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L COHIT

Frs e E MR ZE (IIPs) ORWHIZIB W T, BIFR (CTD) 13k b EE RN
RIBD—>ToH 5. LL, CTD &% 5 SMERS B CHURIZGETH 5205, 5%
mb@%m%@%ﬁké@w,wb@é%ﬁ%%nmﬁ%ﬁn&é%@%i%
20~30%IZ5R8 8 H LS. BAE E TIZ, undifferentiated connective tissue disease 315
ORFEVEMEMIZ (UCTD-IP) (1,2) @ XL 9 72% < ORBIFIFR 1IPs D72 WU 2
BEINTE7e, L, TRICEAT 22 < 0% AN EHIZER IR TIE, BEIRD
[IPs DAFAE L T4 & OBIEIE—H L TE L TIREANAE L TWD. Fiz, 4,
interstitial pneumonia with autoimmune features (IPAF) (3) & V> 9 1 7= 722 W BL s
EMESHNER 2L TV D23, IPAF 2B L TH 28 2 888 L 7 #illa & HF7EIE
BIRFRIZBWTHE SN TE LT, REICHMIZITEL TWH2RW, KRREIZREW
TIE, TE L OWBHRSOGHED TR EZ 2R B IRSEHY 1IPs, 712 IPAF 52T HE:1E
DFEFAIAZHDONWTELE L, ZOWHERIZ OV Tikimd 5.

IIPs |Z351F B IPAF 20 EE

FERIRICIS T 5 1IPs DML, RIK OB &)t BORNNEE TH 5.
Z DERAZWTIT I N T, BESHUR OIS X % B K ONE Bz, HEA
PR & 2 CTD 13 b EERENER DO —>TH 5. FFIZ 70 F ROV
F AR BIEFNZ BT, CTD-IP 1 1IPs (2R THEE O @ W RV A% (IP)
ThdHEINTND 4).CTD ITH CREIETA2 R e L, BEIEICRER 8%
JBARICRIE « FEEZS|SEZTR2FERTHY, FRCIP X THREEL ST 55K
HEERAPHETH S, CTD-IP T IP AN L RIERE (HIREXK) MmE
L (FEmEE) , U o SEEFEPER AR, faok - OFEK (s - DAMEEZR)
AT RS LIXULITERD HD. 2 D7 1IPs & il L CTD-IP fiE
Bl O EfEEEE CT (HRCT) Effg-C i AT iLIX 2 Th 5. & CTD 1M
722 EEL A L TRV, YW IPs L2l & THZD%OKETIZ CTD %
FIET DIEB B D72 < 2. EHITTIPs & 2 S JER O HIZIE, CTD D



W RS HE T 72 S 22048, CTD & B L 7= eIk K OREFT R, (5) & " it
WIFET S (K1) . 2 DWbp HBERHRR IPs (21%, LFD X 5 78%<
DLW EUENETE STV 5 : UCTD-IP (1, 2), lung-dominant connective tissue
disease (LD-CTD) (6), autoimmune-featured interstitial lung disease (AIF-ILD)
(7), IPAF 3) 72 &, HEHIZ L o TENENIR 2 2 ZW R EDRB I N TN D,
FRIZIPAF 137 A U R T » 9 —a v SRR PR OV —F 7 7 )v
— 7" M5 2015 #EIZ Fischer & 23845 L72#i7- 72 ETH Y, BIELIEBHEZED
TWa. LinL, ZOZKIEEIFRGENEIES Y v~ FNRE, BERRE,
FENSDTF 28— h A E=F U IC LW ERSHTEY, TE5F 0 R CEA
T ENTRWEETIT RN, 5% O IO TEIELZ 23 5 B R
WY IIPs ZWr D77 v hAR—LE LTRESIN TS, S HIC, IPAF BT %
BAMEFROFRERNHIL, THREDOREEIZOWTOFELIEERL AL

() , ZOHAMEIIRIZICH S TR,

IIPs SERIIZ 35 1T 5 IPAF 25 D RBIFUR ) 1IPs 2 DO EFelL, T DO HEYEE T 7=7 0>
E DMLY PHSCIBIEKIEIGE WO HINEMNE I M E W) RITH D

(X 2) . b LEVRENOTHIUE, ERICB W TRBIFIRESE &35/
BETIHIERIIZLOVEEDNS.

