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57 & M il 21 4 4k (idiopathic pulmonary fibrosis, IPF) J&[H]
JBT T it 5 e DL R 2 B L AN ) SRR R Y AR R R T
SrZHILEIL T ZE, HA BT E% IPF &3 Bk #il5 %
Z P AETEIY 3 A TR 2B R B ki AR
>k TPF (9 W5 H 45 2 BT AL 76 K0 AL 12 WA =X ik 97 O
PO SR 2 . 2011 AR S5 [ /RN / B AR/ fir 26 0 g
B SIS TH M IPF 2B =0, a5 & 16K 215 R
L IEH Z2E B2 IPF B & hn e . X AR ETZCY
WL, A5 KR4 1 IPF SR AE e W a2 I8 . (HOR[R) IPF M35
i) S5 JO PR AR O o B S8 A AR A S LA TR L G R T LR A i
PR e, ] LUEBOAE AN B2 E » BRTERG E 1 SR SRk, th B
Z 1 8 (acute exacerbation of IPF, AE-IPF)., K4 H 5% ~
10% 1y IPF (&4 2 3L AE-IPF, gt i £ 4 o iA BRI A o6 58 26
TS HRR S R R S B I &k 4B AE-TPF B Al i T8 1Al 7 .
Hi T TIPF i1 bk 5 1 0 07 A R i 1 3 72 VTR R B A
AE-IPF fifi i) j& TPF 4k12 W1 22 J5 1) 25 21l PR 7] 8 L 3% B 4 ¢ &
) 1 PR P S B 10 3T 5 0 S 75 SR I T A R BT £ 4k AL 25 ) B
SRR HEE MR . AT K A IPT 8 & 5 15 FBUE %
MR I PRAFFAE , HE B PR & WA A R LR AE-TPF {5 1] 1ty
1R L R TPE RS A 1 1 PR 12 W A0S A A VR T i AR R
WIAR &Y . [EB TPF 87 24 I IR a0 56 o 38 D) 75 22 ) 52 (9 48 47
2k S BT ) VAR 432 5 LA R v a0 0T 24 50070 K 8 KR L OF BURR
S W 25 ) T 1) 5 15 1 A2 Ak

% IPF BF5E IR A L4k K B T AR 20 &4 S 110 TPF )
% Al TS T 18 A AR A X OR AR e TPF J8 35 43 2 LTl
S5 P A I T R A0 T 45 [R5 1h) B TR
IPF (127 45 BEA 43 FA6 IR AL B AR . A ST 2 25 2 i
IPT g 15 D1k F SIS 1 W7 034 07 1 AR 0 40 38 19 A4 OC A= 99 4 35
Wy, 3 4 T A 40— S B R G IR 1S 2 R R L A T TR I R B
IS A WA EY .
1 IPF Bylis FRIE M HE5 47

IPF {345 1) 6 6 1 R AIE A 38 — 1% 00 il Zh BE &5 21t L 5
R Fp 27 A L BERS TE — R B RN HOBUE L X 2 2 A
I PRl TPE J8 205 18 RS i £ B4R . s Ay mi i
Ve VR BR AR B Sk i K I Sl Bk v s A 4R 7
JEARRY . BRI BRAER /N T 50 2 1 BB A UG AH X B 4F L T
50 % DL b A U S 22 5 EL R AR 6% 00 3 I, SF- 35 A AE B ik —
KUkl IPF 4 & T 92 A BFITHE Lot iR BB A A
o # . fE K bt (hazard ration, HR) Jy 0. 63,95 % 1] {5 X 8] (95 %
confidence interval,95% CI) gy 0. 41~0. 97, {HAF & . 1 51 1
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IPF WG 1 6 R AEFABAF 5 PR R BEE E S . B 6 min 4
FTPEBI /N T 250 m 5k 24 J 24T IR B T RER T 50 m 4R
FET A Y . A R FT ARG 2 A0 5 B I I 18 I 3h Ik
W) IPF J 1 AR R SR 36 28 %0, 1 38 = i 8 ik & 1 3 1R
I 520 AR R AR O FE KA AE IPF 2 AN B A5 I
PR M & Ji 20 2 286 (00 52 30 54 30 4iF O 5 87 fils 2y Jik o i) o 72
IPF 95 175 DAl o 8 008 17 A 42 AP 7 P e 3l ok s A 0 g oA
HABRIIIRE .

