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2332161 (74.7%) & 5D, SLI%NEIEE] - HE, 3)
FEAF AL RV MENG S (NSIP ) 1T 82188k, 72X ThH
D.

AEFEIIZRILF CEB SN BB R T —4 %
A, EITORENCRIT D IPF OIRFENER L O
DAL, WEERE, FRICET DHAENIEEIT- 7
DTWETD.

-
—

AHRE 35T 2 BRPRIE A A 2 35 < R PRI
MERE O 3 A (ALHE study)

A B | 38 M RRHERE (IPF) i 2= O R A 1
HHER OBWIREN R+ TholZ &, BLW
e HHEE RSB AE ] 2 & D 72 WL R R & 5 7=
DHIZ, EMERATFHFHEEIENRECH -7, 1k
WEE I OHBRTIR & 572 0, ReERBIERZHROR
LT, BIEFZE D2 TOREEZIL,
LA BE ORI TR NE I Bl o 7o BRIE 7R R A e
ITLTCWD. Z0Z & bAEE L IPF O 2 HEhE
DERER M TH YV, HARANDFEEHHER & LT
ZHEERE. (B8] AeyEE Iz BV TIPF D%
WMEXITO 2 &ICKY, BARADIPFDTFEREFR
WERNZSDEREZHAGHIT . F - EERH
iz kv, Mk - AFEMoOZEERET 5. [HiE]
2003 4E0 5 2007 IR ER BERZHE & LTH
BRENTZIPFERESS3HDBET — X L BAFFTOL
MRk & 0 [EL L7z FiRRE O R A2 RE Uiz, T
HBIERE - BAEE, EFEE, RUEK, P
W Chsd. [FERINPFOFFHEILI0I7AX10.0 A,
FEAFITI0T AR223 N TH - 7o, FAEF i
70.0%%, MEIETIZBEMIZZ L B32% 2 57z, AfF




TRMEIE35 » ATHY, BROLZWETHEET
PEIET40% % iz, MiEIC L DB S 11%FF
FEL7. THRETFORSTIE, BEEMRT X, 3
LIEOH L8, EEEOEWVEE, LFFEIRMEESR
53 FE (Pa02) DARVEE, % fififE & (vital capacity; VC)
DIRVEE, % bk B IYLEEE (DLeo) DKV VEE,
YT 7 7 H 2 NEAE(SP)-D B L UKL-6 D\
B, KB N TEE (bronchoalveplar lavage; BAL) HF
HFHERIEROBOHEICBWTHEEREEZEZRO. 248
BRENTCIX, ZWREO%MMEER, BEEE CHEEES
D, YMTEEN R BIRS TERICEAE LTz, [#
Wl ZOFAELE L THAANDIPFDERERHID T
BADNC o Te., BRKE i LT, B RO X,
FECRENC &5 5B EOEIE OF SITEWV DR
W HAL, IPFIZIVCHUR R 2= NEBZE N TFET
% AIREME DS RIR X LT,

, &

v

Q)IPF & GHEDEEERE
TR S M TR 1 i 2% A DR EEA T B/ 0 1% 5 6 Aol oD — IR
1B LAE DAL ARRIEIC B4 5 EREIHA
— AR I B 2 B R A —
H AR N OBVE M2 & RETT e B3 <, %
PEIEIC K 0 BUERY R BB MR 28 D SR B IS R A
WD BN AT, MEMME %A OF L i S
F LT DBREENLETH D, PIELFERE
WZDOWTHE, AR Z 1T U OB E N2 ST
WA, FOEEILMETE SO TR, FF
WAGFHRIZ WL, BEMEDY X7 BNERE X
N AL FRE O ERREIMENZ &R —2DERK &
EZHID. MBS HEO A FEHMERIC
AR 72 TIRACFEIEOM P LETH A, e
@ﬁ%< BRRIEANTOWTITIE & A EHEN R
C Be U, AIRREI T D REYER) IR L FRIED
@ﬁV/%/wLE%E%_ﬁﬁnwﬁmmﬁmﬂ
Lf?yﬁ—b%fw%ﬁ%imbt 2E 175
HEF2I8FEFNZ DV TERIZENE LI, BEER
i@fﬁ% PO 69 5%, PERITIEBEMEN 6%, FHk
BCIL AR 36%, R LB 25%, /i ia e
26%, MIEMHERARAILUIP /¥ — 2 2353% Th -
7o, ZWRALSERIEIC B U A IR O FE AR 1T
278 FIHT 4551(16.2% ) TH o7z, “WRALFEEITE
FIRENKIT0% % 5D, R X /LVEANED
RS, AEEENI53%ICRD N, KFHE

IR

TIE, A FLFE R, TS,
T OEFRFIEEN LTV, Wb Sk
TOBHENREVERS A B, FIER IO ZRG
D DAEFHIRIE, FHEFUNSCLCAY15.7 % H,
86 # A, SCLCA173 % A, 9.0 » HTh o7z,
WAL L B AVEEIE S E R I3 P)EVEHE & FfE
ETH D, %% DIRFEETEMBDPR L TE
0 AFAE D B TREMED & EERTRR OB/ L Y
AVERETAHZEIIRELEEZ . TIKIRE
BLO—RIBE» b OEFHRMIL, ke, 3
NG it S L i 25 oD RV ME 28 R OF IR & R
DIRVERTH -7, L, KRE Tl kb
BIENENE SNTEG O TORFTHY, THE
RGN S FREMERE 2 bivd . k(LS
FIEDOPUEESIIY, —RIBELVIET 27202
IR O FAMEIZ — IR & D EEICFHMi S5~
xLEZD.