BRI IIPs DFRICET A TR

TR OO BUFIFT Y 1IPs D4 Wi HHEIC BV TIE, TRICBIT 2 M D% < 3%
AREMETH Y 2T A LLEE < 2. Lo L, BRARWRE G Bl
IZFE LD &, FRREPEIHAEE (IPF) SEFNZ I TRIERAY 1IPs 1L 75 Tl
HERLARV & OBMERZ (8-14). — T, IRRIERIEIERIZ (NSIP) &5
UNME NSIP 355 % 53D B IEFIRE (non-IPF) 2B\ T, BEIEH IIPs 13T B
I & DBAERZN (14-17). IPAF FEHEZMORBFRA Ps & i LT H L0 iE
eIZ T4 % THIRTRE T o 7223, A A LTI O BRI 1IPs & [FlE,
IPF 1V % non-IPF JEFNZ W T RAFAR T2 LM< BE L TW e (11-14,17). &
TR 512 35U C, IPAF (2RI B RiTIA ZAFZE08 2 s ST 5.
Sambataro & (18)DHFFEIL IPAF & 2Wrd™ % £ TOHRIN & DREFTTH U, IPAF JiE



BNTEAE L VE, JEEUEE NSIP N7 — U NS ol EHE L TWD R, D1k
DB L THIZ F%Té*ﬁ?ﬁ TEN TR, F77, Sebastiani © (19)1% IPAF 52
JiE 5] 2 AT ZACRGERBIZE L, IPF JER] & ik L C TP RIZR I CTh oo L@t L
7=. Ll ﬁ TIX IPAF JEBNIZ 1T 5 CTD FRHEIRSC B CHUR DO FE/I
T%T%D ithu%®Hmt@w%iéMTw&wIMF%mﬁ@
information bias, #¥(Z lead-time bias Z{&JH 9" 57212, IP ZWiRFlZ CTD ARIE
W B CHURZ: &2 BRI HER T 2 RIM AN L EN TV D, Tk 1L 1IPs
FEFI OFZWIRFIZ CTD ARIERR - AT, B Pk, mifgds X ORI A 2 MR c
et 2 2E O S huak ILE - fiim B TE A FEhii L7z, Z D78V T,
IPAF 35 JX OV LD-CTD #2 W7 non-IPF JEBI D T TR 1 & 72 > 7273, IPF JEH]
TIEGHE RO LR AR TEHER - L3 6o T Gastimt) . Bk
Tl 2 5 DORBIFYRA 1IPs % IPF, non-IPF % X BIH91C 1IPs 2K Tiad 5 )
W& DN, —HEYIZ IPF & kbl LC, NSIP X° COP 7 & % & T» non-IPF JEH| D )5
N &0 AR, VBN, FERRIEEEAL, MOBERBIEL SV E SN TVNDS. S
512 CTD-IP CiX HRCT 35 L IR ELCTO UIP /N Z — > LD § NSIP /3 ¥ —
DI PEMTH . LA EOFHESCEB O R R 2 Z T2 &, BIHAY [IPs
ZWr% IPF & non-IPF TR T 5 Z L ITIZRARH D005 Lt

FBIEJRAY 11Ps D2 EXED AT DN T

AR D L 2 BRI [IPs DWW T, CTD BRO IiZMER S L U
BT RSEOFMMAEE CHD (K1) . EEHCEEOMMIMEEIZ OV TIZY ¥
~FNRHESCREERE~, BT I OWTCIIRBIESH SR E ~OwEY) /g =
PHNT—Ta VIR E L. FBEIRRY IIPs D2 EEE & 2 O A X 312
79 UCTD (broad), UCTD (strict), 33 &Y AIF O FEHAEIZIS\WTIX, CTD ARIEL -
AT & B PR % [RIRFIC 72N H S, FFIZ UCTD (strict) DFEAET
@Hﬁi@ﬂD%ﬂ%ﬁ%@u@Eéﬂfwékb,%ﬁk@é%ﬁﬁiﬁ%
D7puy. —J7T, LD-CTD O AT H CHUAR F 72 I ZBIRIR B 2/ Rk AT LoD 2112 K
DHIERRETH Y, CTD BRDIER « T IS B2\, T - THME & 72 5 BE K
3% THD. —T2015 HIT8Y; LiEH S TW 5 IPAF 1%, CTD BRIEIR -



