2011 ~ 20134 EFE O F AR BICEIT 5 FRETZE

B, HHEALNORETBALO EEITRIL H#hIF

WCHRATHLHOT, FHEIFEEL TS, 6)HEM
LIREP VAT T 2.

BgELASBOTE  SEIOFEEICLY, REFTA
=B LT DR RR DR TR, FTRO
B FAEICENRSH D Z LA E e oTz. WHE
W OEEENLO - D121, FRHEENS—FICS L2k
D—ERIZHHALSOMNEELIY, HE, EFL2E
BLENLOERPREOHIETHAH. N—F %
NAT A R & DAEHREALORRFHE, BlEER T
BI7e &S & 72 A 5 . [TPF/UIP D CTR2 W OIEE(L |
JEFNE, N—F v b & BEAEPIRIEFER L TND
Lk, T—HAN—ZAOF AR ERD, HiRsih s
TOREMPOLFALZHFE LW, F, SOt
&C, IDAL SN EFIB A Z < AN BTN S,
St%, IDEF L TEARESFROLALA T 0
L VHENEBENTREIZ2 D L Ebils.

U?

rwcsu

I. ERRRIRICEEY 205
FEE B -1V B IPF (559 % pirfenidone $¢ 5- 451 O
PRERES

Pirfenidone (PFD) (X IPF B3 % xS AE AL —
EERIEBRBR T, ARICVCOETEZME L. =
IVE CRYER CORMEITRE SN TS0, EIE
B C ORI RATH D . EREE M -1V EE O IPF %9
% PFD DA S 2 340 L. 1861 8 ] (44%) THZN
MERFRO bz,

LM H KA 35 1) D BB AT AR AERE Lo 6 3 % 2L
7 == P OBEEDRES

ETUINHLERIZ 36 1T 2 R B MEITARAEIE BB H DEEFER
FOMFZ1To7. FORKE, ALIUNHRIZIBNT
HIMEOWELELULLEEER - PR THY, ¥
N7 == RDRBEBEEFICENTL, oo
FERE L B LB E, AFRIGEVIERO R o7
DI ERIR AR RO 2.

SNE AT B BR % HaT U 7= s M PV E MG 8 R 3 D B
AR ap e a0 V)

[BH] SMRHRRTEIBR & MeqT U 7o RE58 1 RV PE AT
2% (11Ps) B O HRCT AT AL & WP L& beilg L, #r
LWHA RTA 2 OF AL BRRFEERCRT L
7. [FEE] 1999451 A 7> 5 20104F3 A 12 4 THh
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BHAMFEIRRIZ L 0 FRER2 M S 4L 7- 1IPs 49 il & x5
LT, BEERE, WECTATR, WBERTRIZOWT
ATS/ERS/JRS/ALAT statement & & & IZ2Wr & T %
BREL, ZOFZYEICHOWTEMLE. [ER] 4
BRI PRAE 715 (32 — 85 %), MERNTHEM3THI, %
#1261 CdH - 7. HRCT TUIP pattern & HIE S 17z
251D 5 5 2441 (96%) 1ZIHRELEFEAYIZ UIP pattern & L
< IZ probable UIP pattern & |7 X4, BRAZMIX
IPF/UIP & 72 - 7=. F£7=, HRCT Tinconsistent with
UIP pattern & | 7E 4072 181D 5 H 16 451 (89%) 195
BT not UIP pattern & f]iE X 41, possible UIP
pattern @ 1] & &8 C, 1741 (94%) %3 not IPF(IIPs/
not UIP) L ¥aA2Wr = /=. —J5, HRCT Tpossible
UIP pattern & FIFE SN2 6BID 5 B, 4451(67%) 1355
HZ2H9IZ UIP Pattern CIPF/UIP & 2l X iu7=23, 2
1 (33%) tEnot UIP pattern C, IIPs/not UIP & fa&%2
Wr S A7z, IPF/UIP#E & IIPs/not UIPFED 2 BEfE T4
TFRICEBZITB ORI 1208 (P=0.196), SEALF
KITFNF20.6%, 56.8% CTHELFIM FRMETZ
NEN40HM A, 690 A Thole. [EE] A
RKZ A N HES W HRCTIZ & 5 IPF OZKNE, A
H2M & LB LAERTH SN, HRCT TR
% 3R 72 WE (possible UIP pattern) 1%, not IPF & 72
Wr S D ATREVEDS & 1, TR AR W E L
V. IPFOF#IE, ZHEToHRELAEILTED,
HA RTA L OFEERRIE S LTz, [FERE] ATS/
ERS/JRS/ALAT statement % Fi\ 7 i R 975 BR BUHRR
HIRRFHZ K 5 IPFORZWIEE L& <, AFE2ETH
Aths.

B o0 fRBE CTIZ & % Usual Interstitial Pneumonia &
Nonspecific Interstitial Pneumonia O#ERI : S ELHY4E
2wl 114 7] T OHRES
S B4R TRRW

Wr & 417- usual interstitial pneumonia

(UIP) & nonspecific interstitial pneumonia (NSIP){Z 45
WL SRR, Tk L ORED D W E O CTETR
DEREZBEF L. Hb¥T, B &2011 ATS-
ERS-JRS-ALAT IPF guide line i # U, a. UIP, b.
possible UIP, c. possible NSIP, D. NSIP and E.
Unclassified. 7738 L7z, CTRTRIIWRERRZ W & F14 &
LR ET & FL7=. pathological NSIP DN, 2941 (81%)
M radiological NSIP(81%), 61 (19%) % radiological
UIPThH o7z, REZW & O3t TiE, 61 #lo



radiological UIP ® 9 &, 6510778 pathological NSIP
(9.8%) TH o708, —JF 52 f5?D radiological NSIP @
9 519 5] #3 pathological UIP (36.5%) T & - 7=.
possible NSIP & NSIP DAEGFHEIL L U HEMICE
7> o 72 (p=0.028, 0.016). L 7> L 72 #% & UIP &
possible UIP & ORI AEFEBIRICEZN 2o T
(p=0.65). ZEEMIT LV CTRIR TIE, EIIMHELRE
ThRsRA O BB, BRI, NZENEIRE, ek
Mo N THOTRIAF & 72> Tz (Odds ratios:
1.11, 1.27, 1.11 and 4.44, respectively). JREEZ2KT UIP
34k % 72 CT pattern 79723, JHELZWINSIPILCT
pattern > 2% & 32 LV . UIP & NSIP D E{§ TD
NI T4 LT 5.

