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X C®DIZ

HELTPERRAEI L 2 £F 5 RVE MR . (PF-ILD: progressive fibrosing interstitial lung
diseases) 1FJFIEEIT 3T 2 U2 TE 2 Mkl L C b EITT 2 G PE ILD OF
T D, FrIMENMBAEE (PF) I THRARR TH S PFILD ORKRIKBTH S

ITAE, IPF LIS PF-ILD SERIC IS 1 2 A A BUBL O 5 3 F8 EF R FER 12 X
V. PURHELIRTH D =0 T ¥ =7 OFIEN R &7 (INBUILD #5R) (1),
Z ORI DT, e, BIFIH (connective tissue diseases: CTD)
a3 EmE Mo ILD, £ D nonspecific interstitial pneumonia (NSIP) <°

AR E MM (UCHP) 72 Y, %< OFBIZEIT 5D PR-ILD JEGNI %
D= T =T OREMENHGINNI R -T2 (2), BIEWREIT 7z A9 5550
FIERE TS (HPs) T® 5 interstitial pneumonia with autoimmune features (IPAF) (3)
b FRLEBRIC BT B T OMOMHENE ILD) & 5 WX TH gt ILDIICE £h
TWDI3, %@Nﬂi& IHTHTHY | PF-ILD & IPAF & OB KRB 72 1
NE, AFETIL, 2@ PF-ILD & IPAF & OBEMEIC OV THERL L, TPAF H)
TEHLYES i@%%ﬁ }1F % PF-ILD SEGIDO RIS AIRETH D7 &V D RIS
WTHBLET D,

IPAF % & ¢ PF-ILD JEH| D ERRFEERIZ DUV T

ANROEEIZ, PF-ILD & 3R EITk 5 i Bl 2 VB ki L C b T3 5 i
TR ILD O TH Y . ZDE L ITAT a A G IHIFNIC X DRI
H RO O THELT LIZIERI T 5, IPF <2 CTD-ILD 72 & ORZWr & 2 W 3 BRAR
Mk — T L B, FRIBBEIHEE - BRIKE 2 BT 2 & v o SR 2285 & I
%waéoWﬂﬂﬁm_ﬂfé:y%ﬁ:f@%ﬁﬁ%%@ﬁbt:@ﬁﬁ
IR OERRRER (DOBPIEHET, =0 T X =T LT 2= Rt nols
PUBRHE LI LLSN DR HETRIR 1T iof%zﬁﬁme@@ﬁ#éﬁ ECThDH, =
DHFEIZIZ, UTFOFEMED S B &b —D2&mie T %ERH LH: 1) B
IE® (FVC) @ 10%LL EOFXHIIR T, 2) 5~10%0 FVC DAL F 2> D FEIR ZHE
WOFEALE - ITEREE CT (HRCT) 1281 DR ZE DL, 3) FEL SRR O



HAbD HRCT (2B T DR AEDILR, ZORBR T, Blic=r7¥=70DFf
IPEDR E 7= IPF (4)SP9R 2 EBSE o ILD (S)IZNZ2 T, LIS D PE-ILD (2
BWTH=0T X =728 % FVC O TR N RSz (1), CTD BE D
KIGIER] TlZ, CTD-ILD (2%, [ZDO#KENE ILD) (K 1) 121X IPAF 72 &
CTD M7e#FE 2 HT 5 UPs EF HEFENTWVD (2), LaL. R IPAF OJE
BIET D 72 T2 8 IPAF/PF-ILD (IZxt T 5 =27 ¥ =7 OF M E R 512
TR R CTH D b D, ZE TOHREICEWT, BARRRIC X > T
IPAFJEBNIITHZR B THDH Z EDRRBINTNDD, £ % b IPAF ERNI KT
LCRT A RigEORBEMENERNAR GG 2D E 5 DOk b H Tz
DRHARTH D, MZ T, IPAF FEFNZ EFEOD PF-ILD HHEZ-Jii 72 IRERI 25 & D
BRESENDION, LWV EIZOWVWTORFHREICATH5TH S,

IPAF H|E & REBHEIT « PHRIZHOWVT

[IPs OFZWHTIBWT, CTD (3 b BERERIREDO—>THSH. LnL,CTD
Z 5 O FAMERSS B CHURIZGETH 503, 4 CTD ORI EEZ - S 72w,
Wi B RBIFIR Y 1IPs JEFI 23 1IPs 2R D I L& 20~30%IZ58 0 bhvd. Zh b
JBIFIRAE) IIPs (21, LD XK 9702 < OHERENRB SN TEREDRH 5
undifferentiated CTD (UCTD)-IP (6, 7), lung-dominant CTD (LD-CTD) (8),
autoimmune-featured interstitial lung disease (AIF-ILD) (9)3 & UV IPAF (3)723#k
B REINTVD, ZRHITEHREFICL > TENETNEZL L HE L EDTRE
ENTWD., ZOFTHEHTIPAF (X7 A U IR ESS « 39— v SR gs
DT —F T T —T 5 2015 4EIZ Fischer & 23 #E L= #i7- 72 Y (3)
THORBIERZED TWD IPAF BT 3 DD R A A U b S, 20
IH2DOD RAAL U &GT-T & IPAF EHESILD.3 DD KAAL iE 1) K
KAL) M RAA L, 3) IBEER AL VinbEkD (K 2). BfiRCRB 72 &
DIFFMRZEZ DN T Y U~ FARESLKERIE~OmEY a7 — 3
YIREELW.LML, ZOHEEEIIERIRNEIESS Y U~ T INEHE, R
E, JRHEENS DT X A= A=A I L0 ER SN TBY, =5 &
ICEAT T ST HIEREETIZ R W2, 5% O S FRICE W TIEIEAL ZE
HBEIR P HED T T v hR—A & LTIRESN TS, S HIL, IPAF IZ