FrhL, B CHUAR, HRCT 6 X O ak AT .72 EalfEr:2o8 T o 2D B HEHE &
725 CWA IPAF EHEZ 3 DD R A A VB EN, ZDHH 250D KA A
VEETETERBMIEND 3OO RAAL TN K KA A2, 2) iFE R AA L,
3) ITFRE R A A b akD (X14) L IPAF BEMHEGICIHS W T, MG KA A > LT
HE R AL LV OMAGLENRLEMHEETH S, AlRD L 912, IPAF 2R
FERERARIES Y O~ FARE, BORE, REENS DT F A — v =
FATEVERENTEY, =5 A ZEMIT S Wi iy, S
51T IPAF 2Wr AV ITIZLL T OFER 2 < ORERIRMFET S ¢ 1) IPF JEf] &
non-IPF JER 2 FIERIC Z OREEIZ LV EFHMI L TH RWO?,2) 3 DD RAA
DAL G DEDIHTRND )2 HERIRF s, B2 SI3ZE LR < THRW
DON?,3) BE KA AL B WT, Y o— 7 UV UEEREERE D K 5 e i gE iR
[ZIMLERNDOD?,4) f7E K A A 12 MPO-ANCA/PR3-ANCA [ZXE /200D
22, PUEHUAZ320 (50U U~ TR = EW ERO 2505 Iy MA7HE
(XY 22 D)2, 5) FEHE K A A > D HRCT & iR ERAT 72 UIP /8% — U (3L
RODD?, KERASRCIE R E 2 G~/ F 38— kA2 FOIEA (XEY)
O ? LLEOXSITEFRBIER SAZEHE STV S IPAF EHEIZEB W
THEL ORMENELTEY, PHREIEMRIHET 2 720I2IEE DEEDR L
HThHD.

IPAF OF77= 72 kA & IR 5 #t

M0 L &7 %05, IPs SEBNC 31T 2 BIRIREY 1IPs i2Wr D B FR1E, £ DEHEL
72T EINITEY, THROBRICNEITIEWDFBDO LNDHNE I eV
SIZH D, AR O L 9 I bIER STV D IPAF IR HEIC B W T G, fifikd
HRE L L OERMSCIMBESENTFET 5. 16> T, FFICLL T ORIV CHEAM
IZ IPAF JL¥EAZ FMRETT D L ERH D00 H LI ¢

1) IPF JEH] & non-IPF JER] % [AEEIZ TPAF FEHEIC L VB L CTH RV DN 2
MK TU IPAF 22— 2D 2Wid O X 9125 %2, 1IPs 2R T3 DM 2358 .
UL, EEOZERER2ZE T2 L, 25 < non-IPF JEMIIZ T IPAF IX



Tz & R < K3 %25, IPF JEB TOPZKF & L TORMAMEICIZEER D35
%. & bITIE, IPF Z2 s & L7z [EERH) 1IPs 73 ﬁkwaﬁﬁ®ﬂ7&4A
IMFWE&@%%%.%&LT@E?ﬁim%:k@%ﬁéﬂéuﬁoﬁ
F 9L IPF F 7213 non-IPF 7% H7E L, £ D LT IPAF OF A ¥ E & )
t LALR0. _@SiMWW%%f4V@HMﬁ-%f@ﬂ&~y&%%
BT 5, XD, EEmCIRAREE IS X 0 SANRHBOIT AR % 556 T X 2RV AR
REMY IIP (non-1PF) (2351F 5 T4 THNZ b IPAF ST EBACTE D v[REMEDN &
5.

