~ R Rl f#AT2018~

undifferentiated connective tissue disease (UCTD)
lung-dominant connective tissue disease (LD-CTD) autoimmune-featured interstitial lung

disease (AIF-1LD) interstitial pneumonia
with autoimmune features (I1PAF)
(11Ps)
11Ps UCTD LD-CTD AIF-ILD, IPAF
2013 4 11Ps
1
2018 10 43
11Ps 376 248 128 71 11Ps
IPF117  (31.2%: 29 88 ) NSIP28  (7.4%) COP23  (6-1%) AIP1  (0.3%)
PPFE1  (0.3%) unclassifiable ( )20  (5.5%) unclassifiable ( )
186 (49.5%) UCTD (broad definition) 87
(23.1%) UCTD (strictdefinition) 21  (5.6%) LD-CTD130  (34.6%) AIF-ILD54  (14.4%) IPAF

70  (18.6%) IPAF

IPAF IPF IPF

non- IPF IPAF LD-CTD
( p=0.030, p=0.007) 11Ps 5.6—34.6%
non-1PF IPAF LD-CTD
2019 3

A. 4,6

11Ps 12-14) 11Ps

(IPF)

usual interstitial pneumonia (UIP)

IPF L2 11Ps
11Ps
11Ps
undifferentiated connective tissue disease UCTD LD-CTD AIE-ILD IPAF
UCTD %9 Jung-dominant connective

tissue disease (LD-CTD) ® autoimmune-featured
interstitial lung disease (AIF-1LD) ©

B.
interstitial pneumonia with autoimmune 11Ps
features (IPAF)
43
UCTD idiopathic nonspecific

interstitial pneumonia (NSIP) 2013 4 2016 12
8)
3, 9-11)
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high-resolution computed tomography (HRCT)

1
1IPs
ATS/ERS/JRS/ALAT - IPF 2011
ATS/ERS- 11Ps 2013
C.
1
2013 4 2016 12 376
11Ps
Table 1
248 128 71
27
229 272
Forced vital capacity (FVC)
2.34L (81.8%) (DLCO)
66.2%

Pa0, 80.3 mmHg
6 417m
Sp0, 91.0%

2)
85 (22.4%)
Figure
(IPF) 117 (31.2%:
(clinical IPF) 29 (IPF/UIP) 88 )
nonspecific interstitial pneumonia (NSIP) 28
(7.4%) cryptogenic organizing pneumonia (COP) 23
(6.1%) acute interstitial pneumonia (AIP) 1
(0.3%)  pleuroparenchymal fibroelastosis
(PPFE) 1 (0.3%)
unclassifiable (SLB+) 20 (5.5%)
unclassifiable (SLB-) 186

(49.5%)

IPF  61.2%
3)

UCTD (broad definition) 87 (23.1%)
UCTD (strict definition) 21 (5.6%) LD-CTD 130

(34.6%) AIF-ILD 54 (14.4%) IPAF 70
(18.6%) (Figure 2)
LD-CTD

UCTD (strict definition)

Figure 3
IPF
NSIP cop LD-CTD IPAF
Figure 4
unclassifiable IPAF
IPF (40—56%)
IPAF NSIP  COP (
38%  30%)
4)
197365  (5-2%)
6
4 2
2
5)
(Figure 5) 1 AlIP IPF
NSIP
(p=0.009) Unclassifiable IPF  NSIP
66
25 (37.9%) 20
(30.3%) 7 (10.6%)
(Figure 6) IPAF
(p=0.003) IPAF IPF
(Figure 4) IPF 117
(Figure
7 UCTD (strict definition)
2 IPAF 7
IPF
IPF Cox
%FVC (HR

0.948, p<0.001) %DLCO (HR 0.969, p=0.001)
(HR 5.55, p<0.001) 6
Sp0, (HR 0.995, p=0.00; HR 0.867, p<0.001)
(Table 2)

2 , HR 0.209, p=0.047)

non-1PF 258
LD-CTD (p=0.030)
IPAF (p=0.007)
(Figure 8) non-IPF
Cox
%FVC (HR 0.958, p<0.001)
6 Sp0; (HR 0.916, p=0.040)
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(HR 6.646, p<0.001) A %FVC in 1 year (HR
0.928, p=0.001)
(Table 3)
Cox
0.224, p=0.011)
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Table 1. ¥ FF DERIR R LR AEIRE

