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Table 1. Lung function data at baseline and immediately following pulmonary rehabilitation

IPF group COPD group

Baseline 10-weeks Baseline 10-weeks
Male / Female (n) 14/8 31/3
Age (yrs) 70.5+5.9 69.5+ 6.7
ve @) 2.09+0.77#  2.10+0.74 2.93 £ 0.66 3.00 % 0.65
VC (% predicted) 72.2+18.1#  729+165 92.9+19.7 94.24+19.2
FEV1 ML) 1.69+0.56#  1.71+0.55 1.00 + 0.32 1.01+0.32
FEV1 (% predicted) 85.1+18.9#  86.4+182 45.2+ 15.8 47.1+16.1
FEV1/EVC (%) 842+ 88# 83.0+£9.2 38.1+09.1 37.2+8.4
DLco (mUmin/mmHg)  7.76 + 2.96 7.96 + 3.08 9.40 + 4.33 9.30 + 4.48
DLco (% predicted) 49.8+16.6#  50.6+18.8 63.8+23.2 60.3 + 25.3
PaCO2 41.4+4.1 412+ 4.4 42.0+4.9 40.9+8.1
Pa02 79.5 + 10.1 81.5+ 14.0 75.3 8.9 75.3+12.3

Data are presented as mean = SD. #: p<0.05, compared with COPD group at baseline.

Table 2. Muscle strength, exercise test data, dyspnea and health status at baseline and immediately following pulmonary rehabilitation

IPF group (n=22) COPD group (n=34)
Baseline 10-weeks differance effect size Baseline 10-weeks differance effect size
Grip power (kg) 26.8+94 29.1£102 % 22434 0.23 31.9+8.0 332+821% 1.3£22 0.17
Quadriceps force (Nm) 82.4+31.5 90.3+34.1 % T79+£92 025 87.4x27.0 97.3+258 % 73+103 0.27
MEP (cmH20) 138.0 % 53.9 152.0£55.6 1 14.1+21.9 0.26 179.5 +55.2 192.1 £46.1 158+25.8 0.29
MIP (emH20) 106.6 £ 33.9 122.0+40.7 ¢ 154+22.4 0.45 98.8 +32.7 118.9£33.0% 20.1£223 0.61
peak VO2 (ml/kg/min) 11.0+£3.2 11.6+3.3 0.6+1.8 0.19 13.1£25 134+28 03+1.5 0.12
peak Watt (w) 61.8+253 67.2 +£26.8% 5.4+9.1 0.21 60.1£17.1 64.6 %189 F 45+69 0.26
Endurance time (s) 342.9 4 195.0 847.9+637.6 %  505.0+579.3 2.59 437.4+267.8 1038.4+546.1%  601.0+458.7 224
6MWD (m) 476.5+93.6 503.5+100.3 § 26.9+28.0 0.29 497.1 £98.9 5254+91.6% 28.2+28.0 0.29
ISWD (m) 359.1+120.7 388.6x141.5% 295+ 15.5 0.24 3874+ 112.8 4287+ 127.9% 41.3+469 0.37
BDI total (score) 6.8:£2.0 73+£2.0% 0.5+0.9 0.25 7.1+1.8 8.0+18% 0.8+1.0 0.44
SGRQ total (score) 49.0£17.0 4524177 % -3.8+74 -0.22 425+ 12.7 38441073 -4.1+8.2 -0.32
NRADL (score) 86.5+11.3 88.6£10.0 % 2.1+£49 0.19 87.9+83 912479 % 33+4.1 0.40

Data are presented as mean & SD. f: p<0.05, compared with Baseline, MEP, Maximal expiratory pressure; MIP, maximal inspiratory pressure; peak VO2, peak
oxygen uptake; 6MWD, six minutes walking distance; ISWD, incremental shuttle walking distance, BDI, Baseline dyspnea index, SGRQ, St. George's
Respiratory Questionnaire, NRADL, Nagasaki University Respiratory ADL questionnaire

BB I0EH ORI Y T =g 7 a s T n peakWR, EBEFERFH, 6MWD, ISWD /X PRP gi
Z5E L7, IPFEEDOPRP DR—RX 7 A ‘/GiCOPD % CHE BN E LD (p<0.05). peak VO IR
BEE LT, VC &% VC, % DLeo 23 B IZAKRAHE % EHICWEERBO RN, WEBROWMBOLLET
R L, FEVie & % FEVio, FEVL% 2N A EIZEHEE 1%, peak VO, peakWR, JE&j#FfirsfH, 6MWD,
JR L72(Table 1). JiBgHEE & i 7 2 4347 O PRP Btk ISWDIZE A RO Do T2. 5 ODEHHEFEDHE
D TIXIPFRE, COPDRESE HIZEZRD 2o T2 @ PRP i # @ 25 {k % ANOVA THET L 7= #5231,
7. IPF#£ & COPDHEDOMITITE LR O o Tz,
7 TI%, IPFEEE COPDEEE b2, B, KiE BDI & SGRQ, NRADL|ZIPFEEE COPDEEE B iC
USHT D 71, BRMWERS J, B RNWER N TIIXPRP A PRP A CHEIZHWEZ RO (p<0.05). LWEED
% CHEILEEEZRD T (p<0.05). FHI10kEED MED Lef T, BDI & SGRQ, NRADLIZZ#E % &
IPFEE & COPDEEDELEIZ B W TIL, 42D/ W72 72, BDI & SGRQ, NRADL ® PRP &% D
FERFRD Mo T-. 4ODH 1D PRPEIE DL % 24l % ANOVA CHFT L 7= # 5, TPFEE & COPD B
ANOVA THiat L7 #55%, IPF#E & COPDRED I DRENCITEEZRD Mo T
‘i#’i’wm&)ﬁ Moz, Effect size |3 B FRFEIFM 23 IPF £ & COPD#EL 4
i B A B T UL, IPF#E & COPDEE & % 1T, 122,04k & & fE % 7R L7 (table2). IPFEE & COPD
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BED Effect size lX[ARIMETH > 72,

£ ¥

IPF BB O PRP X, COPDHEFE & [REE/NAE THE
BE L, IPF R 22 0 10BN 26, BElh,
fEFEESE QOL, ADLII#EZ R L7, IPFOf /X
COPD A L [AIFRICIE T L, EENHNAREICH < 28
THEEINTWVWDe. ZIVULEBIINIZEE S IEEIED
BT, T4avFaamr JOEBRENEZD
b COPDRBFE LR N ML —= T DN
K THoRhBENELNZ. FICREH hL—=
21X Threshold IMT® Dz & IV TREMRRYIZ S L
TofESRL, effect size 3 IPFEET0.45, COPDHETO0.61
ER IO P CHER R P KR E o T,

EITHAREDFE T, peakWR, EBNFHIIR,
6MWD, ISWDZSIPFRf & COPDEEE HicikE L
— I ERAESNDE 74—V RTANTHD
6MWD & ISWD” ¥ X IPF # & COPD B DO BEIZ 2203
< ##E L T2, Kozu b (L IPF B3 @ PRP 13,
COPDEF L W EHRITHL D E L TNDHY). Lk
L, HHDOHMENIR—)LT A 2 D6MWD A
300m &RAENS L L 7o BIE 72 B F &8I L, PRP
ZAALTWD. FHex D6MWD L IPF R T476.5m,
COPD £ T497.1m & Kozu & DY L th~_T, &
B AREN B a5 CTh 5. COPD BE IIELESD
N EE T HEETH PRPONARIIE ST
V. L L, IPFEEIIHRENSE/L LZEA I
PRP O EAHEL <, BEZR S BIZPRP Z AT
iX, COPD B L RERRNR P END L EZ DD,
TEE)FFGE T O effect size 23 IPFEET2.59, COPD &
T2.24 LMBD THEDRNPKE BT, Fr Dk
ITHFFR2IC BN TS, EE) R RE ] 23 oD EE B i 2
REOBEL Y LEENRE ol Z OEBFEHERE
Moz Ic w84 AR 11%, IPFEH & COPD B
ETHEHRR R D, COPDHEFE O % A 1T work
efficiency & KARVUGHR /) D ED TR 2L T
5953, IPFBE X work efficiency & A& MEBEAEAY
BWNEELTWAB?. IPF OEBNA RE O & FEIL,
IO UE LD FHOBRFILRES I DBEED FINEE L
TNWBZ EERL TS, B EREERED %
AMAZ B S 5 208, IPF B OEBNHARE D
EEEEBL T D,