2) PERISCAE, MBI /2 SI3EE L < THRWLWO? : 1IPs, $FIZ IPF SEH]
&Lz U, CTD SERE K 0 54, ZoMEENr, FERMEE RN & W O R A3
5. Jo T, IPAF D3 DD KA A LRI, 2D X ) el meBET &
2h LAL7ZeW, BRI &tk & v 9 A1+, IPF, non-IPF (2R 5 BAF /e T# &
BE L CE Y, FFIZ IPFER TIIR N2 TR BHNTTH 5.

TRRIZB LT, CTD-IP B LY, IIPs D H T non-IPFJEFI TIZAT B A Rl
DG FEIMHIRIEN G 2N T DIER 8%\, — 77T, IPF JEFI 53 5 Sz il g
EIXIFIFTES) &R T 5N TW5D (20). Z 0 IPF JEFNC BV TITHTHH O FL#R
HHEER (B 7 z= Ry (BELANR®), =T X =T (A7 27%) BN HES
ENTWVD (20). LML, IBIE - B L7z IPAF BE¥EIZ L BERO S 2 BEHI
IPF JiE G 23Fh H AT RE & 2 Ui, SefEiliED B 207 IPFIER] 2 o1 5 2 &2
TELH0b Livenw, —5 T, EEER7Z2ERARHER (INBUILD &) (X Y, CTD-
IP Z& et TE DRI E MM RAER] (PF-ILD) 2% L, = T X =7 NEHTH
Slc LA SNz (21). L L, IPAF JEGIC IV T, S ndilReis & Rtk =2
THE=TBNENE D DI ARHTH D, REER ISR LEE T 243
W DT, ZORMREBAEHOBETHL L Ebhs.

BHhiz

IPAF [ BRI IIPs DGR ER ZMRGET A7 7 v FA—AL L LTIRB S
NTWBEN, 5% BIEENLERRTOIEUETH 5. BRI BEEO Mg E R -



AT 2 B A L, 73D IPAF RHEDO S TOVSAAEIET S22 LI2XD,
S HIZIE LW ARSI (precision medicine) M A[RE L 72 V), FAKMINZIT T4k
WCERDZ ERMEEINA.
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3. BIEIRPINPSD £ 2 W E DA ik

ges CERROD sapg FHR@ HRCT i
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4. L FDRAL L DI B DI EB2 D DR AL D30, D7 &b 1 oD Z -1

A: BRIRR ALY

B: MiERAAL

C: JBRER A
A. BEIRR ALV C. BRRR AV
1. FRREN I E DB A= T7/\R) 1. HRCT/RZ—>
2. FEOSER I a. NSIP
3. BAER F 132 B O D120 (6045 L4 L) b. OP
4. FEOFEMIMEILE c. NSIP with OP overlap
5. LA/ —Hi% d. LIP
6. BtBH DD FHE DTEE 2. SRR AR DI BRI /32— F T IR
7. ADOD 72 WFFE BRI O B2 (T ha 18 5) a. NSIP

b. OP

B. MERAA c. NSIP with OP overlap
1. ANA=320f%Ddiffuse, speckled, homogeneous’ ¥ —>  F7=1% d. LIP

a. nuclear/ ¥ —> (R IX[EHT) e. ML Z LY E ~DY L EREHE

b. centromere/ ¥ — (R X[ 7) f. UL RER IR O OV FE AR Vo JElaoF IR HT)
2. RE= [EH EIRO2R% 3. wNF AL/ N— A ROB G (B MRS 0)
3. HFLCCPHIA a. At 7RV MK F 7 L B AR
4. Hrds-DNAFLIA b. FIHD OO NLEEIK TR ARE
5. HLRo(SS-A)$FLik c. it DO D72 WNRIMERGETRZL (MHSRERR A, M, )
6. PLLa(SS-B)Hiik d. S D-DD 72\ i i A
7. Piribonucleoprotein(RNP)HLIA
8. HLSmith(Sm)Prig

9. Hitopoisomerase(Scl-70)FLiA
10. HUtRNAA B Z (ARS)HTiA (Jo-1, PL-7. PL-12, EJ, OJ, KS, Zo, tRS)

11. HPM-Sclfi i}
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