= 37}x] ¥yt 7122 B35 A
Brhs 94343 (C), BApdsks 2A(R), 7]
FHAANAA(P) S £%% CRP score2 WA= A
o] F&sirti FAINACH. o]go] 7tz EAH
Eo] 9lov}, dd IPFE Age] 59, tjiEe] o
AHEo| ARE AlFsla, ABAZE steroidE Uxb
Rl A2 AMgEhed] Fo3ln ok, ABAEE=
IPF o] &Ao HY7|do] Bodsln, HEe] gFoz
Azt Afslz Agitin BZdEm 9o}, o1F
2 I RAE 713 4] ¢r] wite] EA2s ¢
Q) 4% ¢ AQukE-g gAIshE A, & ster-
oid¢} HAAAA7} Ux}H oz ALgsT et

A. B R

1) Corticosteroid

Steroid7} IPFe] F AsAl2 AMEHI glon),
steroid ¢} Edol| di$ HoE= difio] g2EE ¢l
o, &FE UeE T FFHY dFAFo|}
Steroid®] A& FHUS F2 I7ZAN= YA
o}, dizl 40-70% BARIA FHAQ Z4e) 3A
o] vehta, ABA HAR R THE 10-30%3
oM Bty B I E T, Steroid 8ol
sl Yozt g3, drizte] oo™, zayajst
Aoz MAsiug 4F4ze] Askn®, BALAY
gt E78ka, EAREETP) fle @AlEe] 7
Hh8-510], steroidel]l WHgsh= $ApEo] whgEiA] @
S 8B vE FEE dokn Rasgloy, o
o] steroid | BAHNR), ohJH steroid7} U o
F7F & ol BAEE HU7) dEdAls 843
&t 22y steroid7} A@H]] &3 vivjsin &
3] AR3 e BAENME 288 R7guk ofy)
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o2 steroid& 27 g 2o Fre F4E U
I, T3 IR BxEe ol Al AR EAY
ol A3 A3l FAELT 7] wiiEel =z}
& 23 wWrugn g4 e sl AR
oBE ZA#Hor @ Aoz AZHr}. Steroide] &
Folu} Wy, = 77Tl ddMxz AFAHo] glovh
7l 1.0-1.5mg/kg(F : 100mg)& 2-37047
Fodt Fofl S, HAMIEE ZHAL, #7215 HA
o2 Wgg FA3, A4stE ZAfdle cyclo-
phosphamide 59} WA E F3tn, SHHA
U ol of 3EA] g1 2d2 fAEE Fle
steroid & AMA3](1-259 Smg¥ 73) 0.25mg/
kg7tx ZEsln 6719 2 1d Fol thA] FARE 3
o Al IHE JHE AANIHE A o
£3E 13 ol FAYL). steroidX8E drbeet
olu} djof sh=Rl= &AHA 9do, steroidE FHE
Fo oA g3tElE AUl denz delole T
Agdol g o= vk 53] I3k AE
IPF@A12d M= 71kt el 3445 7F2nggol
7} 3AEE 718k =719 methylprednisolone
250mgg 6A17RIt} 3-5U3E RAFIIE B, o
Zo] a77t vk A+ 914, prednisone 0.25
mg/kg/dayE E-£384] methyprednisolone 2
gmg 150 $H¥ HoiFAL o prednisone®t &
£33l A Hos BALAW 357 47 24
= HixE glou, dupd ez axprt e
= 4R b, SteroidF7] FAA 9 Hg-e 2
24282 moon-face, buffalo-hump, F=|v]5to|L},
42314 A, WA, Z4F(osteoporosis) ZHY,
x5 W=l Fvkke A Yo, 2¥€(myo-
sitis) o] ZAE 4 A, olzle] Ao, TF
289 715 AAA, H7F FAE " F
glooz IPFYA steroide] &ddAd AZL &

A
!