T LA, )X

@) BB ERBADORY) &
2 P I P i A S R
A [E 22 fagk OB MR EENZ 222 Wl A2 %G L LT
Fhe LT FREORRIL, SFEICHRE LTA
RENTZ., ZOREIC L0 RIS T B @R E
ik DIREGUR OWEENBHUR TH D Z L AREN
e, BREEFEOEELREENEEN TN D.
B, AL/ %y v TEICE D SRR ORIEE
NI TEY, AMBEOHE THLHA L
IR BEREBBIE R E R E Ll h A T A
t#t%%/ngG#W@ﬁybi7mﬁ@ﬁéﬂ
7o (B R 21 45 FERF 2230 25 3 :187,2010). ¥ RHZ B W
T b B EER BN 2 3810, RBEEIC L A
A algGB IO IgATR DA HMEZKRE Lz (H
WEIR £ 56 49:717,2011). xﬂﬁ&wﬁﬁmﬁwﬁé
PEERRFET 5 2 k%%%%ﬁaﬁkbfﬁam
£ TSBEERBERMEDOZY k%é%A/
#%yﬁ%~%mm%%ﬁn1%ﬁﬁb,$$§
TR EE % F D AP FE A Akt L 7=
FEGEHE EOkRE L, ARMER CUIP /S
Ho— 2 LW S ATz 18 B B it 4% (CHP-UIP) &
IHME@CN%%@%W%@%#%*&&U@%@
CEAERREEMRET A LEENS LT, £
MAHWFMMMﬁ@ R BV IR AEIE & 18
BRI & DER) ZFEE L. TOT7RE,

v=
=
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B, TV 072 +EIMHRE LR, BiEE+
EOIMERUE SIRAR, MG, NENERE, JE,
KRB O F& X CHP-UIP & IPF/UIP TZE AR,
D 9 WD FIINFEZFRD 7= (IPF/UIPEE T ). 8E|D
FEFIIL CHP-UIP & IE?2 & 417223, IPF/UIP & &% L
TROBHILE L CiE B b U ISR EHEAL O3, R
BRMERBALOSA, T W T AEEOWE, /)
PLREORZ BT bz, —F, IPF/UIPDIER
RIISENC L EE -7, CHP-UIP DIERNZA A 22PN
REQICATA v JTHITICLVBRR LA, /I
PR OBSE N EBZELE R LIz, AEE T Lo
WEET LinxbzED /-

BITIRHIE B2 A 9 2 Fr R YRRV E P % D fsk 3t
Al oA — MR ~ PR~

[Ex] 58, resLLCBERRORBEEEL T
STRWDMBRIR & D BIE AN BE oA D I M S E B
PIEHSNTWD. 2 b DBFERIL, MEHICL -
“C undifferentiated connective tissue disease(UCTD) ®
JIR 2L,
CTD), autoimmune-featured interstitial lung
disease(AIF-ILD) 72 & & MEIEH, ENENERD
WrERERRIBE STV A, LavL, Zih OFEM
Jifi e D BEE LT 2V T+ iR S Tunvie
V.

[BR9] FRFs e BT (IIPs) (2 35V T, UCTD,
LD-CTD, AIF-ILD7g & DB KRG, THkOE
WEHLMNZT S,

[xh5: & J71E] 20134E4 A 2> b FHIC1IPs & 21K
SNTERUES 288k L, ZhuskdkE, AimE 0B
WIREZ1T 5. BERFOBRIEEIR-CE Sl & x
MEFERIICHERR L, 1 BICRIBZ BT 5. 5B
20134F 12 £ TORBIER x5 & L C PRI
T o7z,

DR SR] 2E 372 55T 0 THEE B 7.
201344 A B [RI4E 12 A & TIZ1IPs 38 FEHI (F 1429
B, LMo, IR 67.6 ) A BER S i-. IIPs
DML, BRI VERTRRHESRE (IPF) 17 1 (44.8%: FEA%
ZWrs B, ERERF Wr1241), nonspecific interstitial
pneumonia (NSIP) 241 (5.3%), cryptogenic organizing
pneumonia (COP) 3181 (7.9%), unclassifiable 11(2.6%),
MBI 1561 (39.5%) T o 7=, 384D H b,
UCTD-IP id 14 11 (36.8%), LD-CTD (% 14 {51 (36.8%),

lung-dominant connective tissue disease(LD-

%

AIF-ILD 1 841 (21.1%) IZB W T E N2 N DO W FE 1
e L7z,

[#Eam] HR LIPS EH D 21.1 ~36.8% (21 TR
JFR & OBEMREE DIz, A1k 5| X X EFIR
BLOEBHHEZ R T 2 TETHD.
LIRS FEEMRMEE ORIm E HE £
g% HL [ = A — hJFSE