it By i 5 2 TPF Ay S A4 A 22— Z R bn i w
$EoR8 WG i 2 0 It 1% & (forced vital capacity, FVC) Fl — 48
AB 14 5% B &L (diffusing capacity of the lung for carbon monox-
ide,DLCO), B FVC il DLCO F 3% £k /K ¥ 52 51| 2 At i 3 I
JRRE Q0 it S S5 o BT LT e R T R S e TS L T R A
S DLCO TRk 15 %0 B ATk g s ik J L 1 SCik 42 s FVC 78
B AT ot 5%~ 109 SR A IR 45 1 45 th 6 T AL S 2
0,

B 4> # CT C(high resolution computed tomography,
HRCT) J& IPF {9 bR HER (G A A5 7 v . BR A T2 . i ml J 7
Wi s . WFFEHiE HRCT b2 4efbu o 2 P /0 5 IPF &
R A OGR4 0 2 B P AE T A R 2 A
ML K, AT AOR R VT AR OR & A RHLET BY B Ak e i
CT FEARR K Ji& A7 B2 52 B0 A2 30 Fil % 0L B 5 b = HG
FE IPF W) o iy (L R EL s 5 A 4 TR oF st il .

H T B — I PR AR AR Y T B S L PR T R R RS
BMIGIRRIEMZSHBE WD R, LA R RN 2
GAP P43, H AT P 51 A7 &% A T B 3 28 116 R fie & 0L &
o MR GAP 48 Bok 85 oy 803 1 148 I 9 38 353 03 Oy
6261626 3920 . X F R —IGIKIEHR . 2 BB R G X
figde & IPF SO0 A9 AR 1B B3R I 43 3R G dl 3r T [l otk 1 45 4
SEfth b e VA R — B IIE.

ST B0 ST 1 PR A A I WA 1A TP 8 5 14 9 19
FTIUG HE A 05 AR, 0 B G PR A8 br 5P 43 82 10 RE A TR
AE-IPF py KU » HLAS RE S e TPT i85 k0 B9 EZE ML . B it
Xf TPF i 25 B off i 1 9 17 R 100 J5 4 i A 1 T A A A Le
YR E I R
2 EYREY
2.1 FERBREY A 2000 FLORELMBET HHFIERZ
B IPF 1R BE BUS M, W R 2D S 50 R 1R
ML RESE P, SR TRk R 2 T 4 3% 4 TPF JE I BUS 5 B
AR Z 4550k B F/NBEAS B 9 HL ot o B L A A 8 30 9T .
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A5 T IV 2 B 0 A SR B30 AR A 11 4 Bk TR 4 DG 1K 43 AT (ge-
nome-wide association studies, GWAS) ) 52 Ji& , & B0 %k > 3+
bRk IPF & F TS e BE A 2% .

MUCS5B & 4 T8 25 26 11 2 5 <E B 48 % 137 . 2011 4F & 31
HIE 30 7 8 1 BR £ & 1% (single nucleotide polymorphism,
SNP) 37 i rs35705950 - 45 7 ¥k 45 4 3k 5 19 A4 TPF & 9
R ik 1 o JEEHIIE R IR rs35705950 YR B 45 iy K K
1y IPF (% B Al TPF (838 WS SE A s R BN — R ik &2
18 ik S R0, ok — 25 S B 2 A0 9T 1 B L T Al
% MUCSB Jig 87 SNP i TPF %355 F0 3905 5 0 i 14 A a5 )

TOLLIP £ F 40 — M EZEMAERTEEA. S5 Toll
HEZEAN SRR R RN R B ERAFESEE. —1
KEEAR Ly GWAS B9 & B TOLLIP 3£ K F 3 4> SNP
1 55 5 TPF 1 5 J& M AH G . o rs5743890 1) Yk 2 55 v 3k (R 485
i i TPF (19 KU AIG o {H (7] B L 56 R R 9 TPF (R 35 i 5L 236 B 3%
W[ HR=1.72;95%CI(1. 24,2, 38) 1",

I 19— BN B A 55 8 — 25 R T 4% 4 R [§) TOLLIP Al
MUC5B 2 SNP (4 # # % IPF 25 4% ik JE J2 Fl . 5w 1 nds |
N-Z It 2 e 2 82O 2 B 1 22 5, 45 R & B TOLLIP J [
rs3750920 i ;5 Ky TT 3 AL 8 5 IR N £ k2 bk 2 2 fiE
B FEAREPE T B LAY B B FVC TR R B AT 10 20 9 KU
[HR=0.14;95%CI(0.02,0.83) ], 2 Bt {7 5 CC R 1, ff
FZYI A IR E LR KB B LHR=3.23:95%
CI€0.79,13.16);P=0.10]"%),