A [E D5 S IPF » BDI & SGRQ, NRADL % COPD
BE L ERR RS EE R L, M THERIZBWT
LEZRD ol ZORBREERE 2, IPFEE
® Bk, fEFERSE QoL, ADL 72 &iZ COPD & [d]
FRZ2PRP THRIHREBLND Z LB Th o7z,
Holland 5 @4 9 TiX, IPFEREZOBUNORED
modified Medical Research Council dyspnea score & f&#
JiE B8 38 QOL @ #5 12 @ Chronic Respiratory Disease
Questionnaire 232 L T\ 5. BBl & fi 5 B
QoL OFHMAIEN T 58, Box OFEREZFFT D
WETHD. IPFEES COPDEE L FRIRIZT 1 =
YT 4 v a = I K DEROEATEENE DR T
LTno 9 EIEECH AR ErdeESE, 71
AT 4 am T ERIESE D I LTRSS
B QoL N FE LB ZbND.

PR H OtE & O IPFEE & COPD #E O HLig Tk
FEZFBD T, effect size lZB W T HEBERETH -
o, Bx O GREHE D% VCILT2%, 6MWD X
476m TH Y, LEIFIZBFFIEZER L THnan
IPFRRETHDH. MMOWMESY L EE B %2 PRP
DOxtGrE LTWD., IPFREFICEWNT, FHIZPRP
Z WG9 AUE COPD BB & [RIRIT, SEEhifR A B >fa
FERHEQOL, BNz LloELRT EEZILN
D.

A [a $ ~ 1XIPF B ICPRP % 4 A L 7= #E &,
COPD D REER AR HF b hic. IPFEEICKT 5
PRP /L COPD % & FIFRIC EE R IREDERD 1D
Wb EEZD.
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Lung-dominant connective tissue disease {Z ¥ 1} %

FRIR - CAERR - B A AT

o mzr S UTiE R AT A AN Vi
(N BRI e e ER =

15 £ . Lung-dominant connective tissue disease(LD-CTD) &\ 9 % HBHBE S MRIE S Nz ny, Z O
SDBER OB BN b L < IERFRMEREMEM R IC O S D DT Do TR,

siGe & ik L ASEFRAETRBRIZ IV T 2007 4R 1 A 525 2011 4E 12 A O MUZAVBHEI AR 23 i1 T S 4
TR B RAICHAEL, MIEFEMZRLD-CTD OBWEREL M- Li-4plzxts s Liz.

[IP(idiopathic interstitial pneumonia) O 4 R 7 A IZHEVVREMSRE 220 L, S S8R 2
J73 B AT K. (lymphoid aggregates with germinal centers <° extensive pleuritis 72 &) D 4 #& &, FFAf L 7=.

¥ ZHRCT /¥ — - ONfHEEE D #R1E, Progression free survival(PFS) {22\ C HaFT L7z,

5 R 3 70 R BE LA B 1%, UIP (usual interstitial pnumonia) pa&ern 73 24 5], NSIP (non-specific
in terstitial pneumonia) pattern 23 1245, OB 8B TH o7z, FFEONFWETRZ2IHB LI EH
L 725EFIIE, UIP pattern C 1445], NSIP pattern T104l, #DM T6HIThHh - 7=, FHEFHIIZ UIP
pattern DFEH] D 5 B 16 41 (67%) Tid, HRCTIZI\TIPF (idiopathic pulmonary fibrosis) & L T &
inconsistent UIP pattern T - 72, 14544 O iR 1395 B2 NSIP pattern CHEIZKE L TH Y,

E BITFHEAY A NSIP TIXUIP L 0 & BIF /2 PFS Th o 7=, ,

fis i« LD-CTD 23\ T 3 AR FAR RT3 UTP & NSIP pattern T, 5 BEALARENIC & 0 BEERRGE 23
FLipo Tz, E72 LD-CTD OJF HE2 A UIP pattern TiZ, HRCTIZIWTIPE & L CITFEsAL
IR Z <, EERRINRFERTR LS B b |

ANSIRRERE g - T LR — R

! RIEICERFREER AR EGVIER AR
PSR A TR T RIRE AR

T OOVEA MEREICEET DRAENTIEEE IR E
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LI

HEFE R PE At 2% (idiopathic interstitial pneumonia:ITP)
L, BIER O & OEJNIEELRETHS.
TEDOIMPHA RT7 A4 BT, HEdikRE
DIIEFHI—T—DRA T V= T 54T H T & & HE
T”LTWDL BEBRKRICBNT, HROZECH
ERIGIETH 5 b O DB R 2 J T 7 %
PRORWERN LIE LIEFR® 5415, Fischer 5 i
D DREF] & BIRIE O IR 51T £ & 2, Lung-
dominant connective tissue disease(LD-CTD) &9 ¥
MBS A IREE L7 LD-CTDAS, NP % BIEAIC
I DD, BRI O i Z (connective tissue
disease related interstitial pneumonia: CTD-IP) & 43%H
SENDMTERICB W THERMETH L0, 0
LD-CTD O FEBES & RFE L 7o i 4 £ TIiTid &
A ETRV.

AEF 41X, LD-CTD DEBMEEZRIET 52 &
ZHBE LT, SRR AR & AT S /o P R
O HCMIEEAYC LD-CTD OB WiE e 2 i 7= L /- )i
BNZIBNT, BRI - JEHR - EREERY R R A
L7z

MR EFHE

2007 4E 1 H 5> 6 201148 12 H O BN A SR LB
(R THMBI R AR DS AT S e OV AR R
FEBI 20641 2 1% HHRENCTRAE L. 816 27 R (4
VAL R— A, @ErEER, BERE)ZET 5
62 BIEERSN A7z, ATS/ERSDIIPH A KT A |z
EOF, MA4FNIP LB S, Zh b DRERFIC
B THIEIRHARRFZ IR R O s A 22 fr ey A &
PUEZRE L. BBz 444123 LD-CTD & 22
S, ABECMAT S

LD-CTD D2ZWHILA T D & 5124772 5 1) AFH
i AERIZ £ 05 S - ERAR A% Cusual interstitial
pneumonia (UIP), non-specific interstitial pneumonia
(NSIP), lymphocytic interstitial pneumonia (LIP),
organizing pneumonia (OP), diffuse alveolar damage
(DAD) , M2 JE ) @ 7 V> desquamative interstitial
pneumonia (DIP), % L < X unclassifiable fibrosis 2338
HHND, 2) BRI L ZETE 2 H MRS E
BE20, ) UFTDI AR E S 1D Bk

MY CHURE E % F 9 % [antinuclear antibody (ANA)
>1:320, nucleolar-ANA, rheumatoid factor >60IU/ml,
cyclic anti-citrullinated peptide (anti-CCP), anti-Sclero
70 (anti-Scl-70), anti-Ro/SSA, anti-La/SSB, anti-double-
stranded DNA (anti-dsDNA), anti-Smith, anti-
ribonucleoprotein (anti-RNP), ant-tRNA synthetase (anti-
Jol), anti-centromere antibodies] *. [BJFUR DZWTIL,
T AV B U= FEE(ACR) DLW AL
7o ARRFEICIE, LD-CTD O Wi YIRS T
WD R R LB RO EICES D 57, Mg
FEI KRB YR 2 AV T LD-CTD % 2l L
o, TRERNAL, PIEFHIR D 1EZRETOLO
ZRLE L7,