P& AR % 7 & B IR RIS B 0D Rl A HEE 3 T 1R
THEFICER R EZRIED Z &SV, BEEICE
7o DMHEILIRZE B AFIET D LIERRHEIE” 131960
FEREIVBEHICHRE SR TS, DAETE
1992 FFA4 612 K 0 _EIERRBELi#RMESE (pulmonary
upper lobe fibrosis, PULF) D AN HER S, Fhn
AR E L. — T EFEETIE, 20044F (2
Frankel & 23 PULF & RIER D44 % pleuroparenchymal
fibroelastosis, PPFE & 44 L, CHESTZEIZZE LT,
BAE, PULF & PPFEIZISIZFEROIRE & Hln &,
[E#2A91Z pleuroparenchymal fibroelastosis (PPFE) & U
5 MEFRICHE— &7z, PPFELY, 1) LIEICIR/ET 5
JEB (WD D HEA), 2) FIE LB T HBEICE
AN AR R T 56, 3) LFROIRZE & I3HEN
7o THEDOHETIZUIPEROWE & H ¥ DREHR ED
T A LW oD, FTOREED o TEkA 7
FEENR & 5.

PPFE I 2N A TH DB ED D DG A
2. DREOEM ORI L 2EMICHET 23
HINTAIVE TN DR ENTELEDR, WEELE
HROREICE S OREROMIUIMICHTES
T, TOBEERQMAZIEGTHEOE 2 IZEFTE T
ey, BREMBMEEIRRRETH Y, 1ER TR
B AEMIZ TSRO TS, SEFRBEORTE &
REZITHOZENEEND.

WFSE o> B - PPFE O & MR RE & & o 7o
BRI E PREFILNITD

WrgE 1k« MR 3L = A — ST

(5) B DZHAL
S| MR E RO CT 2 Wi B E O HE(LIZ B84 2
e (B )

HAY @ fkx B8, KRB, HUBIZET 5ER
Axig s LT, CTEBZW EoES|MRE IR
WX AEREARE TS, HiE  OEAMERE




H LT 57 NOERMOYEZ FIC, [ESILES
73 HRCTE %506 22, 25| PR STHLIR & f
WiCTEARREIZED 1 ~3D3BEBETHEL (1=K
EE 2=FHEE, 3=mKFEE) iz
Reference Standard & L72. fk~ 72H 908, &5,
I BT DIEM A N ZRIlE & LT, F—0mE
GEFERRIZSEL, FHMIEEKELZ. FH1EGREE
BRCIL, Fleischner Society ™ FFEE DA X
HEL, F2lEFEEER T, FAGETHERE X
PLAR X R E MR 2% / FARMEE (e L TIRRE LT AW
HEYEMZTHE Lz, 7HlFE OH)E & Reference
Standard D — B Z EAHfH X ew THH L, FME
BNCE LA & 2 [EFE EROwWEE, tiaE % H
VMEREIX M 95% THE L7z, KGBEIREOE R L2
L EGRV R O, KT REMG 506 % TIERE
R, B IERVE M2 (RRE - &R
Mz R & HHBEMEME), [T - markEREo
B MRS (R - B2 E L WA
PEffiZ), THIEEEER ) (A L. FFHMEE I
£ B 3EEBEREM A D EE L7 EHME & AR I
X0, FREMAMEZLTOLIICHE L LB TE
SIMERE ZIEIR & 585 LIS (P E = 2.5, FEYE
RZEME=0.7), B L CEIMERESIEEEE L
TEFI (CESE= 1.5, BEFRAE=0.7), HEN Z
FRASFER (1.5 <EHE< 2.5, HEHEREM>0.7),
DAt ( EFD DT OIEGIRIFARIC & 8 S 22 W EA).
FIENDOER BRI I 2 EERIRIEEE O 450 &
F, Fisher DIEFEMERMREIC LY, (FHEKHE95%
THRE L. B2, ERAREEIC, S1EEHE2
B 7t 5% 5 B o> [ C 4E 41 B FEAT O o3 A 22 A FR S,
McNemar R E % VT, EFHEM 5% THRE L7z,
At . Reference Standard TIL 176, 1241, 2141%
HE(E EEBIURE, HRE(EEEGIRE, SRR
L7z, B 1EE D b5 2 EFE ER Tow 23 & E %2 R
L7 REME 1241 A (85%) C, FHEEF 2B/ Oxwll
FWFn s E2REHREERTEVVELZRL, F1E
EE2MFEEEROB Chw IR FRAEEELR
. JEBIBIFHECIE, FEREMEMRZECIEBMERE
PERAR 2 BRI & T 2 ERICRT L, ESIMERE
YRR E T E LI fE G & il U CEMERE LR
LI L IEAIDNEEICOM LTV, A - #ia
AR 0D FEVE MR i i & B IR EE B2 V3 E DS 4%
PRREBIDSZE K 5 A LTz, FERVE MR A & Ei e