2) Cyclophosphamide(Cytoxan)
Steroidol] ¥Fg-3}A] ¢FAL, steroidE AMRE 4 ¢l

T A%l cytoxane] ojxtH oz Wo] AMEHIRL
steroid9} v|E AFENA Hol% steroide} B]R
3 595 Mtk 1uglct. JohnsonSe A%
o] steroid9} cytoxang wid 100-120mg &3
9o zAEE AT %v o] H=IAL
u, 3@ ol steroidt o AMES FollMe 22
3% 1080] Agetg o), cytoxang AR Tl
Ae 219F 39%e] APgeld, BAIgHc2E 9
27} gl e, AEE| Frkeke FAE B, &
3] TLC7} 71thx] 2] 60-80%LE BAEolA A3}
Zokn 213y cd®™®. = Baughman®sg& 3339
steroido] ®FE3}A] ordl  FAEC]  cyclophos-
phamide& 2F Y] $PAX 500mgS FAHFALSIA
18- BEES 50% oFe2 5 & AL &
k) 551 S

Cyclophosphamide+ nitrogen mustard group
o 43H= alkylating agent 24 ok F £& Zol1
Asre] 7158 gAIEt] ZAegrin d#iA ot
Cyclophosphamidex}aj= 71%0] g1z, 2ol cyto-
chrome P-450& 49| 9J3te] &3} & thgof 28
& 3oz, o] Aie] HFo| uie Fadln &7
A 99 2mg/kg AEZ 100-150mg e Fosi,
37 el ® steroid Erhe Eol4] 2-370€
Fglo} 3A5]7] Al&d}. Cyclophosphamide2]
Lo F2 27T FNE WET PAF, VI,
aW gAaFo] Jeng FriHos WAFFE &
Asled 4,000/mmPel S FABEE §ir). o]Lfd
284 U3, AT 222 IS 8YF, @A)
TR Q% 7247, 1EE € xRl e 'l
9 7V F A FAgoln, 71FLAe 4
Yol omz o] YA =S Fejstoiol Ak,

3) Azathoprine

Steroide]l BFg-3}7] %= FAHEO|A] azathioprine
o] Z37} ke RIEE 1971'dRE YAk ®.
a8y 4&o 2 Raghu®t WinterbauerSo] 279
& oz A o|FAAYATE prednisone
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9=x2(1.5mg/kg/day)e}  azathioprine(3mg/
kg/day, 1 : 200mg/day)& o] FoT A& ]
2% Z3}, AHZHOZ azathioprined Fojg Fojl
A A7l 3do] 9 Bou, BAFHE o
zpole itk B3t £ vpAY =X HF
ANAR(9E) AolglE #x7}h Prednisone S (
33%)°l v} prednisone®} azathioprine 235
Tl 57%2 B, dEAtelE AN BAAE
T AdE p=0.052 Y= don, R340
prednisonesol Hl&] AHokn B3P e, F o
B2 BAEL g4z 3 Iy Ft Fasi.
Azathioprined] F&go02 & T, HAl T 4%}
o, 2715, AeldgAEe] Ao 234
A2 2 g Wiz vl =t

4) 71et AlA

7) Cytokineo]u} A47Uat A

2 IPF9] ¥47)Ae} IL-18, TNF-a %9
cytokineE3 £3) HAa2AEA e ngd & g

M) 22712 (ECM extra-cellular matrix) o] §4&

2315}3, collagenase® o] YA BHaAE oA
3t AP oz Higo) sz TGF-8 5°] &
83 9Ee = Aol #ERd) ulet ojEd] o
T gdgAY, e g 2gA, == 7HA
487 (soluble receptor) &o| IPFA| & AL&E 7}
Aol Bou oz FEARGA |l FxEA
NEFHA = Z3ln o™ =3 IPF7L Hlxgos
A&E desie Jggtin JdEne dFAE]
o]%ol "ad HaEaEd et A a-interfer-
onEe) A83E oAs= cytokine, 4+8}}A|A) (an-
tioxidant) 5% FE4d e 27t e AL
us} go g olFd digt A7t dag Aow 7}
AT,

) Cyclosporin
Cyclosporing& TYH7E JAIskE FAl2 A7]|old
NA ARyre-g odshe BHoz ol AMS-HY o