PR MR BRI IE O 1R IR JF O AT
[BFE] FeRMEMBRHEE IV T, SRR
A LN ORI TR R EEDOEE L X 12T THRARZR
JRAETH 5. ATRBICKT L TERAT v A RV
B iy & LT, SEHIE o ff A< PMX-DHP %
72 EfE A DIRRIEDSRAEBIVTW DD, RIZHEL S
NI DRV ORRIRTHD. Fio, HEZOT
BERFIZDOTHERALNTIEZRWED, THb DR
afTo 7o, & & J77E] 2001481 A ~ 2011 4E 6
A ETIC Y& — TR U Re R IR E D =
PR 1] 2 P R o, TRIR SR O IRAT 24T o 72
RO R OXF G R IR STHI( B 4341, 2ot 1441)
Thol. £0 55216 (37%) THEHIMAMR ZAT
WHRRSEAIZ UIP pattern 2NHERR I 72 . FIERFOAE
BB X715 B (375% - 868 ) Th o7z, 2flic A
T aA RAVREERTHI, %O 95 cyclosporine
12361, cyclophosphamide i 21 il ¢ ff i & 41 7z.
PMX-DHP 5% 1761 Ttz [FER] AtmmEss
FER O T REIL76 B, 90 HAEFERIT45% T
Hotr. BEEMHT T, BYERED /2T & [hazard
ratio(HR), 0.36; 95% confidence interval(CI), 0.14-0.97]
BILORToA FRAN LA18ERENH 5 & [HR,
2.714; 95%% CI1 1.05-6.981 7%, SMEHEEIZ L 5T OM
SN ULEFHARRRT THo. PMX-DHPEZE D
T FHITRIR AT o T2IERI TIE, JETHEME MEM
AT ABF TIIEREIIG N R o7z,

SIEE D FRR M ISR AEE O B PR A0
[BA0] KIEZE A0 U7 BR3P iARAEE (idiopathic
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i

MFERE

pulmonary fibrosis; IPF) % combined pulmonary fibrosis
and emphysema (CPFE) & L, BFRRORHH, FHKT
LN TB.

[xt&ed K OVUFIE] 20044F4 A 5252010410 A £
TOMTYRHUZARE L 72 IPF B3 106l & & 512,
CPFE % (E#E) 4561 &L [HEIEAPFIPFBE (FEF)
61 B D2 /3T THERF Lz, [UEDZENIL,
HRCT k, BEDRV, HDHWIE T mmKROBEE %
BT HERRIGEE DS, I LIS BAEE 25%
UESfFTHbDEER L. £, KEIZCT L,
PERREETY, /NEEFRLOR, PU/NERL RAANCHEEL
7e. IPEDOZWX, ABBIAR S D VIXEAE S )
BOFE ANENTEE BAFIEHIES 4 RS BB I HE 1 72

URFR] BEERTIE, ML ERHCTHERECEMHE
2% <, B J OV Smoking Index (Z3LIZERET
BREICE N T, WEEMOBEEE 2 5 I MMRC
score ICEIXFR O o, £, MEA R,
46.7% vs 13.1% L EFF CH BEIZE D2 72 (P =0.0003).
PR BEM AT TIZFVC, %FVC, FEVi, %TLCIZE
HTHEIZE L, FEVim, %DLco/VA, composite
physiologic index ¥, EF CHEIZE» -7, 640[E
AITEER ClX, 25T, Lowest SpO:, Borg scale [,
WP LB TERZIRD oo, EEFTR
T, fibrosis score (XM FEERIICZEIL/2 <, ERETHX
FERREERY 21 (5], /NEEFLOAL 11 61, IRERL 1341 CTh -
7o, WiRE OHEE IUHE ST ENRIE (estimated systolic
pulmonary arterial pressure; esPAPYIZZEITFR O /20> -
7o, WD 6-12 » A% D esPAPIE, 46.1 1153
mmHg vs 34.1 £ 10.4 mmHg & EF£CHEIZHEML T
Wz (P < 0.0001). ZWiEDOFHIL, ERETEEREIZ
RTRTH-7 (261 £27 7 H/M25 47 »H:P=
0.02). Cox el ¥— RLIEEMT T, EFE, i
JEAOF, esPAP E5, RMHEMEAHNFERTHA
BRFThole. & HICHEEHHZ RV 2776 (B
BECFRE = 240 : 53BN)ITBWTH, EREIIFREID
WL THBIZFPRARTH- 7. ROCHIBRIZE D
esPAP OEWEH v b A 7 {E 15283 mmHg (F&E
81.7%, RF#FE52.2%) T, esPAP >28.3 mmHg DJE
BT, FRECEHTERE, P C6 BFiRaEm i <UE
EHETAHEFTHEILTERR ThH T,

[#%3 ] esPAP >28.3 mmHg ¥ L UMEFREER 4
[EZ2 AT HEEE, BOTTFRRETHS.

-
—



2011 ~ 2013 FEJEOVE AMEFR BRI EE+ 5 &9

Jiif bR~ — A — & i HRCT F O&ME L & FE M
25k & It RE DO RIFSE

[ER]ICPFEIGITAFEER SN TWARETH D3,
Z OBz O THERARZER L. [BH] i
SJE - COPD Ol bA0F 9 5 B MM 2 a9
HZEHBRE L, BUBRBEMEIC L 5 E#RZH
L, Mfa b~ — X —DFnENO—EEH A
R LIz, £72, I&EME - COPDIZRW T, fifla k
AR O A2 B L C, s~ — 2 — 2358 LT
WAHMRE L7z, [FiE] Y Bedb & o i &UE -
COPD f8F 46 4412t L C, ffigénetsa, g KL-6, SP-
A, SP-D Z#WE L7z, WEHRCT D& SE(L (Goddard
score) & BV MEZEAL (interstitial lung disease(ILD) score)
OB EMENTML, ST A—F—L D
BfmamE L. [ER] R olis%E - COPD %
WZBUT, 12/46(26%) & /@& 221 {5 5O [ & M i 2 2R
R, MiE~—H—TiEKL-6, SP-A, SP-D*FNF
1101 (22%), 24 41 (52%), 7B (15%) TR UER 2 48 %
TWR, IBIZ L DHEE~—I—IZ K AHEIC
WERERZERND Y, —BRITIKETH 7. BB
JEEIZBOWCTHBRRD D ZERNB DAY T T A
DIEFFERCRIENEZE L OBV MEFNIZ B W TR R B
DEBEFHMAIEFICHEE TH D Z &R L T
LEEZLND. o, MREICBNTIE, EE~—
N —OEARENE LD LTS EEX NS
2%, I Ofitifle B~ — 5 — & EFHRCT LO&
JEDFREEITIL, 36 e E MR & f - 726 %
BWTHHBEZRD 2N, [A % 0RE] EF
OE, FiEE, MiE~— —0OE{7e & ERRE
2L, R OEGAC BEMEM R 22 WEF T, i
E~— A —NEEOF, @G5 T illE~ —
71— b G ED B & BEMEOF TIRIEICZER H D Db,
mEEBFIL TN

R SN I R S OF Fifi 5 1 JE 0D B PR A AR E

W FE MR AR MEE (IPF) 12 38\ T s L S (PH)
AUHITRARRTFTHY, AT OEEMENIER
INTWD. L, BENIRBIIVWERLZRATH
LRMN™E . AlEl, FaIXIPFAEFICRBT 52 PHA
HoOFE L BRI T A —F — &2 LR L
fo. XL, UBTEPETF OIPFEE 404 ThA.
DRy 77—z a—REZITV, TRPG A 30mmHg
UL bEZPHE L7c. REFHICHEIE U7 SRR RE
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EREPFETC, O Ky 7T —xa—REIT 1w
DREAEMEIZ OV T b lEMRE L7z, PHAE GBI,
174 THY, HEIZPHZEI LW, PHABE
BICix, FEAPHFIC S DLeo 3B FITIRETH Y,
AaDO2 iFH EIZEE CdH - 7=. SP-A, SP-D,KL-61,
DRy 75— o — A S T PH A T E
THHPAERETIRD 2 >T-. L, LRy
7T —x a—fREAT 1RO SP-A, KL-61XPH&
I TERICEL, FO1EALERE L CTEE ThH-
7=, IPFERE CIEERIZPHEZAPELTEY, DLco,
AaDO2 ZPHA PO FRIEFThH 2 Z &L AR S
7o, HITSP-A, KL-6 mEFFGEH CTlE, kDO PH
AOFOTRRT L 725 Z & bREB IS N,