BT IR Z S UL R R S — A K £ 1 IPF
TG FE AR . K2 1/3 MEURYE TPE BB 41 R I o0 4~ 4% 40
i 3 K BE ARG T A1 N T Stuart 250K T 370 ) il £F 4k
b B e 149 61k TPE) (14 41 J 1 A A 42 200 M 3 6 14 < 5
IR B 5 3 i F8 A8 4k 77 B (transplant-free survival) fl 6 %,
IR IR B 2 TPF JB 3% 2 57 (1 1S 48 B[ HR = 0. 22;
95%CI(0.08~0. 63) ], IPF £ 3 2& 17 31 Wil i or 45 Jel 74 4 [ M,
AR TPF (4 [ J55 4 il s S8 & A0 A7 5 o b 4 8 TR AH DG M. X
S5 RAE G 82 3 A M Sr BAAI B 5T R AR 3 T 3R,

;:: [8-9]

2.2 HEAREY  SMEIMPE AR SR IPF AP bR S
WA B2 W — 38t TR A By T 3R 45 A 0 5 A 00 il 29K 4 9%

W B 3 56 (ELISA) S5 55 Sy 3 K o AR 22 0 5% 3 22 3 76 1l v v - 3
AT IPF Bl B MG & ARk . R K M S Y5 IPF 3
FAZ O R AL < Bl I b 2 240 B 42 495 L & e DU AR L S e T g &L
1 22 Bl 2R B AE A0 A I o T B IPF (9 1905 AS B s et sk
AR O AL HE < il 2% 1w 35 M B L #5811 (krebs von den lun-
gen-6/ mucin 1,KL-6) & fk A ¥ CXCL13,CCLI18, [ il }fl 41
% 8(interleukin -8) I il [A] it 70 7 1. JL i & @ SR A g 1 A0
7(MMP-1 and MMP-7) 2 22151 |

KL-6 J& [T AUl 57 20 i B 1y K o 7 B2 1 LA A
i E T 7R R e T 3 L B 4 A o i 1 3K L kA 4% L 2 TPF &
TR ML b A — 3 F S R PR S I b KL-6 AR S s
IPF 7E N 1) 22 0 5 P il s 1 T U5 AR R A 9% 59 4148 v 1 I
KL-6 /K38 o] BE TR & B &4 AE-TPF i XU,

it 340, % THI 0 PR 2R 2 Y — #éiﬁifiﬂﬂ%ﬂﬂw@Lﬁ’bbaﬂ’Jﬁz
Yk i L AE TPF 55 155 A 3005 J U e 1) 400 {8 tho 4 AR 22 0F 93 i 6
. R /INEE AR 8] A 5T B R A6 8 i SP-A R SP-D i i
Y HRCT 75 () Il 0 4 A Y0 2 1E L, B 3 4R 5 Bl U5 47 35 1)
BE BT B E ARG SP-A il SP-D 24 KF, J5
SEAF STt 5 I SP-A il SP-D T 85 3 & IPF % Fi g po ok
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STAG K N 2, 9F H SP-D f£ AE-IPF ¥ b &k Emie,

CXCLI13 Z&—Fh 45 B itk & 40 Jd 1] 48 5 o AL 32 B 1 a1k
K ¥ 2 5 2 R 5w m R B . BEE Rl IPF 3 1
J CXCL13 /K 8 3 v 1% 1 B 2 o il 5 o A A RN 4k 3 X
WL IPF SRy CXCL13 7K V- die e 1 0 20 Ax A7 B 1] 4 H: A 2 5%
HW B4 M HR=15.5;95%CI(1.8,16. 9)], H CXCL13 7&
AE-IPF () (8 3% v W] g T 8 3% 20 2 vh #7 CXCL13 B 50 %
DA DU 7 B A B I g vt

T3 — A>T e WO A TS a4k R 7 & CCL18, Uik ik
& CCL18 [ 32k /K V-5 6 4~ H P i & i h e 1 T W 2 1 5
IEAHIE, BL 150 ng/mL 25 CCL18 1) # i , CCL18 & K -
A CCLIS AR /K- 4H 88 T KBS W i 34 i LHR=7. 98; 95 % CI
(2.49,25.51) 1