BEE R, MHEERERR, Pa0, K[EMIEYk
i, MIEFH)~—h—2d L. e o deE-
BYLIE, PIEFHEEE & 14RO %FVCIZR W TR
HI10% LA EDZA L & B3 L7z, & 72 Progression-free
survival(PFS)IZ R L TH Fii L 7=. PFSiX, %FVC
WZBWTHXAI10% L OB/ LIIETET
DU & ER L’

HRCT I Z A B EIC KX 0, BRRIE#E AV
3 BEAM 23 4T 3o 4L 2. ATS/ERS/JRS/ALAT @ IPF
(idiopathic pulmonary fibrosis) 74 K7 A 2D X
UIP & L T OHE{E £ (inconsistent UIP pattern, possible
UIP pattern, UIP pattern) Z 7 L 72'"°. HRCT}&1.0mm
AT A ATITDI, TS OREE R 201346
RIThifT &,

JRELRERRIE, IERERE I LV RRERE AV
R AT I, IPDHT A KT A NZEED &
WL 21T o7, F£7-LD-CTD ORI Rah
TN D R B 22 BT AL (lymphoid aggregates with
germinal centers, extensive pleuritis, prominent

plasmacytic infiltration and dense perivascular collagen)

WOV T H R L7z

KI5 B 445) D JR BEALRREL 1, UIP pattern 23 24451,
NSIP pattern 23 12, Z DA 8HI TH -7z (F1).
BRI, K2R L. &bBHE<RD
& 3721 R.id Prominent plasmacytic infiltration(n=32,
72%) T, LD-CTD OJR#EENE( = 210 H LA E) &7
L7 JEH13 30 651 (68%) T o 7=. UIP pattern (ZF 1>
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1. LD-CTD (2361} % R i
AR Subjects, No.(%)
uip 24 (55)
NSIP 12 (27)
Others 8 (18)
OP 2 (5)
DAD 1(2)
Unclassifiable fibrosis 1(2)
Mixed pattern* 4(9)

* Mixed pattern included UIP+DAD, UIP+DIP, NSIP+OP and NSIP+DIP.
UIP: usual interstitial pneumonia; NSIP: non-specific interstitial
pneumonia; OP: organizing pneumonia; DAD: diffuse alveolar
damage; DIP: desquamative interstitial pneumonia

582. LD-CTD (23817 2 1 LA 70y BEAR AR T S
Histological features Total Histological Histological Histological
9 (n=44) UIP (n=24) NSIP (n=12) Others (n=8)
Lymphoid aggregates with
germinal centers, n(%) 21(48) 11 (46) 8(67) 2(25)
Extensive pleuritis, n(%) 19 (43) 10 (41) 4 (33) 5(63)
s{;r)ninent plasmacytic infiltration, 32 (72) 17 (71) 10 (83) 5 (63)
(]
Dense perivascular collagen, n(%) 20 (45) 10 (41) 6 (50) 4 (50)
Two or more pathological features 30 (68) 14 (58) 10 (82) 6 (75)

of LD-CTD, n(%)

Data are presented as number (%). UIP: usual interstitial pneumonia; NSIP: non-
specific interstitial pneumonia; LD-CTD: lung-dominant connective tissue disease

Tik, 1441(58%) TLD-CTD DIRHFLE 272 LT
Nz

R B AL R O BT RITR IR LT, JRRA
FOFh P IENE, UIP pattern T6575%, NSIP pattern
T6li% Td o 7-. UIP pattern & NSIP pattern Tid,
Filip - MR - BRERE - N— AT A D Pa0, - filitk
BEICRV  THEREITR O b/l 7z. BALFIZ
BT EfEEk £S5 23, NSIP pattern | 35\ T UIP
pattern X D HZ <R L. FFEAZ B APUEIC
B L TIFkF4IZ/RL72. RF - ANA - Nucleolar-ANA
BERE DR D EBEIN, TNENI1261(27%)
IR ST, £ 0% ORIE T4 0 B3 (UIP

pattern:1 {51, NSIP pattern:2, & Df;1 )23 RA % 5
E LT, b DEFITFABRES L < I
anti-CCP 28 [ % T & - /2. Anti-Jol [5 £ @ NSIP
pattern O FBE 223, F D% D% TPM/DM % %
fiE L7z,

B R F R e R EUT R S IR L, EFERIC
UIP pattern T&H - 72 EH D 5 B, HRCTIZHB W T
UIP pattern % 4 {5, possible UIP pattern 2% 4 i,
inconsistent UIP pattern 73 16§l TRa s H AL/, HEEE
HJIZ NSIP pattern T & - 72 EB] TiX, possible UIP
pattern 234 {5, inconsistent UIP pattern 73 8 il CFE&
5172, HRCT Tinconsistent UIP pattern T& - 72 4iE
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3. BEE T LITHERE - BALF RS

Tl sigenl  Hiengnl gl
Patients 44 24 12 8
Age, yr 64 (36-74) 65 (39-74) 61 (36-71) 63 (53-72) 0.21
Male gender 24 (55) 15 (63) 4 (33) 5 (63) 0.10
Smoking
Never-smokers 19 10 6 3 0.63
Former/Current-smokers 25 14 6 5
Laboratory
WBC, 103/mm? 7.2 (3.8-21.4) 7.1 (3.8-13.4) 7.5 (5.1-15.5) 10.3 (4.1-21.4) 0.46
CRP, g/di 0.2 (0-19.3) 0.1 (0-3.6) 0.3 (0-6.9) 0.8 (0-19.3) 0.13
KL-6, U/ml 1200 (200-5600) 1200 (200-5400) 1200 (300-4400) 1400 (200-5600) 0.95
Pulmonary function, %predicted
FvC 75.9 (46.5-138)  82.7 (46.5-138)  72.1(48.3-112) 73.8(53.5-83.4) 0.32
DL¢o 54.5(14.8-99.0)  50.6 (28.1-75.9)  45.0 (14.8-99.0)  57.4 (26.2-80.6) 1.0
PaO, at rest, mmHg 80.0 (50.9-104)  77.7 (60.3-104)  83.5(64.6-91.6) 66.2 (50.9-85.4) 0.24
BAL fluid, %
Lymphocytes 215.0% 7 2 2 3 0.59
Neutrophils =3.0% 13 2 4 7 0.08
Eosinophils 21.0% 13 1 7 5 0.001

Data are presented as No. (%), median (range). LD-CTD: lung-dominant connective tissue disease; UIP: usual interstitial
pneumonia; NSIP: non-specific interstitial pneumonia; WBC: white blood cell count; CRP: C-reactive protein; FVC: forced
vital capacity; DL,: diffusing capacity of the lung for carbon monoxide; BAL: bronchoalveolar lavage

4. LD-CTDIZRBIT A5 HA E ik

T eolul e evledcy
ANA (>1:320) 12 (27) 8 (33) 2(17) 2 (25)
Rheumatoid Factor (>60 IU/ml) 12 (27) 5(21) 3 (25) 4 (50)
Nucleolar-ANA 12 (27) 8 (33) 2(17) 2 (25)
Anti-CCP 11 (25) 4 (17) 2(17) 5(63)
Anti-Scl-70 1(2) 0(0) 1(8) 0(0)
Anti-Ro/SSA 7 (16) 3 (13) 3 (25) 1(13)
Anti-La/SSB 0 (0) 0(0) 0(0) 0(0)
Anti-dsDNA 2 (5) 2(8) 0 (0) 0(0)
Anti-Smith 1(2) 1(4) 0(0) 0 (0)
Anti-RNP 3(7) 2 (8) 1(8) 0(0)
Anti-Jo1 3(7) 0(0) 3 (25) 0(0)
Anti-centromere 1(2) 1(4) 0(0) 0(0)