(ESaaisiit ey

HIRFS & T 2B DA, 2B 11E & E2EFEER
DT, EFRFHEDO D MICHEZZRDE. fim:
B 1M RUE SRR I IR B MR 221 K 2 &8 Sk
REITRRDERTRE L TASIZHBELED. B
PERAEALPER B PR TR b 2 KB DILIRIE, 2
SIERE SHLRE & L THBRBHELFT LN TV D.
2tk - EEVERROMEMEMREICE T, E5ME
K[ESHRROHE IR TH Y, HERHIESH
TUNZR0D,

UIP o {5995 B2 LEI | Z BS 4 2 AP 9%

2EIT A b DFEMBRET N R I TV DB,
NSIP DAL SN DA O FRIT IS, 7=
temporal or special heterogeneity & fRat L 72 % 0 & M
V. F T, IPF/UIP O CT 1 & B ARG D XT b %
WL, 1. BAPMEBEAYMEBANG, 2. MEeB, 3. /hEE -
AED R A, 422 - RERIAOARE) — SITxtR
TOFTRERE Uiz, BAMERRIME BRI RIS 5
CTHIL, TVHTAEEERIZT D, A RHA
NERNKIRE, BAMMKIRE Ch o7, BEEREIFOD
IRUTHER DDA BN TWIZ A, RIEEHED LR &
JE PRI ORRHELIZLE 5 BIAAIZ L 0 TETzDH 3
(Besm DB & B, ESIMRE RO IEERIC
Mz, C.EBICMESEEFEEED bRk D R %
IRIEMED S D ITEN B 2o TN, /NIE - HiTE
PEVVFME DA RIS T 5 CT I, PR S HE L
7o, A NERIFREEDO R RE, B.RAE X ME R
DARBERIRE, C D REE ()2 z T, hEN
D B RE BH O BREL & S i 5, D 2>
ONDEOHIRE, E/NENMIRE &/ - T
WM SRR IS Uiz, /N EPLOMSRE X -
BRI G OREETH O, F/NERIERDRE
HHIZED R OMMEAL TTE BN o 72, 220 - R
IR — SIS T TR E LTI, AMBEET
EEFEOMNE, B, NENIZEFEZET EETR
IRIED2FTRDY, Z2MIRY - RERAYAR L) — ST L
T, BB S B, KBEED 5 FANEE L
TND Z & E/NER SRR & B T 56,
REZRELRBET H70 T, MIEEDEOMRE
fbERBL 552 81%, CTEHREO ETHIICR
NTHEHROBRNVEETHD.
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. BRER&(ICBEY 2R
KL-6/MUCI @ 43145t A3 35 KL-6 B J i3 3 58
- fEEE COME -
13 KL-6 fH 2 $LE$ 2 R F 2 ®e+ 2 BT,

B B A A X 72 MR 2 R8I, MUCHER T4
B RO FKL-6 D4yFH A XEfEr Lz, (K5
FDOKL-6/MUCLEZ BT HHE (T =/ Z A T AARE)
T, MHFKL-6/MUCI D32 RoRF — 0%, K45y
T3 RO & (L-alone) TH - 7283, KGNz T
P4 F—ESFDKL-6/MUCL % H T H8(P =/
A T non-AAFE) TIE, M Ny FRF—
L-alone |22 TH 43 F — @& srF-3 F(L/M, L/H)
HLLIEE ST /N ROH (H-alone) 78 L, B4
FKL-6/MUC1 I H~FITT 5 (efflux) BEE BT L
720N (non-efflux) BERSTFAET D Z LR S hvie.
HFKL-61H # MUCL ¥ = / ¥ A 7" & 1L & F KL-6/
MUCI DR RRZ — 2 (IR RBATEIRE) 258 L
THF L& Z A, non-AARED M IE KL-6fHI%L AA
HrovbAECEMETH-. FIZ, KL-6/MUCI
OMPBITEREZZE LR ik, b cEaT

D KL-6/MUCI 2349~ 5 8 TH B MG KL-6 fH
BETH-7. ULy, BEFICRIT MG

KL-6fHIE, EEMIZE S TOKL-6/MUCI %A L,

-
k]

Iz TE5SF DO KL-6/MUCL AT+ 5T
BEZRTEEZ BN
BEER Bk~ U AT /I ET D Thl7 DO

GAZBET B SR

[F =] AMEmEERIE, BREORRFRT
b & D G EEHORRE (Saccharopolyspora  rectivirgula:
SR) &M L7z~ AET VI L B IRED M 3
ATEY, IFN-y72 EDOTh RV A b A 720 T
72K, IL-177 EDThITH A NI A SRR
WEETHHZEN, IL-17/ v 7T U b AR
PLIL-17 5k E 2R L CGGEFl s v Cn b, A,
ME#Fh %) (pigeon dropping extracts; PDE) % {3/ L
TREBEEREMER A~ Y 2AE T VEER L, Thl7,
Thl, Th2F®% A bAoA /@Mﬂiﬁ&o PLIL-17 HLIR
AERL, SEHICHITA2ThTIRYA M A 2D
e % Fat Lt.