R BRI UE AN AN L AR S A E AR Rk 6. —
AS/NUBE R T IE YO 5% & B8 AR T AE TP 3 2 A A aft i Jii
PR EF 2 Al kL rp S e Rk I B AR K A 48
JE VY R s i B KUK 8 [ HR = 1. 475 95% CI (1.03,
2.10) ],

IR BT R A i A AR AR AR S TPF 1 RS
PR AR 1Y BT ET 5 RV 24805 1 AT SE IR 5 BE— P IR AE . b
TE — AN RFEAR (n=118) IPF [8] Jil P WF 5% v o oK g IF 52 40 8
It KL-6 A1 SP-D J& IPF Bt 57 09 1 J5 R KA R, eah ¥t
£F YAk 25 Wy ik AL e B 0 I DRI R 5 2R N < 2 SR A IV KL~
6.SP-A 1 SP-D 78 fb I S i i e Hy 58 & X 3R 7 i R

XIS R 25 5 AT AR R R AR 2 BB 9E 2 /MR AR

e JBE 4 43 AT o L R I 3 Bt A — A LA IO R R
R AR 2 25 A AR 2 W I R (B 5 22 00 0 i i ok 3
UE OO RFEA 2 s VAT P L e Bt IR R R B % 2 1
B 3 3l G B A T TL A 48 A Ol 45 SR 1) i 145

Richards %™V (i ] £ T % 9% 43 A7 % 3 AR W o463 1 49
Am”ﬁﬁ[ﬂ Mo % B MMP-1, MMP-7, MMP-8 %5 5 i & 14

5 G A S b S ) TP 002 e EL 2 i s 45 L il il
Jﬂi It B 2% MMP-7 (K57 5 3% FVCY% Fil DLCO X i {1
R, Richards FF 58 /NALJG S 58 T 3@ i 4 231 4] IPF
AN 92 AR LE B B AR 7R HE R A B (n=140) & B M
¥ MMP-7 . JACM-1.1L-8, VACM-1,S100A12 & HE & 4F i .t
S RE 2 S S A S BUS B . IR A IBIEBAS] (n=101)
W8 IR SE 13X 5 R AR A 3 0 B S0 B8 I i RS A A A7 40
455, H MMP-7 . TIACM-1,1L-8 & 3 F} & Wis B 3% A4 17 1 %
Y, MMP-7 XS ) 0 AL — T4 A T 438 fi] IPF
9 1) 11 K TR BB 0F 5 v 45 3 BE — 20 BHIE » 1L 2K MMIP-7 7K - K
F 5.7 ng/mL J& 4 57 TP 5 il D R AT MUCSB 36 B 2 A1
WEARKZLHR=2.06;95%CI(1.05~4.07) 1",

PROFILE #5212 40 1k % F IPF B KRB ) i i 1 2
G BRI S, i A = R B R BRI E A
b JF BIE 2 F 4R E o Y 2 A AR B WAL IPF B E ik
R . — Ik B ST 09 45 SRR T rp B T AR A R R
PR IPE |35 A S0 W 0 8 o Jh I 28 e s A | R B AE
IPF A8 25 A o0l REONE TH & O 3 2 19 2 AN BT 18 = 1) Je it e i
Jr Bovik BE 5 TPF BEJi 0 35 A0 ¢, b 6 Bl Bofg 3 AN g K
6 FR A A A A IO L 3k $R 7 2 T bR AR A Y 0 A g
% gh A5 i T W IPF () 5 9 o B AN U Y
2.3 AEMAREY) AT R RS TE IPF Y kA A e
T RER — W PE . B Al TC i 2 i e 18 AR P B 4R TS 1Y
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R IE T e A PR 58 7R T A T R U 1 4 %) TP T )
BIVEAEMH . 7E TPF 19 55 — 4> KAE A £ vhol i IE 1 BA 51 i 52
COMET 52 H , 25 A5 119 S 048 il o6 4 v Vi LA 4 B R U0 % 9 M
H A RUEY MR R 45 R B 76 TPF 5835 il N 45 17 76 B 2o
S 24 T 45 o AT R 4 Bk T OO HL G 0 R A AR L D — TR
FE R TPE £ 5 114 il 6 40 o 67 4 J2 A 8 S 1 B 2L RLE
Ht PCR I 30058 I v E VeV 4 T4 16SIRNA 1y 5L [ 1 , 45
DU R 5 A T K B R T KRR B 8 [ HR = 4. 59;
95 % CI(1.05,20) ],
3 IGRIEFREBE £ WIRE YR TN EE