Data are presented as number (%). Some patients had multiple positive serological tests.
LD-CTD: lung-dominant connective tissue disease; UIP: usual interstitial pneumonia; NSIP: non-
specific interstitial pneumonia; ANA: antinuclear antibody; Anti-CCP; cyclic anti-citrullinated
peptide; Anti-Scl-70: anti-Sclero-70; Anti-dsDNA: anti-double-stranded DNA; Anti- RNP: anti-

ribonucleoprotein
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#5. LD-CTDIZBBIFT D HRCT /¥ — 2 (IPEHA KT A i2E5<)

HRCT diagnosis

Total UIP pattern Po;zitl:;?nUIP Incg?: i;;:tr; tr:’ith
H:§f°r:‘(’ozi)°a' 24 4(17) 4(17) 16 (67)
:';‘;"‘:]?;Z;" 12 0(0) 4(33) 8 (67)
Z't'ﬁ::':%"(‘f,z; 8 0(0) 1(13) 7 (88)
Total, n(%) 44 4(9) 9 (20) 31 (70)

Data are presented as number (%). UIP: usual interstitial pneumonia; NSIP: non-specific

interstitial pneumonia

F6. LD-CTDIZHIT HIRHNE, Miieoits, Tk
Variables Hlst?JII(;’glcal Hlstr:lalsc;glcal p value
Patients, n 24 12
Treatment
Corticosteroid, n(%) 12 (50) 8 (67)
Cyclosporin, n(%) 10 (42) 7 (58)
Pirfenidone, n(%) 5(21) 0
No treatment, n(%) 11 (46) 4 (33)
Follow up duration, year 3.0 (0.9-5.2) 4.2 (1.9-6.5)
Outcome
Alive 17 1" 0.22
Death 8 1
Cause of death
Acute exacerbation 3 0
Chronic respiratory failure 2 0
Non-respiratory cause 3 1
PFT results
Improved, n(%) 5(23) 8 (67) 0.03
Stable, n(%) 11 (50) 4 (33)
Worsened, n(%) 6 (27) 0 (0)

Data are presented as number (%) or median (range). Follow up PFT data of two UIP patients were not
available. Improvement or deterioration in PFT data was defined as more than a 10%/year change

in %FVC.

L D-CTD: lung-dominant connective tissue disease; UIP: usual interstitial pneumonia; NSIP: non-

- B - RESEROAR S

s pecific interstitial pneumonia; PFT: pulmonary function test

BT A T31H(T0%)IZBD B, ED 5 5 52%
D3R B2 1T UIP pattern T o 72,

BRPIA L THRICBE L TIER6IR LTz, JHEY
B)7¢ UIP pattern TiE, A7 =4 K (corticosteroid;CS)
(10mg/day) &1 7 & AR U (CyA)(3mg/kg/day) 73

FAENR2BE 100 TEAS TV, JHEER
72 NSIP pattern TiE, CS & CyAMZEINLEILHI & 7
BHZFRB W TEA LTV 2, Pirfenidone {12 £ D 1EHE
X, JRHELZEAY 72 UIP pattern(5 1)) TOHEA ST
Vel FETBIIREE R 72 UIP pattern & NSIP pattern
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%FVC p=0.29 p=0.003
120+
1007
o
L go-
© 8Q
ke
@
S
< 80 /
40+
81.2+16.4 77.9+18.2 74.9::19.1 92.1£16.7
20"
[ g + +
baseline 1-year after baseline 1-year after
UIP (n=22) NSIP (n=12)

Data are presented as mean=SD. Follow up PFT data of 2 UIP patients were not
available. UIP: usual interstitial pneumonia; NSIP: non-specific interstitial
pneumonia; %FVC: %predicted

forced vital capacity

1. JHERZAAG UIP & NSIP pattern 123517 5 %FVC OfRilE

1.0 T
—_— !"‘
S |
pud {
- 0.8 1
3 -
> 3
o Yy
£ o8 %
p] [“_‘
-
=4 by
[*] | -
K i
04 1
s p=0.01 bty
g ‘-—--—-«-a—)«n—v-a--—-»a-@
2 2| —+ NSIP
& -+ up

0.0

T 1 i l 1
0 20 40 60 80

Follow-up time (months)

UIP: usual interstitial pneumonia; NSIP: non-specific interstitial
pneumonia

2. JRERSEA UIP & NSIP pattern (Z331F % PFS(Kaplan-Meier curve)

TENENH L 1HITRRD B, BEHIH P fiE
IE3.6FMThoTo. ERFERIL, WHEFER 2 UIP
pattern TRWERE S 361, BVEFFR R 223241, I
W R B LM L Db O E3FICEHD b/, RE

5, NSIP'C“E&?F’C“Z%OK F 729 B HY 72 NSIP
T, 1% D %FVCH WkE LTV iz xt
L(R—AF A 74.9%, 1%% 92.1%; p=0.003), %
A 22 UIP pattern(«X— A 7 1 ¥ 82.1%, 144

FHIZ2 NSIP pattern TIEFFRERFEBLSMNZ LD B D
1B CHoT-.

FHSRE DRRIEIL, %FVC DL 10% L)L’C“/\Hf’
B, JRERSEAY/2 UIP & NSIP Tl B RZENR

77.9%; p=0.29) CTIXHERUELF D LNR Lo
(1X1). PFS 77 B %% (9 72 NSIP pattern {Z 38\ T,
UIP pattern & ¥ b F BEICRAF Th - 72(p=0.01) (X2).
JRERAY 72 UIP pattern & NSIP pattern O EFIZ 451
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THRCT /8% — 2 TlE, PFSICAREREITRD LN
72 D> > 72 (inconsistent UIP pattern vs possible UIP
pattern/UTIP pattern; p=0.47). THIZBE L TH, fHRE
“FH972 UIP pattern & NSIP pattern TILH B2 21T
DB T h OO, NSIP pattern T4 BATF72
23 7 & 4172 (p=0.08).

z =

MIEFR W R YE 43 7= L 72 LD-CTD SEBI D%
T DU THES LI ARRFZEIC B W T, LD-CTD D
7R R BEAR AR L UIP pattern TIRUNCNSIP pattern C
Ho72. LD-CTD D% < OERFIT, LD-CTD DFFHR
BUZRIRERAT ASER® Do, BRI, RE
FHYUIP pattern DHEFF] T % inconsistent UIP pattern %
%< BT, HESAINSIP pattern Tl fEFE2Y 1
FHEOMBEPARICKELTEY, IHIZPFSIT
B U CIaR A0 72 UTP pattern & 0 b RICRIFT
ot

—MEDIZIE, BIEIE O FE M2 (CTD-IP) Tl
T2 R ER AR RS X NSIP pattern T 5 D%t LT,
IIP T UIP pattern & #&E S 4Ty 5. PM/DM X
SSclz & 2 B M2 O FF M AR RREL & Wt Lo |t
IZ & B &, NSIP pattern 3 Fx & B AEE IR D B
72— T RANC & B RVEMER 2 O EAH AR T
BUWTIE, UIP pattern % 56%, NSIP pattern % 33% 1<
RO EMEINTND S IPICE LT, #@ED
A TIX UIP pattern % 62% (2, NSIP pattern% 14%
IRDIZEEbTWna " Fx ORI, LD-
CTDIZF3 T 2 /REAHARIL UIP pattern 3 55% T, RA
RIPs & [FAETH o7, Fox OXIGEETIE, 1941
(43%)(UIP pattern 9 4, NSIP pattern 4 5], = D 6 1)
IZBWTRADWT LB LN L RRNE SR
(RF % L < iZanti-CCPYBBETH 7278, b
DAERFIAHS UIP pattern 2328\ E Wy S FERIZ D203 - 72
FEEMEESH D, LLRDRD, T 5 ORI B
7o & LT b UIP pattern 23/ © 2 < IZBIE Iz,