(5] ﬁﬁcsmuﬂ?@f’év v A% vy, PDE O
RRE R Y, BEEIRBIERRE T VR VR
L, comrolﬁi, PDE % 5-8, PDE/HTIL-17 Hiikig 5

_10_

BEDIBET, MRELAR O REAR AR, mRNA,
BALFMI/ B ZDUW TS L7z, $72, PDERE Tl
day 0-10 1272 T ORBOHERS L IRET L7z,

[#52] HEYufa Tld, PDERGHE CAIEMADE
M, VU EROBEBEREN DT, RREANIC
F4/80 G MERMIRR N 22 DAL, WA 7 17 57—
CORBENEz b, BIL-1THEETCE, Vv
IREREFIRAEROAERBA R R 7. Fifg o
mRNA L, PDERET, [l117a, H17f, 16, 1I23a, 1110,
IFN-y(Ifng), TNFE(Tnf), 1113, 1157, controlff L v
BEICERBESPEIN L Tz, FCMIZ L 2 BALF #E
T, PDERE T Siglec-F'e", Ly-6G**, SSChe i (4FBAER)
& Siglec-F™, Ly-6G"#" F4/80" B (If FER) 3% < 7
HiL7e. Day 101238 T, control B TIIAFBRER2.5
+1.0%, HFHE04E02%TH2HDITK L, PDE
I%af“c VL, K 69.8 = 3.7%, i HER 7.4 £ 1.1% Th >

- BLIL-17HLREECIE, AP ERSE T34 £ 0.5%
}: ﬁﬁ* IR TR S (p=0.0424). F7=, PDERE
B D REFEE T, HFPERSE A day 2T
404 £39% R ERD, FOHRBAEMA RS
Aic. —0F, GFEREK R L OVBALF #Efa%k <l
day 10 F CHEIME R A3k L C R b7,

[#57m] PDE % U 7= 5 BEL@ Bt 2% % ST
L, r%ﬁé%ﬁﬁ]ﬁﬁ i~ EREESEE TV B D

, BHEHISOSICIL- 17 BREE L TWAZ &%
’ﬁ?m L.

IR P A ARAME ST O B IRERIE R IZ B IT D AT u A
R 7L AR B O T2 OV T OMES

R FE M B MESE (idiopathic pulmonary fibrosis: IPF)
DRIEIITISNTAT B A RV AFEEZ AT
L0, BHEIRIRESIR S XL OB E TRE 73R T
H5. 4lEl, retrospective chart study & L CA 7 21
RSV AEIE 28 A AN O T DWW TRENT L 7=.
AEFIEH D 14 H LA DB 1L 18.4%, £ L T28
BN 21X 31.6% C, 28 HRFERTHEFL T
TH 1781(65%) XN TR EREIR & & 8 CEESRIRIE

DfkFE A BHE L L TWHERITH 72, AEFIER
EAT mA RV AREROBIIZB N TH PER
BT, BHENREEN I L D IR WEFIN RK¥-%
Tz,




L Pl ARAREE oD SR M E0IZ B 9 D TSR

TR E b BE R L2 3 1 A ARD TR 72
R TCh D, FEMMMEEREDCTIR %%
AMEICTAE L, RIS ORRIAHER 2 et L7z,
T DORER, WO EH R RIEG RS LD,
BHELOETT & & DI, WEBORIHZR L R DA
BEBINEL 2o TW 2 L, ThbbREREN
HITTHZ L2 RWVELE. RSN
FEEMRMEE CRWE SN R THh L0, SEO
FAAS T R BT BRAEAE (RS 1 SO S i R AT
Bl OB T O BRI R FHRE N ETT 5 2
E BB IR o7z,

Tk Ba N IAE TERE L TE R
\ZPPFE & W Sz 17TERIOF DG, ERCT % 1
FLLEOMET2EU ERE LTV D ER . 4%
AT

MERRERAE T2 6 e ~ FAHE L ~UL O IK W T Bt
M 2R D B KRR (TDT) & & KA1 (APDT) &3k 8
72. APDT/TDT k% FEFIIZ 3 T 281D CT(1.87
E~527FEDORBIB TCTAREIT S TW5) Tl
L7=.

FER L BE  $HIOEE 1[ED D APDT/TDTI0.593
+0.081, #2[EH O APDT/TDT 140.534 £ 0.053(p =
0.003, paired r-test) TH YV, FE2[EIDHD APDT/TDT 23
BFRIKMETH 7. ThbbREMEAHET LT
Wiz, EREICHIE LZZFVC S #F oI &M
KTFLTWE.

SRR RS BN LTk, b E
BV TG ST & 72 PPFE/PULF IZ B 1) 2 #5100y
REEFTR TH LD, TERRTMENIIAE LT A7
ETDHRREE TIEARONETHEZNDb -7, il
SHECB T2 e BIE s i omEsRIc S & -3< Il
PERNED ERICHRT 2 EBHEMESOER THH LD
W, BRMEALIZ X B B OO MBI G 1R T ER &
HEEREOEREZRI LI DI ERNHLNE RS
7.