B 2% AMEMEOERNOIL, Tk L OREEIZOWTOFE LICRHER S A
S, T OAHAMEIIARTIZICH S TIE 22, IPAF JEYEI M O BFSHT 1IPs & kb
L TH, L0 IEREICT%RE THIFEETH > 7203, %A M X8 TR O RBIR
JFHY IIPs & [FER, IPF X ¥ & non-IPF JEFNZ W TRAF 72 T2 & o < BId L T
72 (10-14). F 4 1% 1IPs SEFI OZWIRFIZ CTD ARFEIR « BT, H PuR, mifis X
O T WL 2 #0292 2 E O L hipg 3L R - mifrm & BLEAHIE 2 350 L 7-.
Z OWFFEIZE VT, IPAF 35 L TV LD-CTD *#]7E (% non-IPF NﬁJ@%f&%{EUI%&:
725 125, IPF JER TIEGHEE B S DR < AER TRINTF 13 6o 72 (G
SCEREH. BCK TR Z S ORISR TIPs % IPF, non-IPF % X343 IIPs 42
R CTH#T DA H DD, —HIIZ IPF & bifs L C, NSIP X° COP 72 X & & i
non-IPF SEGI D F 75 X 0 B4, bk, FEMEE, ) oORBRRBIE L Z Ve ST
W5, & 5|2 CTD-IP Tid HRCT B L OifiEE ToO UIP /3% — > L D §, NSIP
/X — (non-IPF) D MPMEARL T 5. DL LRSI O SERE R % Z 8T
% &, BIEIFREY IIPs ) E % IPF & non-IPF CTHRZIZiHERT 2 2 L ITIXRAR D
Dk LivZau,

IIPs JEBIZF5 1T % IPAF = @ﬂ%ﬁ%ﬁa’a IIPs *HIE D EFRIL, TOREELW -9 2
LD THRPIBIESMIGEICEDRRD NN E I NE VI RIZhD. b L
HEWNEWOTHIUE, EFRICBWTRBFHRNERZFMCEE T 2ERIT
ZLWEBRDND. TOBED ., IPAF JEFNC BV CTEHEME & S5 PE-ILD
DIIEZ T FTIEGIN EOREFIET 500, £ L TINHOREFIZINT,
AT aA R« TR LN EOREF R TH D DONEFEIZONTH
BOBRGENLETH D,

PF-ILD EHIFHI D7~ D IPAF F#E

PUbHE L3R P 523 B & 72 B PF-ILD Ef & R TR 2720, BIFHRD
FRIERBTHAZEIFABERTHL EEZEXLND, FRICHIRD X 512, IIPs D
F1CH non-IPF JEGIC IV T, IPAF HIEIZ RAF 2 T L BT 5 2 L A HEE S
N5, IWHEOHETIX, Yamakawa & (15) TR ERFLRERPT FAC X D2 L 7=
fibrotic NSIP 157 JEf (IPAF/NSIP 58 fil, non-IPAF/NSIP 35 {51, CTD/NSIP 64 1)
ZFEt L. IPAF/NSIP Tl progressive type (%FVC 5%/year L LD T, F7=
13%DLCO 7.5%/year LA EOAKTF) DAERIDS 8.3% D7 Td . non-IPAF/NSIP (2



BT D 36%& i LA BICIKHEE TH -7 (15), & 51T non-IPAF/NSIP /X
IPAF/NSIP LV A THENS AR THY (14 3), non-IPAF | fibrotic NSIP JiE 5]
B DEERTHEARNFTH-7- (HR9.99, p<0.001) (15). Z DA TIE
J§# 12 5 Z1X Flaherty © 234&"8 L 7= PF-ILD (1) & I3 REMER R/ 5 D00, Fik

DB OBERIZHLEE LI ETH D, DF V., fibrotic NSIP JEH] (non-IPF)