BN B O SRERRRRIC B 2 AR B L VO D
HERROD D & ZATHDIN, Fxr OBRFTIE
MIFFHEY 12 LD-CTD DR EZ i 72 L CEFNZ BT
% < M HEZEI 2 LD-CTD O ATl 72 LTz,
Song & 1% H 2 PRI B D IPF/UIP B3 % et L,
B CPUER ORISR BRI 38V T plasma cell X°

germinal cencers & BEE L Tz E & LT A 5.
IO DFRERMNG, BN O RRVRHE A FR = 720
DIRE R 70 SR T R % #50 UIP SE I % IPF/UIP & 43
BLTEOEI D, EWIRBENEZ 5. IPFD
A RTANZED e, REBHBICB N TEARR
SEABIRIRE 2 £E 5 SEFIE IPF/UIP 0 B RS 5 & 7
WENTHD LaLans, FREOZFER
DRREIZ & > THEFA 72 UIP pattern % £5-2 LD-
CTD % IPF/UIP ) R4 L C L WD E 9 nidissh

DRWBHDH EZATHD.

Fx OBRFNIB W T, LD-CTDESIC B W TH
2B BHRCTIZHB VW TIPF & L Tldinconsistent UIP
pattern Z 7~ L7z, BRI L - TIPF/UIP &
ZWr L7z 98BI DB 2 E L THEOHREIZB W
T, HRCT TIX 29123 IPF/UIP & L CIZFESAE &
EbhTns % —JF T, CTD-UIP & IPF/UIP
BT R OB E K Lo ®E TiE, CTD-UIPIZE
VT K D NSIP pattern 27~ L9 <, §92/3 DEEFIC
NSIP pattern #7R L7z & EbTna 7. ZAbDE
K& LTiE, LD-CTDIZRBW T, WEMERICRBY
T CTD-UIP X H CHUAER D IPF/UIP IZ B\ T %
<O LIS L 9 72 germinal centerX° plasma cell 72
EORBRAMANZ RONA Z ERFEELTND
AEEMEN B D, LD WA TIXCTD-UIP R H 2 HiE
Bt D IPF/UIP (235N C, B LI ASFEME O IPF/UIP
£ U % HRCT TGGO (ground glass opacity) 23 H &I
ZRABNDEELNTNSE Y. Fx O TIT
LD-CTD O¥FIRZ2E) UIP I W T HRCTIC B W T
IPF & U CIRFEBB IR fEFI N % <, Z D X 9 78S
BNZ I TIZHRCTIZ K B ERAE AR D FEHE D[RR
DRI ND.

LD-CTD D ERARFRIEIZEE LTI, JWBRFRY72 NSIP
WCRBWT—ERO%FVC ORBR R TH-o7z. &
HIZPFSIZEA L CHIRBZRIZANSIP A UIP L 0 b
BHTH-T=. HPITBW CREEMAENIC X 2 i
RED R 2R L2 B EDOHRE IV T, NSIP TlE
Txa—7 v THRICEBERELEBDRNE DD,
UPICBWTHERKTZRO L HESTH
58 F10% L EOFVCOIK T IXImEZE 2R
NSIP LV b UIPICB W TAHEBICEZBO - L HE
INTWD Y. LD-CTDIZEBW T, AR L
%FVC ORI EELX 52 TRV, PFSICE
WTHNSIP CEGFTH -T2, Hx OB TIE, F

- 203 -



2013 SEREOVE AN WZBES B A gE

FRALARTY L, LD-CTD OERSRICHEEZ 525 &
WHZEERLTND.

AHFFEORIBRFIEIL, 5 1ICHIEFR D% TR
FC, XBIEGIBINBHE R ARBNIZ RSN TE D,
TV a AT AOEESEESE TEX 2T
BB, LU b, AW ClLim EAR R A3 iR
RiBICEEL 52 TEBY, SHICINLIEEE S
B I BITHERI T & Je s o Fo T2 O VR A R
EDFRERMME O BEEMEE IR LN D . B2 ITAHE
e T, HERASEIZ %FVC & PFS 2 Vo8 Th 5.
ZhE, MR 12 o ARETCTOFVC D T4 & HH B
LTSI ENEETOMRTHEZIN TN DD
THDH™. FN) XA IIFVC % H W TR
DOFHEEIT > 72, BB, AR EMETH Y,
TBIENEN AL —72 8 Th 5. LD-CTD DRI
UIPJEFNZ B WD TRIEEBIR A T o A R E ik
HFIFI <, $1/5128 v T Pirfenidone TIEE S C
Wiz ITHEORRRIRER T, VT == R IPF/
UIPIZB W T VC DFREFERE T 28 5 & s S
NTWB2 —FTATFuA R, el &
NAC(N-T7 EF N AT A )2 L DIEEIL, IPF/
UIPIZBWT PR AL SE D S Tnas ™,
LD-CTD OJiR# R UIPEBNZ BN T, AT A |,
SREENHIA 2 b OO HFEN AL E 9 2B
LTiE, A%OBRFHETHD.

ARFHZ B W TIMIE FRURZ W R Y 2 5 72 L 72 LD-
CTDEGI DERER, G, 7R 70 Fr M oD i
AT o 7o, T D EAEAEAY S UTP TRV TNSIP
Th ol FHESEAUIP TIXIPF/UIP & L ClEdEih
BRI R 2 2 IZFRW, S BICRRRA B
FiA b2 <O b, MRBEIZBEE LT, R
ZHRNSIPIZB W TUIP LY B B TH-7-. LD-
CTD DIFEZA UIP 23, CTD-UIP & L < (X IPF/UIP
DIRBEEAIZE SN A DNIRARENZ . Zh
O OFEBI D IA IR T#% (B LTI, CTD-UIP
RIPF/UIP & Ll LRERST 5 2 & 0345 1k Ot ik
ThD.
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KL-6/MUC1 D451tk A ML7E KL-6 {12 J2 1§ s
- it TOMET -

Sk BN HEE VAT IERT

MiEKL-6ME % HET AR TEHRFTT 5 BT, WMEREEZHE I RVETEEXRIZ, MUCLE
%R, ROUMFKL-6 Dy A Xkt Lz, (K9 FDKL-6MUCI ZH T HFE(V = /&
A FAAFE) TIE, ML KL-6/MUC1 D 3 R8FZ— 203, K4 F23 0 RO & (L-alone) T - 1273,
O FIEMATHF ST —8 0 FDOKL-6/MUCI 2 HF T 58 (Y = / %4 7 non-AAFE) TiE, M
R RRE — i d Lalone i 2 THGF—@mmF 3y R(LUM, LH) b LIE@EmaF/3r RO A
(H-alone) 7~ L, @43 KL-6/MUCI 23 M. ~BAT 3 2 (efflux) B & BT L 72\ (non-efflux) BEANF
ETHZENRENT. MEKL-6fEZMUCI Y = /) ¥ A 7 & iEHKL-6/MUCL D3 KoK —
(HRBITEIRR) A EE L TR L2 E 25, non-AAFEOIMEKL-6EIZAAREL D b AEICH
fETho7c. BT, KL-6o/MUCI DI FBEATENE A ZE LI2BEFTIL, M T8 DKL-6/
MUCI 2T 2B CHBICMIEKL-6 BN EE Th 7. LLEL Y, @EFIZHBIT 5 MmIEKL-6
B, BIERICES T OKL-6/MUCL 24 L, Mz TEDTOKL-6/MUCL 2 L FIZ AT 5 BE
CTEEERT &EBEZ DT,

AEHETE SR B B S TR R AR N R O B
T OOk AR IS D ERIIEEE BTSEEE
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A. BB

FEEER X, lasd R—UXABEICEBIT LM
15 KL-6 1L, BSAIICHLE 172 KL-6/MUCL D4
FHAXEBEENH Y, MBEKL-6EE MRS 5 E
TILKL-6/MUC1 @ BT EE AN 2 T o et
PRATHRRICOWTEET O EREETHLZ L
¥ L 7= (Shigemura M, et al. J Trans Med 2013).
LU b, ZOWFERRITRERFO S 255 &
L7eBech v, MmiEKL-6ME & KL-6/MUCI D4y
RS M A TEN R & DRI IEMEIC Bk & T
IRNETREME D B o T2, ARBFZEIE, ISR B0
TEKL-6 1 & KL-6/MUC1 O4y Rtk ds I O AT
e & OBRERET 5.