27HA] HE AT AME-E T QU AR F
gt HAR-F B daloA 238 B340 Alton
52 steroid®} cyclophosphamided)] &X] %te
IPF$2} 7994 cyclosporing Smg/kg/day 2 5
ofsle] 6ol YAAA AL BAsIHL, AEY
g Azt AFAF7] Q72 ol ritEle F
el AMEEE F& Zojg  AAFAR'Y,
Moolman$-& 1039 $xJoj|A] steroide} &) A=
3te] 89llA THE HYou, AWrlsel | n
Y T F4oz 499X Fokg FUsA ™.
asez gog FIHYE Ayt FHE WAE
cyclosporin& AR o 2 AlL3l7le BAFE Ao
2 AZrgd

© ) Colchicine

Colchincine2 %% % 7154 Fd4 dHsy ¢
A AR Al ASEHE dAIRA 15E B/
oA AEEEL FIH, I Mg HA
BaEgcH®, Rennard 52 colchicineo] | Erh4]
Al¥7} fibronectin® HERWAAE7|QA HAEA
E4(AMDGF) & #¥gk= A& HAlsite A&
AT Aoz FslajAl™ o]Re] IPFe] A&
o ALEE F 9 o2 EAE AR,
Peters$& 2349] IPF#}9A] colchicined o
3 Fof 22%9Me £HEUR, 39% N A
HE S8t 537} ok Haskluh'®™. olg 2
7}8 m2o] cochincine IPFo|A &7} 2 7}
S0l 1 53] Rapgo] Az glv] dEd oz
H g d7t 248 Aoz AztEd.

2 ) Penicillamine

Penicillamine2- collagen®] cross linkage& A
e A2 BR A9 BT ALE HDE0|
A& Wolg}t o} 2 577t o] B w7ARE gyt
AN E A3 G Rol & Aoz Y2t
.
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=) 71g

Vincristineo|t}  chlorambucil5-9] H A AL,
ribaviring & F-vjolizckAo] the FAHnEo]
Rorhen, ofme 1 Kapt EHYsI.

B. 3&H A8
IPFE ofelbd $8%e S98 4+ Qs o4 38

g ¥ Aol WYg = ARy JE s}
A nad A=r) Was).

1) A&A Adafe] 4 3F ARS8

tAA e £EAY, £%A Pa0,7} 5SmmHgo]
AU {44l (cor pulmonale) 0.2 $-2Z AR A=A
o] & "ol 24417 A &AH]N Aba Foj7) Had)
ot =g FEE FA3k, AW 888 oVl
A7 A& AYARE k= o] asit).

2) §¥F A8
HEWDELF| 93t ARDFo] A A=
olx=A 59 Byt HodH, HE AEHF] U
Aol ol9ox A AFARe] FREHUE vt
53¢ nefslo} sla, ] ZEFTTo] A AHA
Ar¥Zo) ARl Ade AAAF A
T Adsol gt IPFAA 2 Hp@g3e] vwrt 2
7t8la, T steroid X B QSN = 7AAF] Aol
S F7ket. E§ 71§e] & Wished, IPFEx}
oA A7 71FL #Hrk B solulA] §7] WEd R
7t o e, A7 FEAY 2 SuiEE slof
He 49t 21 g2 & 92 P|x 3.
IPF3AEo A Hge] Wyt & A & g2d
rF o] shtolrt.

o

C. 5 o4

27] IPFgRd e ol glols tE A5 2ol
gic}. IPFE= #art Q= g A3 Agslz 7|54

g 2 A¥AAGe] FriEo] §F Rt o] d=
el #7iet RV BF A= o4 A HE F
2711, B ZEZE T gong 4F o)y
&9 /M F& H3Fo| H, dAz By} g
109 glo|Alg Algshs Weultt o4 iR} A4
71&0| th2, dwrFoZ xte] AL 604 olE
oli, A% HrIFFNZ it HE717bo| 67/HHolA
187H’é°1144°li(3ﬂ]71% ZAAPE TLC 71U A1) 60%,
D.COC40%, +3A1 AaDO2)30mmHg), th& 7]