L BE PR HEE 0O FEIR B RE DHERS 1~ B4 2 4T

17 1 0> b B il R AERE (PPFE) (2 38 1T 5 IR A4 RE %
BAMEIZHAE L.

FER  WIEE TREMEICK L CFVC 28 80% A0
JEFIZ3 1161, TLC 723 80% LA T D FER A3 14 451 v 8 45l
THoio. EFHEIMEICK LT DLeo 23 80% Al

S e

SEFIAR 13686~ 7. LA L 146515 10405
LR (RV/TLC) 28 FHME % LT 120% 2 #8 % T\
7.

MRS RE DEERHER FVC OEE) % 1 FELL B4
TEIEFIN 1565 - 7=, FVC DLW ERT D R
[5-145% ThHo7=. Lo, 26D FVC O i
FRITHRD THRERTH Y, Mo 13402723 <
H— b L CEVWRH LN TH 2.

E 5% . 2012 4F Respiratory Investigation (Z 9 %] D%
FEMEPPFE DR BERE DR 2 s L7228, 4 EliX
Bz 7B 2B URET L. T8I b 72 &
\ZE D, FVCOFEMBDENE-203%0>5-14.5% &
RRBERDNT T2 T2, FNTH10% % D
DETHY, PPFEOEITIZIPFEHEVED L
WEIITHRD.

L2 L, FVCOERTARHMIC D ild T
PRREBIS 2413 > 7=. PPFE & W\ 9 i 72 Jifi S e
BWTHZ ORI T heterogeneous TH H, 4
EBITERZERE L THRFTTA20ERSH 5.
SBEIOMEFT THEIFENRE NI ELERINE.
il B OB L IX FIERAL O UUHE & FEEDO B RYE
BRAERL, BREO A ST, TG
LD EED & 5 1PF TIEBEKERILT L AE THET T
HY, THEICKERBLEND DH. BHALRER O
Y S PEAL OFRE D R KR OB B LR R
Llpotn.

IPF & 2 W STV 2IERNC EiEF o iz L
TPPFERRDIRE A BETX 5 Z L i Tt
F 72 EFREHEAL OBHEE N H - TH T MBI
BIREIDLLZ LI RBTHZILETHS.
PPFE I3 72 i SR HERE Tl 22 anh Liv/ev. PPFE
DIPs DEEEDFICEG Li=Z &ic kb, S%IER
WEREMTHZ ENTREIND.

=
Iz
/T\'

e

SME S BEATRRAESE (CPFE) (T A 1T 2 Jlilife o FH A2 &

HAL ORET

CPFE %, W ICHIET 2 EMiZ5El, Thi
DI 2 B L 45, ZORBRIE, MiSE &
iz mRICAT D2 Thambnsd. CPFEIC
AUt DI, RIESCHRRMERE [ & 0F 9 2 Bl
LD FHPENZ ERRESNLTND. ZOKRR
2 % B2 CPFE O i iz >\ CTHEARTY, FEAEERAL

DWW THEME &RBERR D & B a2 2 7.



2013 4EEEOVE AMERTIER I BE 3 5 SR AR 9T

RERIE, 2744 OFEEFIZ DV CCPFE % & {075
TR 2R R BB fEAT L2 & T ACPFEIL, 364
(13%) % 56>, FHKHE, FEVEMERARIZ R L CRMY
B ERENZ <, [UELEMIE N EE DO JED
HIEELTNDZ ERH LT o7z, E72CPFE
B R RI _E O L2 R b b Z &
B ST T

)

REFEPERTRRAEE BB IS H5 1T B I A A~ — T —D
IR H9 2Rk DA ES
[BRY] B2 ARAERE (IPF) B ISR T 2 Mg
NA F~ = —ORERFR B 23T L, keI
My 2FHAEEZHET L. [FIE] 20041 A ~
20134F9 AT 4B TR SAL/ZIPF 92 & xlge & L
T, FERBERER A O 1FEMOETENFVCS 10%
(HDVE<200ml ) F 721 DLco< 15% T D IEHI %
slowly progressive B ( SHE ), 4L E 14 D
Rl T IR RERR A D 1 EER DX TR FVC > 10%
(zibéwizzoolnl)if:eiDLcozls%fn%émﬁJ%
rapidly progressive # ( R#¥ ) L EFRKL, ZWiREDE
BE, WA, MR, TaR, Mg/ 1 4~ —
I —EORIRZE N, SMEEEOFE, THEMRE
U7e. [#E)] SHE 59 & REE 3BBIDOEEEED
B, FIEISP-AIZREECEAEZ o7, BIEWIF T
BRI A U EGNESEEC 13441 (22% ) Tho
TOIZH L CREETI6HI (48% ) EEEE o7 (p=
0.014). SHE, REE, SVEHEELZ RO TREFICONT,
VEMDNA F~—I— DB ZBE LR, S
FHETIIEMEZBE L T {LEZRD 7. —JF, R
BT, PIROEITT 2R L7oRR (FEER) 7o
WoT6~ 12T HETE 1~ 60 ARIOEHEIZAE
LR inoTon, EHEREZED ~ 60 HRIDY
el CIESEIC L THERICES LTz
(1.15~1.220%, p=0.014). Fi=, BMHEEELZ4ELT
ToIEGI T, HEEERC, 201~ 60 ABiOEEHIME
LOEBESRER (122~ 1481%) 280, TORE
FESHEL LB L TR E Mot (p = 0.001 ) R
LA EBEERDRP o7 (p=0.63). PR
DENA A~ —H —DOELRTHE LtROC iR
{22V T, AUCIEKL-6 30.73 ( 95%CI: 0.61-0.85),
SP-D 728 0.73 ( 95%CI: 0.60 - 0.86 ), SP-A 7% 0.72
(95%CI: 0.59 - 0.84 ) Th o7z, BEFMBENSDS