B. MR *

1. MR

LRBEMER ORI A SZ2 L, Tiri4lHEd
~ MITEEE T DHIRE Z BRI U 7ol 3 250 T %f
L, M{EDKL-6MEEL VA Z T ay bW
IZMUCHI Bz F 2B 2 it L, Mg+ KL-6fE &
KL-6/MUC1 D43 %A X, MUCI#E s 123 DR
i KUY, IR AE T S KL-6 BIZ 8 4 kT
FIREMEDS B> D[R 7 (WLJEIE, 4R fm, EHgEE) & 0B
HIEICOWTHRE L.
(D) MERZIR B OBEEDN B 5, (2) &R 80%LL T,
)1 70% LLF, (4)eGFR : 60mL/min/1.73m’
LIF
(fERHE ~DELRE)

T ARTORGE DO AR BT HLFIZ LD A
VIZx—LRarery bESTEY, dLEREE

F1 R YE R

FEHEOMMEESIL, RO ERZ AR L TWH
5.
2. KL-6 DAIE

BALF & M3 # KL-6 DMIE 1L, HTKL-6 HLEADfE
A LTz v —XEH & BRALFEN (LTI T DT
= DEER A IER L2 KL-6 iR 2 =Y R
A v FiE(BRALFRARENEE)IC LD Ea L
P KL-6( =YEAEE ) THIE L.

3. 9IXHZr7AY b

Yo R
BALF & U < {3l if 2 fF 8K TAR L 72 AR 4
> 7V 39uLIZ NuPAGE® LDS Sample Buffer
(Invitrogen,Carlsbad, CA, USA)15 uL, NuPAGE®
Reducing Agent(Invitrogen)6 uL %1 2. C70°C -+ 10
S OMESLE 2 35 Z g o7z,

2)SDS-PAGE
RV IV 100l & NuPAGE” 3-8%
Tris-Acetate gel(Invitrogen) (=7 7% -« L, NuPAGE®
Tris-Acetate SDS Runnning Buffer (Invitrogen) % M
WTI50V - EEET - 90 M OB R vkEI &2 3 =
Aoy el

NTwyT 4T
&K B #& @ 7 L % Nitrocellulose Membrane
(0.2pm pore size)(Invitrogen) (Z 0.1%NuPAGE®
Antioxidant % NuPAGE" Transfer Buffer (Invitrogen)
ZJAVT30V - EEET - 60 0H OKENZMT b
T AT y—LTz.

HT R T
NFUART = ENIZA T T U E3%AF LR
N ) CERREEHRTIZAC - — BAERE LTz,

Healthy subjects

No. of subjects

Men/women

Age, y

Cigarette smoking
Never/current

MUC1 gene polymorphism
AAJAG/GG

Serum KL-6 concentrations, U/mi

eGFR levels, ml/min/1.73 m?

250
113/137
51 (24-77)

157/93
204/40/6

214 (112-759)
84.6 (60.3-268.7)

Data are presented as median (range).
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5) PURFLABG
T X% O AT T % WesternBreeze®
Chromegenic Immunodetection % = I (Invitrogen) ™
Ve TS L, 2D A 7 T U EHIKL-65UR(E
FMBFEME L5, fEINPERE T 7y X7
HCTL00fE MM LI b DEFH)T37C-4~5
BER OO A X aX—Ta i Lz, FOobk, =
DA LT T B WEIR CHe L, WesternBreeze®
Chromogenic Immunodetection % > | ? Secondary
antibody solution TZEiR + 303 D1 > F = X—
alrEBIRoT.

6) Yeto,
Secondary antibody solution T ¥ F=a~X—i 3
LA T T2l it L, ZDAYTZ
> % WesternBreeze® Chromogenic Immunodetection
% w | @ Chromogenic substrate TZJ{ - 10 ~ 20
GRIOA v Fa—aam BTz,

4. MUC1EEZFEORE

1) genomic DNA Ol
EDTA &M & 8o — 0 ( ZI6lisk) 2 v T
genomic DNA Z#fiH L72. DNAREOHEIZIT
NanoDrop 3.0.0(NanoDrop Technologies, Wilmington,
DE, USA) & L7z, LLED K THIHI Lz
genomic DNA£0.8% 7 A &2 — A 7))L TERIK
Bzl RWaRBSEE TV RN 2R L,
fifEht I T — 80°C CHAELRAF L 72

D1s4072037 V= ) BA T
rs4072037 2 = / % A ¥ > 7%, TagMan®” SNP
Genotyping Assay(Applied Biosystems, Foster City,
CA, USA) Z VT Applied Biosystems 7300 U 7
NV H A4" APCR VAT A (Applied Biosystems) T
BriLi=.

KL-6/MUCH O 4yF-H5PEAS M 1 KL-6 fE12 K 1E 35

C. FEER

FATRIZB N T, A IIMUCI BETFEE LR
B RS KL-6/MUCI D4y 44 X & DR
WCBIEMED B S T & AW L 72 (Shigemura M, et al.
J Trans Med). 2F YV, AT LvaHTH L9 7%t
SR, RE UMY KL-6/MUCT D4+
YA RNFE G F—FoFT A XN, GTLLEAT
B E D BRGRETIHES T —RaF I A XI5 2
xRN LT, R TIE, AT ORE R % T,
' E & MUCL B 2RO RN BRS04 X
DKL-6/MUCIZHTHHE(TV =) XA T AARE) &
&5 1Y A4 XOKL-6/MUCHIZI 2 CTH4F — &4y
FY A ZDKL-6/MUCIZHT L8 (V= ) Z AT
non-AA BE) D 2B 43S, D iEaH KL-6/MUCT
MABITEREDOHEE, 2)KL-6/MUC] O . H 1T #E
O HEE, 3)KL-6/MUCI o If o % 47 8 fg & ifn &
KL-6fE & OFR M Liz.

1) il KL-6/MUC1 D M FZITENRE D HETE

Vx ) HZATAABE T, A KL-6/MUCT O3
v RE — TR TR RO F (L-alone) T, BE4
R 93.1% D fEE & 12 B\ TR B KL-6/MUCT 73
MA~BITL TS Z ERBEESNE. —F, V=
J # 4 7 non-AABETIE, 1 KL-6/MUC1 D/ R
R — T L-alone (I 2 CTHRAF — &40+ 0 K
(LM, L/H) b L Z@EmF/3 KD (H-alone) T
ol FTHEERDI52%OEFEE CHYTF—F
DFH A XD KL-6/MUCI 25 fififd 2> & i A Iz fB47 L
TWAHZERBEINZ. Z0ZEhD, V=X
A TAARE(FP O+ —®ma A ADKL-6/MUCL %
BT H8)TIL, &oF %A XAOKL-6/MUCT 3 1.
FABATT 5 (efflux) B & AT L 72\ (non-efflux) B

+£2 MUCI Y=/ ZA T LMEFKL-6/MUCL XY R4 — 0 OB

Band patterns in serum Total

L-alone  L/M, L/H

H alone Not detected

rs4072037 AA 190

93.1%
AG 32 6
80.0% 15.0%
GG
Total 222 6

88.8% 2.4%

14 204
6.9% 100.0%
2 40
5.0% 100.0%
1 5 6
16.7% 83.3% 100.0%
1 21 250
0.4% 8.4% 100.0%
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p<0.001
f ]
500 — p<0.001  p=0.034
E l ]
2.83 ~ . .
267 - .