Idiopathic pleuroparenchymal fibroelastosis JE D s
[ B & J51%] Idiopathic pleuroparenchumal fibroelastosis
(IPPFE) (%, Franckel 52 L U #2"8 S 7= B EBEEES T
BV, FIGHEVERR & U CREWET TIED ATS/
ERS DIIP D3FUTBMTETH D05, RICHE T
BDTHpu. A EIF & b R Y R Bk
FE2E B B T AR 21TV, IPPFE 2l L &
T SBNZ DX ERRBE AT B0, FREik R
FR RRI A RRHERE (AN ) & ORFE & & OBRETE1T-
7o, [REEFEENT 675~ 745 TABIN B, 1610
THETH Tz, EFEILAFIRCERCThH -T2, F
JRIE T 1 TR DR R ARFED SR B THT LT
7o, JiHERE TR MAREE 2 2 L, 361 TPaCO2
D EFHRH BT, BT CIEad] TRIROHETT
&SR BIREF O/ & MO IRE S L L, 1T
TR B2 DEERDB A HATZDS, B D DR B il
WA b0 To. BT R CiE, MEE T i
[RIE L 72 BN IR DB LIRZE D338 0 b, IEHEH
AL e OEFUTRIBIIBATL TNz, =T AT 4 4D
R Y TR O HETE & W AN B | A
b7z, VR CIE24IZ Pirfenidone & BAA L7z, 53
Idiopathic pleuroparenchymal fibroelastosis %< BEAHEAR,
PRBOMSIVECE AL YE 2 SOV TERTE S &
NTELT, WEFEEOER, FFICTIEICE THRE
DR LTEGIC DWW E R DR ET 5.

TR TR F AR AEE
W o R b ZE A A Y i MR HE JE (idiopathic
pulmonary upper lobe fibrosis, IPUF) i35 KA~ B o fifi



FAEEDOHR CHRFRRMEL SO TWD . EFRAIC
I EN AR ME MM K O — B & L Tidiopathic
pleuroparenchymal fibroelastosis, IPPFE @ H{ZHH A4
FNDHEMIIH DD, RKEZORESTLT LMK
ey R = VAT RAAR

BHY : IPUF ORRIRAY, BEEER), MEEFRIRE L
HOMNZTHZ L.

ik . A MR O E 15FE OB AR R 5O
(ZHEIEGI D 7 7 A V5 b B R A IZ IPUF IZ
—HT DREFEIBIE Y 7 T T Ui, FERIOERK
TR EREERE VG, Tru—T7 v THHOME

X# - CTEEITATRE/ZRR D UNEE Uiz, MR HERE I
ARA A RNY -, K ESE, DLeoll DWW T 7 4+

0—7 v YOS TOT —Z BN L, FIHHEe

FNENDRT A —F—OERLEE 2 —RIERR &
DR,
R 2AEFENCER (EREH 17.0 204 kg/

el Kl
= 5

m?) T, 7THIICKOBEERH 7=, MR
BERENTBEOT 0 —7 v 7HIRILS5.4 + 1.04
THY, OFF6FINIET LT\ 5D. FEARN K
ARSI ET R B & ol & 3 2 BT i o
JRIEGRRHE D VLS (intra-alveolar fibrosis) T 5. Ml

BT TR ARHME 2 AN T iR 3 B S 4, SRR

HEDS I ZHE S (subpleural elastosis) L 72 {RBEIZ 72> T
Wiz 2 S OFBEMEEAT RILIPPFE I —E{

HRTRTHDH. L LIPPFE THEH & T 5 s
DMMEMEIR LD > THEHTIER L, 3HITIEA
HIVRh o T, PR SRR AR B O MR i B
FEEOREXFETHD. FVCEIFLU LT+ —
T v 7T & = THER DO FVC O A LT 407 £
72mL  (-18.8 £2.4 %) TH D, FERMEMERMELE & L
NTH,FVCOETRERTH D Z L PRI .
ftiam o IPUF XS RBIE S D 2R ICET 5T
BARBROMBHEETH D.

% F’EL ’X I\iLJﬂ'j[ Fiﬁfh @E//\ 71’ ) Eunr—ég Ftﬁ EE;'#T\

[%a)%ﬁﬁﬁﬁﬁﬂ%%ﬂU%ﬁ%%@GW)
DBWHNZRBNT, BHBUCRT 2 R BHTAREE I 7
¥ihan, BEHMICRET L2 Z ENFREERD, %
OEAERREZNTWED, TOHEEOMRIC
OWTEELWEERH D.

[BRY] 4B CRelr L= BBEE CHPIZRIT 5 BT

B4 DB EREOBM ~DOFEIZ OV TRET

MM IE

5.
[FHE] %813, 20084E1 8 ~20114E7 A, 4B
T RV MR Al Rt LAV R i A A g T L 72

4761, F5BEIE CHP 21T IC & 18 b DB VBB I 4
DBWEREE AWz, BHURICH T 2R RFUE DN

EWE, AL %y THERIGGYY M7 7T+«
TS, HROZAWT, miED N MgG, 4
7 L1gG, XA A 21gGEBIE L2, cut-off
B 1%, -~ b IgG 7% 14.0mgA/L, A ¥ A IgG 73
18.0mgA/L, X & A A4 2 1gGHMN 7.5mgA/L & L7z,
ZO3EEDO D bW T OB BEOEE, RS
e L L.

[f5R] BEEECHP &2l Lol 1061, BHE
AR DR RIS 1284, U v SERE R
Wi L34, maEBiE14. N eGBEs4, 4
U LIgGBME6 4, xR A A L IgGBMES4.
FTABLIOEXEA A 3 lgGBEERTNTID
N NgGRETH o 7=, HUREREZTT - 72 460122
WT, WTNOEFS, ZELERRERL, £O
OB 1BIE, BURELER VC O T A IEE o7z,

[(BR] 4L/ %5y FHEEZRAOZERBICKHT
DREBETUEOREIIHBECTCHEHRATH S D, cut-off fi
DWETHIEECBIREEZET 228 5. S

T2l U7z & BEE CHP 2% LB @ cut-off & F W\

Tema, UL BB BN R D BN E L R0
TEAREMED D B . FURMEDZ72 53, BEREE, &
%, FEEE e CIRATICH T ALER D .

[#&5h ]4A/%¥/7$%%wt%#ﬁ;ﬁ¢
HREFRAEIIEECTH ST, ZOMRIC
BEEL, RENZHERLETHD.
2RI B il 2% DR IR G 72 & DN o TG Dt

HEx - E%]&%ﬁﬂ&%xiﬁ%ﬁ@ﬁﬁ%

BB RS- L, JREREMEFT R L v UIPYE
L& — 2 £ENSIPFEEL N — | o-NSIPFRLL N & —
v, COPHLEINREZ — U NIHEIND T ENFmLAT
W5, ET, —EOBMEEBIER R ITEE ST

THRABETHDZ ERMLNTWAD, FORRE
AT = AL S TRy, REFSED B
%i%ﬂ%%ﬁ#ﬁmﬁéﬂt&ﬁLﬂﬁ% SE A

BT BRGNS TBREMITT 5L ThH
5.