R, B/ ik
TR D SRS,
BEAM. A

e i

current/ ex / never/ unknown

2B

ERZEZ / REBRER/ €D

FaE iz R
2/ BER% /Bt / T8

NE IR, n (%)
FVC, % predicted
DLCO, % predicted

248/ 128

71 (24, 90)

27 (0, 65)

46 /185/141 /4

229/118/29

271571272/ 20
84 (22.3%)

81.8 (33.7, 136.3)
66.2 (11.4, 139.1)

Table 2. IPFIEBIIZE TS . Fn - ERIFAER D CoxtbHlNF—RETIL

Variable Hazard 95% CI

. p Value

ratio Lower Upper

FVC, % pred. 0.948 0.925 0.970 <0.001
DLco, % pred. 0.969 0.948 0.988 0.001
Distance in six-minute walk test, m 0.995 0.991 0.998 0.005
Minimum SpO:; in six-minute walk test, % 0.867 0.809 0.927 <0.001
Acute exacerbation, + 5.548 2.604 11.608 <0.001
RF >2x upper limit of normal, + 0.209 0.011 0.982 0.047
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Table 3. non-IPFEFIIZEH 15 . FEih - R FAE®Z D Coxtb /N —KETIL

Variable Hazard 95% Cl
. p Value
ratio Lower Upper

FVC, % pred. 0.958 0.938 0.977 <0.001
Distance in six-minute walk test, m 0.995 0.992 1.000 0.055
Minimum SpO: in six-minute walk test, % 0.916 0.851 0.995 0.040
Serum SP-D, ng/mL 1.001 0.999 1.002 0.074
Acute exacerbation, + 6.646 3.109  13.339 <0.001
AFVC 1y, % pred 0.928 0.882 0.973 0.001
Mucocutaneous lesion, + 0.336 0.055 1.108 0.077
LD-CTD, + 0.490 0.207 1.032 0.061
IPAF, + 0.224 0.036 0.742 0.011
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Figure 1. ZBHEHIZH T DERKFE DA (n=376)

u Clinical IPF

i IPF/UIP

1 NSIP

LICOP

" AIP

W PPFE

L Unclassifiable (SLB +)
L Unclassifiable (SLB -)

(IPF) 117 (31.2%: (clinical IPF) 29
(IPF/UIP) 88 ) nonspecific interstitial pneumonia (NSIP) 28 (7.4%) cryptogenic organizing
pneumonia (COP) 23 (6.1%) acute interstitial pneumonia (AIP) 1 (0.3%) pleuroparenchymal
fibroelastosis (PPFE) 1  (0.3%) unclassifiable (SLB+) 20  (5.5%)
unclassifiable (SLB-) 186 (49.5%)
IPF 61.2%
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Figure 2. £2FHHIICHE LV TEDMBEZH-LI-EGDHEE (n=376)
. W

B st

UCTD (broad)

UCTD (strict)

LD-CTD

AIF-ILD
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(strict definition) 21  (5.6%) LD-CTD 130  (34.6%) AIF-ILD54  (14.4%) IPAF70  (18.6%)
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Figure 3. £ MR EXR-LI-EHIDSEE EERHE A
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Figure 4. RZEEEICHETABKFEDEES
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Figure 5. 2112 1+ EEFRB R Bl D £ 7B (n=376)

0.4+ log-rank, p<0.0001

Survival probability

0.2

— AIP

- COP

— |PF

- NSIP

- PPFE

= Unclassifiable(SLB-)
= = Unclassifiable(SLB+)

376 1

60 mo

AIP IPF

(p=0.009) Unclassifiable IPF  NSIP

108

NSIP



Survival probability

Survival probability

Figure 6. £6lIZ B 1T 5 & ZH
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Figure 7. IPFEBIZH 1+ 5 B2 B EZE R O £7FHHR (n=117)
‘ UCTD (broad) ‘ positive; n=18 positive; n=2
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Figure 8. non-IPFEEGIIZ & 1T S B2 BT EZE R D £ FFHR R (n=258)
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