Log serum KL-6
[AN]
g
!

e

[0

@
|

247

2.00 ~

] I ]
Non-efflux  Efflux
Genotype AA {n=39) {n=7)

(n=204) Genotype non -AA
(n=46)

1 MEKL-64EE MUCL Y = ) & A 7, i KL-6/MUC] /X
VRS — D BT

BHELET B2 &SRB SN (=),

2) KL-6/MUC1 QI ITHFE DHEE

i DA TIE, I KL-6 b B2 JEE <0 0 i,
RASTE L BER H A Z ERREINLTEY 260
K28 KL-6/MUCI D L H AT T & B & 5 Z
ERRBEEN TN D.
ARFFEIZRBNT, Y=/ XA TAAFETH, Mg
KL-6fEIZBLH D & d6 b BLERE, 4Fiin, B A
B MABEBRICH Y, Zh b ORF A KL-6/MUCI
DM FREATHFIZ B S KIE LTV 5 ATREME DS RIR
SN X LT, Y=/ FA T non-AARET
Mg KL-6fE & 25 DR T & ORIICE B /2R
BIfRIIFEO b LT, b DREFLSMNS b AT
BREIZBE 5 L CW AR BEET D Al RetED R X
.

3)KL-6/MUC1 DM HFFEITENRE & MBEKL-61E & D
EES
fEEFHOMBEKL-6EZ2 MUCI Y = / ¥ A 7 &

1 R KL-6/MUC1 0O /8 > B8 % — o (MR 4TENEE )

EEELTHE L. MUCL Y = / & A TRIORKE

T, Y=/ %A 7 non-AABE (B T+ A4 XD

KL-6/MUC1 A3 58 DIMiEKL-6EILZY = / ¥

A T AARE (IR FH A4 XD KL-6/MUCI DA% A3

HE LV BERICEME TH -2, KL-6/MUCT D

HRATENREZ ZE Lo E <k, A cEmoF3 1

R D KL-6/MUCT 235 9~ % i 5 F 8 CA BT ImTE

KL-6fE2 L& LTz,

PLEDZ &b, @EFIZRIT D MIEKL-61EIT,
BIZIIZE S FV A XAOKL-6/MUCI A L, Nz
TED VA XOKL-6/MUCI DI HFIZBITT 5 &
O IR E TR E TR T E B BN

D. #& i

fAF BB DM KL-6 1T, EEMICHEE S
A7 KL-6/MUC1 D4y F % A X A TE) RS & B
A D oo, MTHKL-6 8 % iR+ 5 £ TIEKL-6/
MUCI D43 FHRAPEC ML P REATEIRIC DWW THEET 5
TENEETHD.

E. fREERIER

L

F. HiR%E

1. F3CFER
Shigemura M, Konno S, Nasuhara Y, Shijubo N,
Shimizu C, Nishimura M. Serum KL-6 concentrations
are associated with molecular sizes and efflux behavior
of KL-6/MUCT in healthy subjects. Clin Chim Acta.
2013;424:148-52.
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R FE M MRHERE D SV EFIER IZ 1T
2T a4 R ZEERFHHO TRISOWTORET

AR 2 m# HAF R CAE N

B 35 ME IR AESE (idiopathic pulmonary fibrosis: IPF) D@AMIEEIZ BN T AT A R/ UV AEER
HAT LR, AMRIEEDIRB LR TRE X R THS. 5E), retrospective chart study
ELTAT A ROV RFEER 28 HUN O TRICOWTHT Lic. AERIERO 14 H AN DL
T 18.4%, F L TC28 HLINDIETRIL31.6% T, 28 HBFATAETF L TWTH 1761(65%) i
MNTHERZREEE G & O CIBRIEOMGEEZ LE L L TWAER Tho7o. AERERIIAT oA
RNV AEEHORIZBNTH TPHEARRT, BHIREZIRN AL O BIRWER DK% 5
Tz,

AR R EAT BB 2= AR
C O ONE AR RGBS S RRATIEEE BRIEH
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A. TARBE®

IPF O ZAMEBEEE (acute exacerbation: AE) X T# AR
ThHY, BETR0%L EOWMENLZ . FHRETF
L CIEIEmR M, FVCIK{E, MRC score /& fH,
BMI&ME, 6 7 A CTOFVCIXF7e &, AEZER]
DEERBITIENT SN TWD. T O AEBIZKT HIRE
FEBEICRWT, BEARRERBOE AR R
AW DR 6 FEMEZFICRB I N TN D A
T A ROV APED, 204530 < Rl L2 BIE T
BIREOHFLIFELS LTHWLR TV, ITET
L, REMRIEEOORE, Pk o X 2 —BREE,
FARY I F T BEEGHHED T L (PMX) LR
ERFEITENT NS, L, @R TH%o%E
135 BT E A A T D Web B RS R CIL AL
M EEIZ1.67 #» H EHRESNLTND.

AEFJER O FH AR T3 » AR HR60% L. D
0, TN LIS B CIEIE T HE90% 23T 5.
F 7o ABFSIERF O BEAE FE 1T K o TIE 54%, 80% & Bt 7n
HAEROME L HD. AEFIEZITEMIC LY &%
S FE AR IRFOE A SRR L 0 1R R AN TR
HThy, BHTFREAMEFI LICREEIZ L. 20
AT A RV AREL » AUNOTH%EZ 6
PIZTHZ EEARFGEEDORME Lz,

B. HiZR75&

20094E 1 H 225 2013 4E 12 A F TIT BRI TR
PR HEE O S2MEEE (AR I TRAARZE L,
AERZMIEAT B A RSV AE(A TNV T L R=>
2 2 1000mg/ H % 3 H M) FETT L 72 38 ) & sef 212,
AT aA RV RAFRER O 28 B LN O R FHIC
DWTHRET L7z,

BRI PERTARAEIE ORI, B AR RS NE A
PENTER BT - VR A R T A4 U ERZE B S DR
PEMVE MR 2 W & WRIE O FE & 7) I~ T, IPF
FRIRZWr B CTdh v, IPF AP E O EZRITIPF D%
WHIZ T A LI ORI O R o B, @
HRCT F7 L CIE BT L+ Hi 7= ECEd 0 T =
28 - BHEE, @PaO2DETOTRTRLLND
FEGBIT, 2B boNRRRYE, KA, TEMEEE, A
EROLDARBERII LT D & LTz,

FEFMEA I 28 BLINDETETHY, BIK

P E & L C28 HAEGFH LR THICIIT DK
THH (i, M, AEFRIERTOIPFREHR M - E1E
MRC - fEFEMEFRRIEOFE - X7 v A NEROFE,
AEFIEREIS JOVL A4 8 B B O MigAEZT AT ) O
RRET 2B Z 72 o7z,

(fi PR~ DB E)

AHFEIE T~V X EE) BLO TERERMTIC
B9 2 MM fEEr (k20457 A 31 Bk E)) %
WSFLTHRY, S ARERILZ < retrospective chart
study & L T{To TV 5.