[FiE] IR B RFIRBE COEH I AR & JEfT L




2011 ~ 2013 FEEOVE AR BIZBI T 5 AT

B MEEBEEN 2 & B2 L7229 R DWW T, Tk
% B O L MR IOV TG L7z, W
FHNTBRAEL 2 £E O 10RE B 0O S B} A0 JiTi ZE ARAE A 2>
5 i i L 7 mRNA % Illmina Human WG-6 v3
BeadChips % F\ CHEFERFEBUFNT 2 T L7c. 128
PEBEPERIR TR LR LT A BETROKRED
43y## % NIH DAVID and EASE online & Fi\ TAT o 7.

URESR] 29 REBI A 24 FE G ITMRME L & 11 5 18 MR
PETIZ (UIPJE(EL : 20 5EM, £-NSIPEAEL : 49EHF]) I,
5 9E B AR HE AL & £ o 72 VI PR UM fif 2% (OP /Y
& —  A%EM], o-NSIP : VNI ST, #
HEAL 2 O 18 MR B I 8 O AT BT I3 4.2 48
T, ML E DA WIEMR BN R & e LT
BITRRTH o7, IEHM L OB T bz
DB HERBMER Tl B F 3R LR LT
DIZxF LT, 290 B FRHEUL T LTz, FE
R LTV O EEFHOMEERI 43 5E Tid, Biological
process T X adhesion, skeletal system , protein
maturation |Z B 59 2B FHELREIITH D, JE,
SWEHEZ a— R 2BEFHEAZEHEENA T
7z

[#Eam] 1B MR 2 D ERR G 72 & N F14
DIRHT LD, ZOBHELD AT = XL EH LA L
7o MBRER R BURITIE M &, DA F~—T1—
73 & N IR OB 43 1 % ZHFE LT,

-
(-

SR S5 BT D I E

WA TR RUR O T LV F —RIGIC L D
FIEMEME TH Y, ZWTRRICB W THR DR ER
FOBRERECHSOFENEETHSH. SEERE
BERR B WL EEREREN 2 < &b ERREIC
&2 E HIREE - MEBEEEZ T TO D ARER B
5. &2 CRBIEFUR OBER IR A E EAIICFEMN S
HZEEHEME LT, MEEEHHY (pigeon dropping
extracts, PDE) & F VN CTIR{EREEH 0 BB SR O H
TEREHENL UTe. B4 & T S BB me e 28 &
F, BEEESEFEE, BEIFREEOIHTHE
EWNE Y HXA MY T EEAL sandwich ELISA
ETH VP OPDEREZHIE L. HiPDEZ
su—rHERBLOHE 7 o—Hil 2 ERL, FEE
{LIZHIPDEZ 27 v — U HUK, HHHFUKICHIPDE B
7 a— PR EENENER L. BEEEERTE
FEBIOHEHFHNCTEEHE L CWEEHERED

B D B REBBE KR VEREO2H CEIRE D
PDE # i L. - BEEREN 2, PEAE
HEACE OB L ONEEHEE 2 b O MR T
JE L7 &35 2 b DB SRR RE O B EE
WA B b E R EES & FREEICERE OPDE %
B L7, F7@FIEREE BV T HHMED PDE
AR U7c. ARWEIC K 5 BREGUROHIE T, B
BEIEDRVEFICE N TS BRER & REEICE
BREOPDEZBRHETAZ N TE L. KRBT SH
PR P HEIR R OFERA B L OV B O i 4% FR 3
R AHUREREOFIE & L TR T 2 HE
MDA S A7z,

SVELEO T B R 2 BEAT L 7o 4o 58 M B M I £ R oD Jils
PRI RS2 A

[ B8] SBIEOIREIER 2 JaAT L 7o Rr 38 i
2% (1IPs) /.35 O HRCT Ff 7L & BT L& bl U, #7
LW A BT A4 of R BRRPEEAICRE L
7. [FF1E] 1999451 H 75 20104E 3 A 12 4Bz T4
BHEOFTEIERIC & 0 B2 W S 7z 1IPs 49 i 4 b 5
LT, HRE, WECTRETA, WEFTRIZ DWW T
ATS/ERS/JRS/ALAT statement % & & (2727 & T %
BEtL, FORYMEITHOWTIM L. [FHER] £
BRI B 71 5% (32 — 85 % ), PEBNE B 3741, %
P 125 Td - 7. HRCT TUIP pattern & H|7E S /-
2561 5 5 244511 (96%) 1 LI B HYIZ UIP pattern & L
< IZprobable UIP pattern & HIE X, W& ZWI
IPF/UIP & 732 o 7=. %7z, HRCT Tinconsistent with
UIP pattern & 7€ X372 18 B0 5 B 16 1 (89%) 1L9H
L4912 not UIP pattern & H|7E S 41, possible UIP
pattern O 1 5l &4 C, 174(94%) %3 not IPF(IIPs/
not UIP) & AW &7z, —J5, HRCT Tpossible
UIP pattern & HTE Iz 6D 5 B, 441(67%) 1395
FLEEAYIZ UIP Pattern CIPF/UIP &2 Wi S v/ 28, 2
511 (33%) ¢&not UIP pattern T, IIPs/not UIP & #AE72
Wr X 7=. IPF/UIP# & 11Ps/not UIPFED 2 B CA
TFRICAEBEEITIRD 2027208 (P=0.196), SHEATF
I Z N EH20.6%, 56.8% A7 1AM B 1%
NENA0B A, 6900 HThotz. [BE] A
RZ A N2 ED W HRCTIZ & 5 IPF OZWHE, IR
Hglr s L<HBLARATH DL, HRCT Tl
% 5B 72 WEEH (possible UIP pattern) I, not IPF &7
Wrsh 2 mRetEnd v, BEREERZE N EE L




V. IPF DO F#1E, ThEToMRELEELTEY,
HA RT AL DORFBENREENT-. [#EE] ATS/
ERS/JRS/ALAT statement % F V7= BRPRIR B A R

BIMREHC LD IPFORKREEIIEL, BERETH
ATH5.
M. ERAVZE

JARHERE IS T B4 — b7 7 o — D& E

IS U 4 M TR AR MESE (IPF) 0 BB /2 fEBR A+ ¢
HY, Fexid, IPFIZBWCH_ERMIEOZLNTT
L, TOREICES LT D aREMEAHRE L T
7=, A— 77—, VY Y—AZ L Mbary
DEASFREECTH Y, EBEIEEIIT TR, &
ERFOHRINEREEMERE, MIAE(L72 Y, HRx 720EE
WBWTHEETHD. 4, IPFHE~OAF— |
77— D%, BEMEEE AW TREMERT
RIS Lie, A — b7 7 U —I5MiEp62 & = 2%
F o AMLE B OER, LC3 K U'Beclinl DFEIIZL Y,
F AR AT E Y 1 7 U AR —
ThHHp21 DRBUAZLVFM L. p62 &% F
VeI R=Ts 5 S AN SIS Y (e it 4 i) o
EHEBL, ZOOMETIEp2l OB LRD .
—H5ERE Lo L © b 2 IR I EIE T, p62 &
S EFF ALE A K O p2l OFBMET D TR
HDHDIHThoTo., EFEHEEZ R BRI TS
IR R Cldpe2 & 2 B F U ALEADE
HBERO 720, p2l ORBUIFE O, — b7 7 ¥—
TLEZ RIZ 5 LC3 D@ R A BTz, SR iR
BRI 5 ARHESEAIIIZ B W T h p62 & 2 B F 1L
EROEREROTN, MlaEtErRm» 3, k
FEAia & ARMEEERAIC B W, FRERA— T 7
VBRI RBIN R S REEIRR S, L
EEY, = b7~k AMBBNEE L AEL
DEbRE & ERMRRE L OBEENTRE S, &
DI E AR LS IPFIRREIZ 31T B MM (LERR I,
FEMAOIZBIS L QWD ATREMERE 2 b7z,