.21 QQOM RANAGo] Fubelx] ka1, Ao FIS

£& W FHof glojof s, F& A steroidX|5E
Pt A%ele 4% PF U B AEe)
oA steroidE FedAd A3 FUE 5 9l
' 8454 dasln o

. viSold ZHd HiEy

olA7tx)= NSIPe| tigh d7E°] B4 genz
Katzensteins-2] 6439} d¥ Kyoto groupel 31
g H1E ZAZ s, 32 UIP(IPF)$}e] xlol&
s B,

BxtEel Aol A, F 345 IPFe} & o]
7} glo} Katzenstein®] 459} 22%0 A= wad
o] Fvrd o] grth. IPFe} 71 Aolrt & AL
AgE g wrixle] o|#r)zte 2, Katzenstein
o] BAEAdME 94%7 1'delH(HE : 8.170€) ]
3 KyotoellAe 5Y—1204(HT 309)2AM
IPFEc} 84 Foich. E=3 Kyoto@zlatol A &5-%]
+ UIPRoE= ¥ier) ©gtoy} NSIPYA % 10%]
A BFAHAUT, SH-BOOP#A =AM HE &
2] goktin R us Tk

Katzenstein@ A2 16%0A= a4 Age] &
wEQln, 53 HRE2g8AEdAE NSIP7E 299
Z4RT wA GEEdh B 25 AT 3
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FAZ A AV FF o= $PHAR L 103
(15%))lAE 992 A ot ARy
WZEE LY T 237 &Y W] Ae
o, F/14ojde] ARDSY, #EHeslE, AF
HHESE 4t 8AER 29 qlo] NSIP7} 5
4 B otz olg3t dvH] Ueld 4 Ae& AAL
dqich. 2oz Aoz o A oid
HE Gsio} 3y, =P FAHBLZTIE 2P A
8] TR F-g A oF B} ALY o 2E o
2o @AEA CRP, ESR, 39 3450 5
7¥8t993, Kyoto®x1E% NSIP9] 57%014 ANA
7h FgoloA, IPFEAIA (34%) BT B YHE
& 24

2) AR 24

g F% X-4ddMe NSIP9 35%clA 324
TEA HF el BYa, 22% M - EA
B9 &9 FEHJH(Kyoto).

HRCTAZo 2+ feluetel ¥ Fo] 799 NSIP
BN ARGl ©508 EE ¥
738} (consolidation) &Golu}. EFA 7 Hade] &9
3} ¥ FEFAHoz BEHUY L Busie, At
BEF 1970 ¥} R, de ASdAE
BB EHAY Bo] IARAUTHL BuslgH™, Ho}
FHEE IPFo 544U 270, NSIPIA%
26%9] ¥ALEClA] FESAL, ¥ BOOP A=
¥EE AT BaFic

3) 7)s HAkxA -

52 NSIP#zlE9|A VC, D,COSo| UIP¢}
Hi=EHA ZAaE oy, A9 PaO= 71%004
F4astd 238 IPFRASHED H4aadZo] 4
AEE 2 (Kyoto).

4) BAL 24 :

NSIP9] tREMEe FHNEF, d97%, 3FF
%, BT %7t B bl Age 2ya, s
o] CD4/CD8H]7} 743l BOOP3) uls=3k A7AL
HEgoh v NSIPEAES 16%4=  AHA+
BAL &7Zo] &&=tk (Kyoto).

5) dF 9 X8 H:

IPFs} 7% S8 ol v AL o Fz2A
IPFAXE 5AF 74%4 AlgelAy ofstds) v
& NSIPolX= 74%90A4 54=%0%, 3] I, I
TAME  dstEAY APl floiM  NSIP&
BOOP$¢} IPFe] 573 =e] & Holx e
AZtdc} (Kyoto). Katzenstien 5% ZAgjgtgo] 5
AE NSIPEAES 11%0A47 Abgala 83%9 A=
JEIAIAY G LU & AFE Blokn K
I3t
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