C. iR

X L 7o 72 384510 AR FEAE R OO A 1 o S 80
W% (59—87 5% ) T, BAcid26,/ 12 TH o7z, AE
FEAE F T O IPF I BT I P 5 29 H Tl
5300 » AR %E OREF S A LIV, F ABFAE
B O ERER AR I 35 1) A (& 1E MRCAELIE 12 41 (32%) 23
LoUL2CTHY, L2l TN 68% & b Ty,
ABFSRERE D Ly~ — A — & L TKL-6, SP-D, LDH,
CRP( H J& i : min.-max.) (%, % 4L % 41 1838(373-
11800) U/ml, 383(24.2-2140) ng/ml, 337(221-1096) ng/
ml, 6.9(0.1-24.8) IU/L T - 7=.

(AE RIEROEFFHR « FHREFH)

[ 11242 38 JiE 1l 0O AE F&AE 14 O #Ral % & o0 7= IPF
Witk OATEIMR AR, ATEHIR P73 o
A, SEATFIRS%, 10FEFRI% Thole. =
D 5B AEFE 28 H LA ORI 7200 24 L
7o DEK2IZ7T. ABFEHZ O 14 HUN DT
F(118.4%, = L C28 HLANDIETH(X31.6% ThH -
oo FE28HEFETAFELTHTH 17H(65%) B
NTIFEREB S & CIREIEOMGE 2 nE & L
TWDIEFITH -T2,

AE DAMESER T & LT — RIS, R
BITEEAERETE LTHRESL TS, 4EO
ZIEFNC I T b mlind (75 1), IPFEHIRRE
BIGSHELLE), £ L TEERFEAMICERL, £
NZENOEFHAR A iR UCTRE L. 75mLL 1
D2HTiX14 B LANDIET 2 13.6%, 28 HILTF
36.4% & 75 R & U CHE R EIT 72 o T2 (K
3). SELFORYRE NG TIZI4BB L U28H
DINHEIZFETE 8 273% C, SERMOREBEY & &
BRELZHR LD (KA. & L CHEERER
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1.0+
MST: 73 ( 95%CI: 0-148 ) months
é’ 0.8
z
=
2
E]
2 0.6+
=
>
t
& 04
02 5 yrs survival rate: 58%
) 10 yrs survival rate: 38.7%
0.0
1 ¥ T T ¥ T
9 24 48 72 96 120 144
(months)
1: IPF-A ERAE 38 > &A= 47 ik
1.0+ mj
i O ——
£ LLL_‘—L_ —
z s
2
S 064
2
3 IPF (n=38)
s
£ 04 . o
& 14 days-mortality rate: 18.4%
28 days-mortality rate: 31.6%
0.2
0.0
I{ 7 T T T T 7
0 5 10 15 20 25 30
(day)
2: AEJE JE 0 28 H BAPI O 417 iR
1.0
g o .
] "
................ "
£ o6 —q 542
= p=0.563 75 yrs = (n=22)
s
z
= Od~
@
14 days-mortality rate: 13.6%
0.2 28 days- :36.4%
0.0
T ¥ T 1 T 7 T
O 13 10 15 20 25 30
(day)

E3: 75n%IA L CO AEFREE 28 F LAPN OO A 17 BAR

EFITH T2 BURNORETIZIBORTHY, £
EMBEAIN TOARWERTH 14 ALUNDIET
F20%, 28 HLAWNDIBELF36.7% & B R ZEH DAL
WIERTH-o7= (S, AT aA FLAHE,
DFE D 4 HE B HBEE(= 0.8mg/kg/day prednisolone)
DFFAT 8BFNTIB W T OAFHFE TIX 14 H LN DFE

SELLFIPFEE (n=11)

0.8+

p=0.781

Survival probability
f=]
D
i

14 days-mortality rate: 27.3%
0.2+ 28 days- 127.3%

0.0+

Y T T 7 ¥ Y

¥
0 5 10 15 20 25 30
(day)

X 4: 3 IPF FRERMF D AE JEAEF 28 B AN D 4 77 il i

’ 1.0+
__—.!-’——__L HOT case (n=7)
Z
<
2
e
& 069
= p=0.315
>
£
G 04
14 days-mortality rate: 14.3%
0.2+ 28 days— 1 14.3%
0.0+
I 5 1o 15 20 25 30
(day)

®5: (EEFEEIERTO AEFER 28 B LI O A 1E iR

1.04 - e
R S,
¢
LA -+
2 0.8~
2
o
= i o
g 0¢ RIBITHI(n=8)
= p =0.004
]
L 04
=
@
0.2 14 days-mortality rate: 37.5%
28 days- 1 62.5%
0.0
¥ ¥ T T T T T
0 ] 10 15 20

S 30
(day)
6: HIEIERMEATHC O AEFRAER 28 B LI D4 T b

C5R37.5%, 28 HULNDIETTHR62.5% &% L < Ttk
REZEHE DTV (X6).
(EREEF D)

AEZEJE% 28 B CTOAEFH 26051 & JET-3E 12
BNZDWNT, AEFITERFO G AR TE B 2 BZE B MATIZ
THERFN LEEREZ(RDICRT. ZTOHRTAE
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$E1: IPF-AE RUEIEIZI51T 2 BB AT RO Lhills (28 B S G, 1F)

Survivor at day 28
n=26 n=12 P value

median (min-max)

Non survivor

median (min-max)

Male/Female

19/7 7/5 0.363

modified MRC (median)

2 (0-4) 3(1-4) 0.187

LDH

322(206-1096)

424(331-867) 0.029

WBC 10500(5200-23900)

13000(3900-24600) 0.54

High dose steroid T

21 (81%) 4 (33%) 0.01

AE: acute exacerbation of idiopathic pulmonary fibrosis, IPF: idiopathic pulmonary fibrosis, tHigh
dose steroid: =0.8mg/kg/day prednisolone after steroid pulse, jcytotoxic agent: azathioprine,
cyclosporine, or cyclophosphamide.

FEAEFF D LDH A (FHRAE ) (A 17451 322 TU/L It L,
424 TU/L & A EIZEE (p=0.029) Th o7z, FizE
1735 26 519 21 61 (81%) 1 LIEHBRLA 4 B H 5> & D14
EEHEIT LTS 0IE% L, SEEHF L4451 (33%) D
BHEIT TIH - (p=0.01). L>L, fERKEF& LT
i, ETHRBFIEORFE, AERFOLDHE, %L
THBFEOFEICE L C2Ea VAT 4 v 7 BEIFIZ
£ B LB BN CIIE B U A7 (Tt c& e
Mo,

PIZ AE s D LDHAE & 159 8 H H @ LDH E O ZE)
ZX 7R T. R IT424 TU/L 55 402 TU/L -~ &
RTFICX L, A7FHE Trd 8322 TU/L 2> 5 288
IUL~METF L TWeE, Zib O )X Wilcoxon @
T AR E CIHERZEITA DN o T2

D. & £

IPF (X8 MEEITIE D RRIB T, AR IR IED ST
SNTWVRNWTFEARRIFEETHD. T ORKEE
DOHTHRLBEERTRETFL2DDNPAETHD.
2007 AV EBEAIC LB S AEDNEE S
TWA. ABEFIER O THRITMBD TRE & D,
9 ALINDIETS#20% & 5 D 5 N TIER2%
BHER DS ZIL90% LA & v o FERE TIRIA
VN, E R 2 - IyE~— 2 —{E - BT RS
AEEEEXHE L-HRECTIIEEEICLY3 » A
DIROFETRPBFALMNIERR > T, LerLIh
DOWESNELTRITIEE A LRNETERE KX
TR FEN TR, R D EEMR AN A BALTE
FELCHTICEDEFA G DR 2. L LAER
FE N HAETTICE S £ TORIBE AREIC Lo
72K, ABIATaA R0V AEERO R TH% 2T
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