BEEIZ BT 5 survivin D E|

H B9 :Survivin (27 R k— 3 A & HHAE 25 245450
D2ODEREE b DR AESENER I TERBILT
& 57O MIETE - AFICEERRT LEZONT
W5, EEREBICE EEOT R b—v R EHAEN
HETH D120, vURT L~ A Y UEETT
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MAEATSE

v, B MIEEMBR L O MR A
WIS EIZ BT 2 ARKEF OERIZ OV THRES Lz,
Fik, R ~vURT LA~ v U EERTldreal
time RT-qPCR f#ZHTIZ C survivin mRNA DI & D1
MzRBOHT. MY T b Smac/DIABLO <
PCNA BMEDEE SN UG AT 5 K0E & il
D _E R OO E I survivin D &R R 238D 7=,
b OVE APERRRE E O KIS ERIZ S survivin O &
RR2ROT. BEL M Lz 7 VA~ o1 &
VTS A & osurvivin D FREHFIEMN A LTz, TE
PRI caspase 3, 7, PARP <°PI BB MAREL D fif
BT & 0 siRNAIZ THEZER b b i _E 2RI o survivin
RAZHETLHLE@MBET VA A TR D
caspase i MED & U #BIR UMRZENBIE S vz,
(R TEA L Csurvivin DBEIRBEEZB 24 &5
WRET LA <A 222 X 5 caspase iEPEDS L 0 J#5R
UABRZEDS BN S dutz. & & EBEEE 0L D
THEEOHREBIZBWTT R F— 2 IflE L OH
AEIRFRIZ survivin 23 B 5 L T B JTREME DS RIZ X
7-.

bR HZERAT & BT TGF B S ARAME LR BT RIS
% PTEN U > BALEM B F 2 R 2 W 7o Brfilin
PR D B %

o~ 1%, #RKE{LIHZ |2 Endothelial-mesenchymal
transition (EMT) % 4 L 72 /I L& PN B2 A FS Sie il
FHBLOFIELFE Liz. EMTIEBHELIFR T Ak

(CHR D THELRFERT, BHELREIISESER
EMT#HER T2 &, Zh bz afErcHliEd 2

TREHEG & U CPTEN CRui U VB EELICEE L
T, PTEN CRIEERFEEZ H W TCTGFBHE
EMTIZxf§ 262 R 2R L. Z0HRIX
PTEN CoR¥i U > e ERAL O BB & TR IR 72

DD Z LAt E R Lz,

Jiifa ERHIR T A b — 3 2% B pirfenidone DE
JtRES

- B BEMERTR ORISR ERAT
HDHN, WIEIFESE LT EEMBEOT R h— R
EEETH L. FHIRHELIE D Pirfenidone (PFD)
X, FRREMERTRRHEE I D IR & L TSR
S, PFDIZHUBHME(LAE R LIAMT b HIRAEIEA,
PR LR 28> 2 & D3 EOREE a2 v 72 iF




2011 ~ 2013 4FFEO E AMERTR BIZBE T 2 SRS

MBI LMNERS>TWD. PFDOHT R h—3 2
TEFIZ DWW TIRFNZIEE A E SR TR YD, fif
RIS T D HT AR b — Y AER LW TR
L7z.

FE o~ U AR ERMLA4IZ T R h—3 A
FEAPEE L TH0:H D WIELPS 25 Lz, [
BRIZPFDZ# IR L TT &R b — ¥ XA OFEE % flow
cytometry TREAT L 7. FMEANT R b —3 A
1B K] F D FE % Western blot 2 TS L7z,

FER O HIIC L BT R b= 2tk o
%, PEDIZHMGHI L7z, Z O, HijEN O Bax &
cytochrome ¢ D& HAFBLULED L, caspase-3 DIEME
{brxamil 7=, PEDIZLPSIZ L AT AR h— 3 A4
B d b IR BEEARAF PRSI U 7. PFDIEMIE N o
caspase-8 & caspase-3 D IE AL 2 Il L7z

ftrm . PFDIIME BRI O 7 AR b — 3 2 & i
TOERERFSZ L3RBT BBbA N L AFE
T AR N — 2 2 OWHIZIEPFD O b SHiER L
AR Tnd B biushs, LPSFHEMT R

F—2EMHEI L TWBZ &G, PFDIZ LB
=R T TR B DOERZ FIF LTV AD 2
LIRS, SHBOBFRETHS.

in vitro T® Liver X Receptor (LXR) 7 Z =& F D
RAEALAEH]

Liver X Receptors (LXRs) %, Bfb= L A7 11—/
EEKNI T FETOHENZEETHY, IHF,
RHFHENIN 2 THRAERSICE ST 2FNRSh
TWo. LXR-o L HELL BN S Mm %2 =T
Peroxisome Proliferator-Activated Receptor (PPAR)-y
i, PIRIEICINZ T, £ LIER S ER Sh
THEY, PPAR-y& LXR-aDHIE S OMAIL, B
TRIBFRIERR R IZ D/ B D ATREMEN B 5. # 2 CAAE
FEVE, B NIR R HRAE SRR (MRC-5) & JHWN T,
in vitro TOLXR T = A s OHRHELIERIC &
et L7z

ARLXR 7 S =2 h T0901317, AFEAYLXR 7 =
=& |k 22(R)-hydroxycholesterol D11, TGF-BIZ
& MRHEZF R 2> © A MHE A ~ D 43k 2 i) L
7. Z Ok, SMAD2, SMAD3® U v ER{biZmH L
7RinoTo. Fim, RAWHPPAR-yT X =R
GW9662 DN, Z OMEIRRICEEL 5 272

Dot LLEOREREND, in vio T, LXRT7T 2=

._20._

Z MiE, SMAD , PPAR-yZ /I & 22 CHIARME

{BIER &R TER RS,

R MEREEI RIS B T 2 B P B REICBE S D 1R
.—%j
[(%5]

WE  TFEOEROBEZFOENG, RES®

IR DBEIZBWCTOLMEROEBD Y A7 3 EF
L, FMERAREIC K SER O B g S B 2 & 3T
ENTW5. MENRIT—BLEEZIZILD LTS
% < OAEFNEEYE % FEAE U C g OTE & 1 & #E
LTWa Z &nmbi, BIREELIZE OBREES %
S LTRET 2 LB 20N TW5. RIEMERA
DBF IRV THOMEREIIEIZEIT L ThEN
FEENECTWD AR H 555, OBRIE(L
fERRIR T & OBIR S E DI BT - TVIRLY,

A« VDM 28 B 0 R FE B 5% D A8 PN R Bk B
L EORRERKFZRET D.