LEAETFRRIT, REE (34.4%) D3SHEE (59.2%) L0 ARE
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pec=s N

Thole (p=0039). [fFE] IPFEFOME A
Fw—H—IE, SHERBETHENERY, 12
NoOFESEKE L, RECIIRIRELEZHERT D1
~6H ARG EFEAAZ R LIz, Fio, mEEE D
(AP EREC L D K& R ER AR, M A
A= — B — ORI IPF OFREHIIC A T
B B ATREME DS TRIR STz,

TR

p

R ZE A T BRAEIE (IPF) V2 5 1) 2 il 28 S AT R IB IR
[BE)3H [t M it 2 (CVD-IP)

6 & 1% Jifi 2% (interstitial pneumonia: IP) 13 B J& 9%
(collagen vascular disease: CVD) DEPHEE L TR
M, CVDDORZENIESI > TIP R ns =
Ebdialden. ZO X5 RMRESATROBIER
BEEL[H] L MENT 2% (interstitial pneumonia associated with
collagen vascular disease; CVD-IP) [ 58 44: [ 1 fifi
#% (Idiopathic interstitial pneumonias; 1IPs) @ 10-20% Z
BIEL T D bl STl Y, IPRRWIRICIZEEF
DCVDZWIEE L2 L TR i
IIPs & W ST\ D. IIPsIZBWT, FERFEAVR

BT Z% (non-specific interstitial pneumonia; NSIP) %
DLETd 0 B OB rERB L oBEN RS S TR
Y, FFFEPENSIP ORETRIC CVD A IEIE T D i 25
L2s L7y b, 538 Ml #f 4E JE (Idiopathic
pulmonary fibrosis; IPF) 72 Wi (2 CVD 23 BRTE/L L7
WEBNID 20, AW TIE, IPF 111 B2 XI8IZ,
IPF 2 AS CVDIEAE L D 6 o A LI ESes o 1o a2
FRZESE1TRICVD-IP & ER L, DK S
EVRRANT T A TICHREI L. &6IC, IPFR2
WIERF 2 33 1T D CVDJEIE O TR F 122 C b iRAT
EAT o 7o RERIE, MR ZIATHIZ1061(9%) TH Y,
FIE L7 CVD OWERI, B8 Y U < F (rheumatoid
arthritis; RA)4 5], BEFKEENY 2 M 2 (microscopic
polyangiitis; MPA)4 i, 58 fZ JiE (systemic sclerosis;
SSc)1 i, A—/3—F » T (overlap) fEMERE[SSc/ > = —
TV UJEBERE(SjS)] 1 BITTH o7z, EATEIR I
39ETHY, RFERIERITIE 091%, 54F 9.85%,
1045 15.5% Th > 7o, M4 Se1TR CVD-1P |3 IPF
LB L THESELZMENREZL, PERERIFTH- .
IPF 2 TIRFIC 361 T CVD BIEER - BT R0 H Tt
HBHE=RLE BT, IPF L Hfﬁr ZEHATELCVD-IP L D

EAY

B GRS EEEIIRD LN o 72, Coxllt
i oA — F‘%i-“‘/w:ot @ IPF 281 5 CVDIEIED



BRERERETIE, Lt~ — REH3.333, 95%15
HE X [H 0.732-6.441, P<0.01), ¥ ERAALRRAT R o L
DEED U B OFLE (- FH3.367, 95%
fE#E X H 1.503-7.434, P<0.01) TH 5D Z &MNHB M
& 72 o7, IPFO—EIZIZ D 7 d & 3 iR 42 Se 114
CVD-IPXEELTEY, TOTHRILBLZ AN
Dd 5. IPFEZHET HERICIE, FFICRA, MPA7R
EDOCVDRIEIZIEE L2 LRIBBIE T D BN
BH5.