IZFB T IPAF REHEA 7= S 72UV MERFNIE. PE-ILD & L CH#EIT9 2 AlREMEN E W
T-OFEENMLETHD,

F 7. Fex ORI E BIEFSE Tl TPAF SEAIIE non-IPAF JEH & i L CTD
DORBERIERNAFEICE S (MHRELITRO CTD) | 1P APk B AER
ITFEICRME T -7 GRsCERREY). & 512, IPAFERICIS T 5 1P 2tk @
FH%FVC IR TRIIARICKETCH 72, DF D, T 24T non-IPAF JiE
BD 5705 PF-ILD ~ERET 5 U A7 BNEnZ ENTFRIND, b DREFNC

BIFDHATEA R - EZEHIFNE 72 3R RO G ISV TIE, 261
Lt DRFEN VI TH D,

BHYIZ

AR X 912, 1IPs Tl IPAF JEH] & b L non-IPAF JEfZ 35V YT PF-ILD
~ERT LY RATBENT ERTRISID, —F T IPAF EYETBIRHH [IPs
DKM EREMIET 277 v FAE—L L LTIRBENTWDEN, 5% bEE
INLEIRRSEDFEETH DH. Ath. IPAF A HUICEET S Z LI2 kv EIiC
BHIOERME7: PF-ILD O FRINFEE L 720, BofEBIZIX@ Y /iR & T 0
UGEIZEBN D Z LRI SN D.
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B DAL

1 : PF-ILD IZX$ 2 =07 ¥ =7 OFMEICET 5. 2 3 B (INBUILD
B 1ZFITF DB ERIEFI OPER. IR TIXREHET Y v~ F L 9REUE, IRG MRS
AL B D ILD 723G E 41 5. IPAF SEGNIDEBITh 223, [ O OBHKE
M ILD 23 £ T 4. PF-ILD: progressive fibrosing-interstitial lung diseases,
NSIP: nonspecific interstitial pneumonia, IIP: idiopathic interstitial pneumonia, ILD:

interstitial lung diseases, IPAF: interstitial pneumonia with autoimmune features.

3 : Fibrosing NSIP JEH D T 2351F 5 IPAF HIE D2, IPAF HEE % 7= S

72 UWVEEFE M NSIP (non-IPAF/NSIP) (., IPAF F:YEZ-{ii 7= 3 JEH] (IPAF/NSIP) <°
B B D NSIP (CTD/NSIP) &bl L, ARICTEAR TH o7 (p<0.001).
NSIP: nonspecific interstitial pneumonia, IPAF: interstitial pneumonia with

autoimmune features, CTD: connective tissue diseases.



1. PF-ILD| ﬂ#éw—/T&wJ@ﬁédJ (ZBE9 5., FF3fEAER
(INBUILDFER) (2 331F BB ERIEHI DN FR

ZDAMDRGHEN: ILD (IPAFZE )
P afRF— R

N
‘ 1.8
A s A RS 1 B R 2
BEILD 2.9 .

BRERBIE ILD (EEff, RAWEMEE2L)

58 P iE BSEE ILD
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17.2 K51 NSIP
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Wells AU, et al. Lancet Respir Med 2020; 8: 453-460. Z#5RL 5//H
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4. LU TFDORAL L DIBD72K EB2DDR AL L H3n, D7 b 1 DR B Z T~

A: BRERR AL
B: MER AV
C: JTERER AL
A. BERF ALV C. R ALV
I. RN B DBE (A= 7/ \R) 1. HRCT/RZ—>
2. FEOSHNE S a. NSIP
3. PSR E-ITZ B OF DI (60457 LL |) b. OP
4. FEOTEAMIMAE HETE c. NSIP with OP overlap
5. LA/ —Hi% d. LIP
6. LD OMRNFIROTEIE 2. BN AE R DIRBRSER S2— L F 1 1T
7. BHD O 2N TR O 295 (3 b 455) a. NSIP
b. OP
B. MERAL c. NSIP with OP overlap
1. ANA=320f% D diffuse, speckled, homogeneous’~%—>, F£7-1% d. LIP
a. nuclear/ ¥ —> (2R [XfHH7) e. IEHLLA D RV ~DY L NEREEFE
b. centromere/ A —~ ({%/X}j:ﬁnﬂjo"g“) f. UL BRI R‘f‘fﬁﬂ/ﬂ@()\iﬁ/ i{xfrﬁ ()//\/feﬂ/ﬂwﬁ% IR
2. REZ IEH# FRRD2f2 3. v LT AL =R A NDOREG- (B EMEMRITINZ O

ALHH D273 72 K E T SRR

- LADODR DK RIS DEAEE

LD ONRVNRIPE RGBT (SRR, B, Bl
- ALBA D D770 i i B PR

3. HICCPHLiA

4. Hds-DNAHLAR
5. HTIRo(SS-A)FifA
6. H1La(SS-B)FifA
7
8

. Firibonucleoprotein(RNP)$H LA

. FLSmith(Sm)$FLIK

Fltopoisomerase(Scl-70)HLA

10. FURNAA FREESE(ARS)FLA (Jo-1, PL-7, PL-12, EJ, O], KS, Zo, tRS)
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3. Fibrosing NSIPJE D T 12 1231 T HIPAFH|E D 52 28
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