WG & ik DRSO IE 7 & O L R
D BETE D 730> R 58 M B M I % 39 E Il (5B / &
=25/14, FHIFEER657% ) B L OV & 3061 (5 / &«
=20/10, EHIEEER 63 5% ) 0D I % PN R HERE % Endo-PAT
(Itamar Medical) & FHVTHIGE L, FEREEEES 6 45 [
BATHRA 70 E ORBEEESC, PR, TRERHR
W e O BREE( L SERRE T & o Bk & B SHT A

FIVTHRAI L. AT 8o FRBERE 220

TV D REBNIERSN L7

FER  MVEMERZSRE IR FE I TE
ML FE 4 (reactive hyperemia index: RHI) 237 &I
KETH-7. IBE, FEAREICEAL T, kar
Tr—/, FUZ UtV FMESPHbALe, MmAFIZZEE
Boipunb 0o, MEMEMKEE TIZHDL A E
WZIRE T, LDLAEZEICEMETH - 7=, MM
RBFIZFBVT, RHIT (LR B IGILHRE, e
K[ENRIMEE R SRR ZE, 64 IAAMTIRRES L O T
% SpO: L B /R IEDFABI 22, 1 o m] &4 A0 e ] 452
Bl MEMEEE S 1 - LIRE &S AOHBZRE
Wiz, LnrL—7F, MESCMIEEE, WERKEOREE
EITEERBRERBD RN T.

fEam o BIEMEMABRE CIIMENKEEZRD,
R B OEITIC E S RBERE ER SIC L vFE s
TWH AR H 5.



Betaglycan i3 TGF-BO{EH#0] 2A Ufi#RAE(L & #0
il A

Betaglycan /3= 7 & HCI#H 2 /1 L C TGF-B & ifif
BT DT U/ 2y RaA FURBT a7 34
7 U FThY, TGF-B type III receptor & & FEIEHL
TW5. MRFmIZWET 55, shedding &= 17 7]
BRE L THIFEL, TGE-POERAZTAE LTV 5
Z E MBI LR~ ORB S NRB I N DN, &
DEFEMIFTHTH D, £2T, MEMELIZBT S
betaglycan DR ZMETT D721, F MRS
HRAEAE WI-38 & MRC-5 (2551} 5 TGF- PRIl D type
I collagen, o-SMA ®FEH°Smad3 U o Efb~D%)
B % recombinant betaglycan co-incubation @ 7 4,
siRNA {Z L % betaglycan knockdown DFMEIZ L V) &
F L7z, F7z, TGF-pRIEE O MMl s
% betaglycan DFEIAMET L, FICFE I IR MERE
(IPF) £B35 D IfL7% betaglycan i B & (@3 35 & LLBRE
L7z, Ff#iE2EMmia WI-38, MRC-51Z3 T TGF-B
HIELZ X B type T collagen, a-SMA mRNA DFHLTT
1 & Smad3 VU »EE{LTTHEIE, recombinant betaglycan
& TGF-BD co-incubation (2 K ¥ #If] &+, siRNAIZ
& Abetaglycan®knockdowniZ & ¥ HE58R < v 7z, F 7=,
TGF- B#Il## 13 betaglycan mRNA DFEI & F KT
SH. FIL, IPFAEF CIIEES & LMmE
betaglycan NEIZIKE TH 72, LLEDOFER LD,
betaglycan i3 TGF-BDAER#NHI A A UMisRkE(L 2 4D
#l L, IPF OREICEE L TV D ATREMESRIZ S 1
5.

Multiplex PCR % FH\ 7= BpFE 4 I ARKEE (IPF) Sk
I T B MR EREE U A VA BB OREHC B9
L5

[Fx] PFAMEEORELE LTATrA RO
BESC, T, BALREOKREFE, Y7 4F=
F7, ovaF =T EOMES TR, X —
T xa R ERRPHETE A B AL H DL, IPF
AHEEEORREZHEET S Z E TR R L83 %
VY. TEZ T bR ISR LR S b Lo
TWDER, Wow b REINEFRR R ED FKEY 1V
ARG FE 2 DOIEREREBIEED N H—LipoT
WA EE z B, IPFOBMEREERC S &0 R
DFATT DHIN AR BN D NERITH S TRV, 2
IWETY  VAORHE, MEFEMOBEEIZ L -

I

THREF SN TERDR, T8, DPEORENLEHRD
T 4 VA B R TC& A Multiplex PCRIENBF S
TW5.

[BA&9] Multiplex PCR % VT IPF AfE i
DR R 7 A VA DRMHE ZFE L, WEZR
£, COPDAMETE R & & OHE % BT L7,

[51£] IPF 2MEHEE, Wi E81E, COPD SlErEE,
RIZE > THBANRZZ S LITIARRE o7
BT x L RNEMEKEZ AU 7 THIRL .
Extragen 11 TDNA/RNA ZffiH L 72 @ &, Seeplex
RV15 OneStep ACE Detection (Seegene) C—#% 72 K
WA T A N A B R LT,

[F5R] SRFHEF O BIH, U A NV AN TE
T2 DX 2461 (24.5%) Td> - 7=. IPFAMEHE HEEE 12 5]
11 (8.3%) TRSA VA L AZIH L. WEIE
FEIZBWT38BIH 9% (23.7%) TH Y, COPDEET
1L 1661F 6 1 (37.5%) T o7z, F iR REL31 4]
8511 (25.8%) T o 7=.

[B2] SEOKE T, IPFRMEECBITS
— N 7 R BRIRR T A L A KR BRIt & LR
LE<iEemoie. 5%, SOITEFIZEREL, *
DD T A NV A DG 72 ERET B LETH .
e ZE A IRLZ B 1) B pirfenidone & cyclosporine @
FURHELAE R O OF R O fREt

(5 &) FPRMENTARMELE (IPF : Idiopathic pulmonary
fibrosis) (=t 3~ 2 R W OPIIMEALIREE TH D
pirfenidone [ZB8 L CIE & & & EAWF5E8 72 ST
DN EDOERABETFICEREARAALZ A D Z V.
cyclosporine D IPF 29 & IZD 720 0D, FhA
72 HIE ZAVE TS ANR VR i oD 5 #Ade 2 AL b
95 cyclosporine |2 & % E#EA 2 HUEHELIER 2 7R
LTHY, FRKIZBW TS cyclosporine & 5 L T
HHEALRER L ET HIPFEREEZREBRL VD, &
ICTAE T2 Z & THRIFMENEE LTEEE D
BEBRLTEBY, HFRICTORPEEDAIREELDH D
EEZTND.

(B BY) #h B HE ZF #1 BE 12 B \F 5 pirfenidone &
cyclosporine |2 & 2 FTRHELIERBF 2 g L, =6
WHERIZTTOHAT 2 2 L OERE ERNICHERT 5.

(FESL) AR VRt R SRt 2 i 2 TGF-b1 (& Tl

L, BRI T S & THIET D

a-SMA X collagen FEAE 78 pirfenidone |2 CTHIH] X35
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2011 ~ 2013 4R E OV AMEITR BRIZBI T 2 AN

TEERLE. EBILEOBRICEERT TGF-b T
BRI BEMIZ, cyclosporine iz kA H D & F
B bDONHBH L &L pirfenidone &
cyclosporine # fif i35 Z & T, ZhZE o BEME
A &0 BIRWRE CEVE IR E S Z &
BTET.