B i 22 2 8 1 B if 8 KL-6 E O Z=Hi 8 B 2B
patiivin

[HR] MEMEREOME~—7— T 5 KL-6fH
OREE, FEMMRBOIFIEZE, 18R EHIE,
BLO—EEETHRUEICERTHS. L L2nR b,
KL-6 (Z 13 &RV MR B 1) D RBR R
Z UL ERIRMcB T 2 ERMEEROS. —F,
WA 2 DFRIC, REPURZRERIC XV WRZE
B, MiEKL-6MEAZEHMEICEET 5 5EE SRR
SDHH, BHEMEMMAIZIBIT 2 MEKL-6fED
EEMEABCBE L TEAATH D, [B] &FEH
BRI IT 30T B L5 KL-6 0 & g o A 45
FEALCT S, [FFIE] 200944 A 55 2013 48 11
HE T, YBgic b XX AR D & 2 M
P (FFJE VR BRHESE (IPF), k% JL 4 [ 8 4 i J¢
(NSIP), BN M E M2 (CVD-1P), e
ftiZe (HP), RIEA JFAfMERE (CPFE)) & DH T,
MBEKL-6 BN EELL EORIZ4ELL ERIE SN,
Wrp B BEEEEL ERE SN TN D BE 2%t
Bz, FERER, EFOGA~9IH))ELFNIA~2
AYDOMIEKL-6MEEZE -V T Lo L, miF
KL-6fB D ZEHEEE 2 % A 0B Lz, [#ER]
Mi& KL-61El%, IPF XY CVD-IP, CPFE CHEIZK
Py fe. ARRE O Mg KL-6 fE D EB)E, CVD-
[P, CPFE|ZL#: LT, NSIP, {E/EESEHP, B
HP THEILKE holo. (E/EBHEHP & EEEHP
T, BEFELAFOMTMIEKL-6EDOA & 7223
MEEBRR SN, MORMEMEMK SR LT, B
B HP TIXMiEKL-6 AL TICHRICEML, £
JEBEHP Tk, MEKL-6EITERICHEE ML

T, [Fm] FEMEmEOBRED S L <R
BETIT, MiEKL-6 DO FEMELR B 3K E WIES]

T, EEERO AR e BE T OLERDH .
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HIEH e

I. ERMRE
_ F7 B 3E =4 (Epithelial Mesenchymal Transition ) %
HERY & U 7o R R ME AT R HERE Y D3I

p &M IR HERE (IPF) VAT I J6 V> T B D FRHEA L
DHETT U, #5L LT IRIEIE D R W BRI R B TH 5.
YA, FRAE I BV, R (Epithelial
Mesenchymal Transition; EMT) (D BE ZE4E A3 7RI X 41T
Wb, BaIIHT L VX —3ECh B Tranilast (255 B
L, EMTHE K Of#RME(L ORISR 2 /et L7z,
~ 7 A ~D Bleomycin R FFIRA I G-1Z & 0 JiHRHERE
5 V& VER L, Tranilasti% 0% 512 & 5 fiikHE L
OIHIZh R 2R ERFE, MEa =27 —7 V&
ZHEFR LT= & 2 A Tranilast iT#HE (Lo 2 7 — 47 48
mzEmEl L, SRk IZ331F 5 Fibronectin D F
WHIEI L. —F, b MR EEMBEEKRTH D
A549 % TGFB2 CHIB LEMT 2 #5E L /=. H|
Tranilast Z @00, 48 REfH] #4212 mRNA K NZ /37 %
it L, EMTHHEZIRZ LR, HER~Y—T—
ZHWTHE L7z, Tranilastid AS49 Az 8T
TGFBR2FEMEMTIC LD ERR~— T —Th D
E-cadherin DFHE L L dEL, HER~—I—T
¥ 5 N-cadherin DFH, Mfgs< bY v 7 ADEL
B0, TGF2 &M Smad2, 3D U o ER{b A& il L7z
% 72 Wound Healing Assay CHIFEERE DIRES 21T
V) Tranilast |2 & 2 #0#f] Z2 #78 L72. Tranilast i3 TGF
BRREEMDEMTIZHE S fiflash~ MU v 7 REA L
WAl 5L L0, IPFIGEICER TH D FTREMEN
TR S ATz

-
—

ANV AT v L—3 g VIEJOS) B AW TR
P B ARMESE (IPF) O BRPRAYETAMIZ BE 3~ 2 AfF 4L

[BM] FEEER CHERFMIZIT 2 5 Impulse
oscillation system(I0S)(Z & > TR X 25 HEFsPE AR
HEE (IPF) OBF A B 5 A2 L, 10S 23 IPF D FEFER
P IS FFTREDN E 2 D E/MET L.

[FEE] 2010485 A A5 20124E9 A £ TIZ 4 ft &
%2 UM HERERR A & 10S % 5566 U 7= IPF A5 35431,
COPD #4041, f@& FE27H 2% & Liz.
IOSTRHLVIRF ALY T 7 HZ U ARRETE
5. SHzIZBIT 5 LU AKX A (Resistance at 5Hz:
RS I K EEGL, 20HZIZB T ALV RAF &
(Resistance at 20Hz: R20) IR KA A KT &
ZE2zbNTWa SHZIL BT DV 77 &R