TE R AT 18 A Wb W 0 [R) B I A R 55 A IR
TeFR IR AR IE A AR E Y I o — BB . BIF5E & B0 IR T
M EE A SP-A il SP-D K 5 SP-A MMP-7  KL-6 # il , &
B fif P I PR SO0 AR TR 4 T U A A L A
LG FVC.DLCO F1 MMP-7 7K - ¥ B i 25 1 7 fo 48 A =K
G R 7 o = b A TN = T S b o 2 S G ' B BT
AL BFEETARGAR 5. 13 45 X se g5 SR UM T I K38 An
A W b 35 0 3Bk D AT 42 3 00 5 0 T Ak R LS A A R
4 INEFIRE

XfF IPF 33X 0 5 B R ‘ﬁﬁ’a%eﬁ,iﬁﬁﬁﬂkﬁﬁﬁﬁﬁ
TG 143 J2 4 PR W L J2 32 0 97 sy b AR ik 42 FH
Xt IPF (0955 155 P R0 0 BT 00 80 v 02 B i llu‘:r“L,aﬁ%
f A 0] 8, B SR IR A BLE R AR 2 19 IPF AW
FRAEW) AT AT fE AT R B L TS L AE-IPF /) XU A T
AER B R % E B IPF LW iR G W B 58 i b T 2 25 B B
T3 4 A A A A R IS B R o B = R 1 0 TIE B
AR . BT RA A BOR Z 46 AR . a0 MUCSB PR 2 25 1 1
MMP-7 %5 HA5 55 2 5 ) (9 TE 4 32 85, 90 20 B & 1 1 IR B
P 37 o ELTT LD 9 J2 B e S A R B R i R L
2 FRE AT HE P A F1 TF 5 0 S 6 76 S 328 1 04 00 2 o B — it o
W EE A IPF A W AR 59 . 31X 28 A W b5 35 W K 35 1)
S AR R B OAORE i 43 2 TN L0 R R R S R R
7 U SR R AR B L O R BB TA T ROR S K L s
i IPF 297 X I i & k3 IPF [ M HiS .
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[X#A] BioPlex ZREAFAHBEGR AN HBZ; A EE

[(FEZEHES] R446 [X#ktrifiag] A
AR W THRABRRERSEA . S FEYHHE R b
BB TREMNERE, BB RE R HR 5 (ELISA) %5 3 AR i
WA L T IR EE 2 0 & . R TR RO A R R
P B — DR %) I AR (A PR s B n T P g G U A
I I 24 B 30 4 RIS 7R 11 (AFP) , it JFE 98 12 W6 10 R 000 S )
70%%, N I 1B A 22 i I 37 DR A 0 o T 4R G I R S B A MBI N
L, EBCEER b A T — Rl A I A B R B R R
FEAR ., MTEE £ 80 R T, J0H DLSE E 1A 4 2 F (Biorad)
A7 ) Bio-Plex BB H ol W . 4o 3 4F ok 19 & J& . Bio-
Plex B0 A BA B )12 B F 24 i Bl 25 e i R 8 2 5056
2. BT HEBERHT LT 3 4R . JE R 412 5 A gl
EYEZIAEN
1 Bio-Plex Bk H B AWM REIER KRR
1.1 Bio-Plex &N B AR M EH  Bio-Plex Bt A H AR
DR ¢ 0 B L5 N S = W1 0 NI R 7, S e X
SRR R AL G A S H AR O — k. B 100 Bl AR R 26 6 AR
I — B9 BT 20 R 2L I TR P e b A ) 1) 9 O e
ok o A AS [ 1€ 1) Bl R T R K — b X I S 43 F B R S AR AT
R IR 8 A PR W AT T 5 B AR S T s A i R 2
B 5 A ks lE B R bR . SRS T Bio-Plex & 48P i
Fe R R TR DR G S R 3 BT A L I 3 — 4 TR 4B A M AR
i 2 AOR R R R L2 K CDNA F B RNA KB,
1.2 Bio-Plex B K AR B4 LR BR  Bio-Plex & it
F R BN 3 9/ SE 56 e TR) L 92 55 Bl 7 R AR I 5%

*  EEIE P2 RAERHL B3 L 50 H (CSPC2015SHMSZX1066) .
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H AR AT AR AR RS 5 T i (12, 5~50 pL #EFOM IEBEHEAT
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