(BE) B EABFOEREZIRT 52 LT,
&2 DRIVEH DI 2 1] L OSBRI R % 5
W, RBPORMEAZBB TE 5N H D L5
R bz,

Fibrocyte D Jifift i AR 59~ 5 VEH D ES
(5] A M 31T 5 F i o R B SR AT
fibrocyte 4 & IPF [BE 1% & OFHBEANHE SEE
ENTWVWD. —IJ5 T fibrocyte DHRHEEIZ I 1T H 1%
BlIIRTZAFHTH B, Fibrocyte D FiFRHESE IR Iz %t
T HRE E PSR L7z, [51E] Fibrocyte 538
EVE P ORI EE 2 ELISA & flV TR L7z,
I B b MERAY ML E SE fibrocyte & DILEERIZ K A &
I FHiRAE 2E A1 O fibrocyte R AFEEETE Ui 2 DU T
H-F 2 VU AAZRERE VD CRBRE L.
Fibrocyte 5538 L1l AR HELEHIAR lysate (2 31T 2
0-SMAFIHREZ YV = A Z 71y MECTHRE L.
ER] pEtSn=Mmn7a— A 2 MY —iZ
TCD3, CD19, CD14f&M:TCD45, CXCR4, CCR7,
a7 =S UGB THL L EHR L. g
Qe |\ TR DT RER R L, CD4S, 215 —47 1
EBICHIETH D, fibrocyte RHES TN D Z &
ZEEBA L72. b b fibrocyte B3 _EiE o0& FEHE5HE K
FIEEE & BLISAEIZ THRIGE L7z & & A fibrocyte K55
MR MEIC TGE-B1, FGF-2, PDGF-BB D JEHIL
HENRHED BT, Tz v bR,
fibrocyte & D FHEEFRIZ LV fibrocyte B AE (A%0) &7
PEICHETE S & o LTz, % OYAFE 51X PDGF-BB
72 B ONT FGF-2 DFEEFARINT & 0 A B &
o, — 5 CHRMESF NG & DILEERIZE o T
fibrocyte |ZHEFE IR R S RN ERo otz F
7 fibrocyte O HEFHEE T ATARHEZFHIAE & Fhie 55 &9
IR Z L 2R &7z, Fibrocyte 5538 b1 I
WHESF D IZ CTa-SMA, =27 —5 1 OFBOTTHE
DR S N7z, Fibrocyte 5538 FIERIIZ K 5 a-SMA
I TGF-P 1 72 b ONZ FGF-2 ORREFUATRINC &
DIl S e, [ZEE] fibrocyte (XA HEZE i o 8
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FESCH R RIR A~ DL 2 89D T & T
{EARME I Bdo o TV 5 ATREME DS 7RIS S A7z

BHINI(M -2

DMHBFRDT 7 FEDNATA 77V —% AV
Yo R— ZABERFOLER

Povaf =V 2B 57 7 RERKEH A EE
T AHDICEARERROICIVE T LV — 5% 5
B OAHBROBEIREZFET D2 LENDH D
0, PURRBEELE LTHLN TV A BEMIEE AW
7oA TSN =R Y= T, AR
SN D AR FBAERAIE R B DB AIITRA R S 5.

F I TAMGE T, MRS ERE S L
iR A7 V—= TiRERNL L, AIEDOEE
PIRERET D EEFAME L. 2R Y —=
COETIHERERROMEE KEICKELT L
W, T REBE~ T AV oERE O CHUR B
KNy BB, B NY L ORERICEIT T B 2 B
ATV == T EITHZEE L.

AKEWOIZDIZT 7 FEDGMIEBRRYT ) 5T A
TIV—EER L. T4 7T ) —EBERH L
FREERE 7 v — 2 OB BiEE T 7 R EIBE~ T A
BORBAE~ T 2D ) 8BRICEERML, U
BRAREBR (LST) 21T o 72, 77 FHEEE~ T 2D
stimulation index (S)Z232.0EL ETH Y, D DRE/E
TUALDSIOWP2ELU ETh o m— 2
PEE L, Bt 7 m— A2 oW TR ABIG T & RAT
T5HEEBIEE BETOSWME T DFRBLE
SDS-PAGE\Z THERR L7=. LSTH%Z v — 213307
= Tholohl, DD BT X7 OB
WRTEXI-DF1I 70— Tholz, ZD1 27—
COFEARIIN 2 — R L Tne T 3oL —iiik
VAT A ) AR UBEEER | OeRD 2
YET U N Z NI AR, R RN ML B A Bk
TLST%#4T -7 & 25, 36FIH 26 TSIA32.0LL ET
Hoi-.

DWHBRTA T Z7 V=AW ARAT ) —=
TN, MM SOS A RETT 2R 7 V==
WERTHDEERD. SHRAKRTTH LI RE
PURER 2 7 OV vadf R— ZBEFIZBIT 5
TS EHERT DL Ebls, A7 Y —=2T
e L, BefCRIC AHE R e B A L R I S e




FIS a8 2 BETURZRIE LIz,

O FE APERTRBY V3 A B —3 2 B85 2 RA L
Pad R=Y 22827 7 X ERKRETEE
T AT, BER RIS RS A
LYo DAREHROBEMETREZRET H2LENRHD.
AHFIETIL, MIRMESRE RS A EEOTE L LTA
EOBEEPIREZRET S ENT, HDWEIRT 7 %
B DNA T A 7 F U —Z U o BRI
FBR ) —=v EOBRBEEEE L. A7) —
= TITBERRONRDICT 7 X EBIEB L O
KESE~ D 20D o8GR E BV, U o SERIY
IR & o THBMESE RS 31T 2 BAEFUR A
B L7z, ARRETCHE DI BIERUREEM & 23
D5, 1EEICELTEY ey h& s
7 AR U ANIZ3 T A E e E et Lz &
A, 32 F TR SRE RN FE S .
LSthb~ U AHBOMMTEM Y v/ 2RBIL,
DO B AE BE R EAI IR s RS &
FHETHBEMMREERET LS TETHD.

IV E R WYL oA F—3 XA GWAS D fine

eiEpr gt S

& REFICBWTHAELTRBY, KFET—FEDE
HEERHDHEEXD. LR > TGWAS DFE—ER
RV —=u ke LT, AHTHSD.

C.HEMHEIEZX(BO) - VAN
(DPB)
O F AMRASRE K - B

H
=

OV AMEIAISR S S22k & BREEMERIRE IR 1%, &
HITHIRE IR TRE & L TR AL E & -9
BHEOOEAMEMERTHH. AFRILTIE, KRE
DERREFELIET L, 15K & TR R n oF%
PRI A RRT 52 B 95, AEEL, A%
PERIRE ZRIZB W T, 20044E1IC5| & ke, H20E
SEFENIE L E Lz, FORE, 2004FE1n5
2011 AFE DEARNIC B\ T, HREERICFEEZ B S
T SEBI 23 9341, ERIRZWIHIA 384 Bl OHENH
PAZEMEMISRUE XAIEFI O &, AREBIZHT D5
BRI E L TE TV A ENRENZ.

NAREXZR

o
v

bt

PRI SE S298 ERFTHR

OF AL S B 5 A F Y DBATS
Bt

mapping

EET VAERC L 55 ABEAENT(GWAS)DS,
HRBRSZ B G FRROBENFELRDS2OH
5. AEFRAIL TR EHANT, Yrad F—
VADGWAS ATz, RIBITRFEE 1274, v
oA R—YAREF1624. TNENOfEAHEEDNA
EEBHOPTEER, S VEEBERER L. T
L A 1%, Hlumina £t @ Human610-Quad v1.0 DNA
Analysis BeadChip & F\ =, 7 Lo OELIRED D
HEE L= BIEA Y RS20l EAR L, £OIE/HFIC
BB FRFET AL DILI18ETH-72. D
FThP /ol R— ZOJREICERS LTREENH
BEHRPDNASNPIZHOWT, EZ A 7%
Ef L7z, ZORER, FeRAKDDQALEMHED
157755224 7%, Ein+ 0 (MR E) TS.0 X 107,
T UVERE T43 X 10° O EHENAERE T, HL
I R—=T ZADORIEEFRERMBEEZR L. ik
DEZEGE CHRBRFN T A, +41C
GWAS L XL D F BEKEIZZE L. #8457 89 fine
mapping CTidrs7755224 £ D /S 7GR A R LT
SNP I ZHED o 7=, A EIORE R ITBER OB B TR
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OVE AMETLHIRE 34 (DPB, diffuse panbronchiolitis)
1, BT U7 REMICA SIS HLA class I BB B
T D, 6FYEIRHLA IO DPB R B P
RS ORIZIE, Fx N n—=r 2 LiE2o0%
o F k&= PBMUCLI (MUC22), PBMUCL?2
(Hijikata ef al. Hum Genet 2011) &, DPCRI, MUC21
DHHOETAODDLTF (VBB TN TAX—%
FRL LT D, PBMUCLI (MUC22) 121, DPB & B
HY HECHSR P ERFEL, £O—HiTa —
oy RERTIEALNRNWZETH o0, FT7,
NERAKD LT VBIRTI TAZ—DOHD, &
HOEE R GWH AT MUCSB D 7 1 & — X —1f#
BT, a1 X DPBIRHIEICBEE S 5 2 R LA
ZRWIELTWS (Kamio ef al. AIRCCM 2005). —
J, a—nu v REMIZBWT, MUCSB 7 aE—
& —fEIBIT, FRRMESE & BEE T 2 Bl DB YA
#E ST (Seibold er al. NEIM 2011). 54, Fox
X MUCSB D&RIIZA O DPB B f#T, ~T7a ¥
A TRV EATY, F—1 v SREMTOHEE L DL
WA ToT-. TORE, MUCSBHEIKDBLEZA
DI, DPBEARBICEET L6 OREHRE N



2011 ~ 2013 FEEOVE AVERIR BT 5 HEFE

INien, —FBBROBEEZAT L0 2EERKS
-G, Seibold B DE U 7o Fli ke ERIE 7 U A1
HARATHEHRD O T=. $£72, 287 UL
R, ~NTadA4 EELOEOHEEE LI, B
ANba—a v RREMTRERELERDZZ 0D
Molz. TIUT NODPBEEBESZNE, HEHHICE
DDHBEHEIL, TOTAEADO LD TH D A[HE
PEATRIE S hu7z.

G )

BERPERVE MR RIC OV T, ARERILESEE
&L T)EZOMZE, Q) F LWIBEEORE, (3)
BT 2% A D ifE OIREIR ST O R E, @) MEM
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Jifi % BE QOL DE, (5)ZWDIEMENDSSEDH
FTTZNHITHOW TR E L THEFEICIFEIZE
DRATE. ZHVETERER BERICHEROERRE L
THEEIT N OHSLHE L T, FHRITBNT
HEE - W13 OB L ERT I 2 TSI T o T

IO DORER, ERIRO X b HRIE, Ev
7z = RO, PMXBIZEOHRE, BEHESO
BIRRIC T 7= Y, 2WrooAE e (L (% & RER), &
DI OTRIRIER E e E N R E T L.

F70, Yo F—o 2L TE, KRS
FRELZAHHECHA L2 & &, BHABIOIREIC
EEICENLD TEFIE] ORITEOIBEEH TS
Z MW TE . BO - DPBESM CIEBO DEFHE
BAR—NSHBHIENTE .
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SRR 24 B
JEA SRR 2R B D & (A MR B e IR R )

U ATERREIZRE S 5

A AN ST EE

WrEEfEE  HllEtd
(BIRERREFRENE %)

(B )

OVE ANERTER BB B9 5 FAE A7 EE, FrEsA
TR B ESRIEE TH D TRPRMERV NG ),
rag F—=2 2] O2FEMAE, TOFE ALK
B THBEMRESR] Z2h0icezns 0B
HREBZED THFRORIZKRE L LTS, Zb
DERBOES, THRE, B, BEOE K &
ERmOmMmN LTI 28k - T, b TR
Th D I HRGIRBOF LWEFRIE DS & L
ZHEL QD SLICEBOIBETA RT4 0%
DFATROBE MRS - BESORIRELEL T, HR
W L2 < OEROBESRE L QOL DU EICE
NVTHI EEFRLIEBOEBE LTS,

iy

Z DY DO FRITERERI TR & BRIRIFZE, TR~
DISHAE LD TR DIZ-TEY, EOFEMIC
DNTIHL TOEMIZBNTRRDLZ & 95,
NEOWFIRITBWNTIIHEARD - & T d 2 0
~OEEIT AT o TV D, bbb, R
IXGCPEZEHL, HICHRONRE, RIUFEERRLE
WHELTTIA N —REOBAICHEEL, TS
BERIE Uz, £ B2 EE2-Hoa L
ETCHEDHEONTZBEFOEHEERICLY = b
U—%Z4TV, BEREIUZ LD, a8 TOER
@i, National Society for Medical Research (Z & 5
“Principals of Laboratory Animal Care” 33 JX (" National
Academy of SciencesINIH/ATI)IZ &5 “Guide for the
Care and Use of Laboratory Animals” (NIH Publication
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ORE XA E IR T N ERB35% L EH B,
G@eEFMA R NTH Y, BRAREL LT
BOAT oA RERF & Uiz, BB RIERE
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R R B MR R O 20 F 18 D fFAT
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DEBTHD. —FH T, IPF & £-NSIP DG KL, H
BT R b NIRRT RIS L TR Y, mE O
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AR 2 S5 HE L 7~ mRNA % Illmina Human
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BRIERTO CT B % 24 OFEE ML L TRET L2,

TOAT AR, B, BRE, &Y, TBIER

BEXIROFELIENY ZET Lic. FTRADIERY

e



2011 ~ 2013 FEEOVE APEITER BIC B 2 AR

=
i

150,1(<10%),2(10-30%),3(30%<) D 4 B b 7=
LI, RS, BT TOSMm EREt L.
% TC lobular heterogeneity( /N & N R 2 — ) &
Perilobular opacity(/NEDBMEE ) DB EE K an
L7-=. Lobular heterogenity X IEH % &dp4-DLL LD
AT R RAE$ 2 Z/NEE L E$E L, perilobular
opacity [ Ju I D AR, K& S E RO RE R IEE,
INERRBEDOAREE L UE & EFR LT, & HIT, ATS-
ERS IPF/UIP HA K7 A > @ CTHIE (UIP, possible
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Db igET L7z

(A )

=z By
AL

240 DFBIEIL BT T - 72 (Bland-Altman
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B 5
(GGO), consolidation, GGO + traction bronchiectasis,
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honeycombing, intralobular reticular opacity,
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R 5t 2B A & 5% BAL THEE LTS L,
SRS DA & SIEFI D2 W (IPF/UIP Tl WA
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ZDBEBERFTRO—D>THD.
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