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(interstitial lung disease : ILD) T®» 4. ZEEIC
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matomyositis : DM), =& MRz %E (systemic
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tial pneumonias : IIPs) THIV> 541 % Ji BLALRR A%
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£ 9 ILD (progressive fibrosing ILD : PF-ILD) ®
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1. BERICHTBILDDIEE

BIEJRE CTIEETORBTILDEMES 2 L 25H 5
2%, ZOMEITHEBBIIRE 805, ILDPESE
PR DI b =V EIESSe (50~60%) T, KW
TPM/DM, {BAMEM AR (mixed connec-
tive tissue disease : MCTD) T, &HH4xY 7
< b —F A (systemic lupus erythematosus :
SLE) TidEFNnTh 5. B 7 < F (rheuma-



toid arthritis : RA) X°Sjégrendic L HEIC BT 5 41
FEIZ 15% LR &2 n s, B BIEIHRIZ T
BRABDPIEHECIZ N OB THBT S
W& 1EZ v, CTD-ILDTIX, IIPs® Ji% B {5% <
HRCT/%% — Y IC#E U CHHT 2 & IRFRRER
YR (nonspecific interstitial pneumonia :
NSIP) #5795 2 L 3%\ A%, i B ) RV
4% (usual interstitial pneumonia : UIP), #3214k
Jili ¢ (organizing pneumonia : OP), O*F AN
fats<E (diffuse alveolar damage : DAD), Y ¥
JNERME RV 25 (lymphocytic interstitial pneu-
monia : LIP) 5 WIE I N 5DRE/F— 0B
AHLN5S.
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ILD D&Ml & U THVERE 880 Rz P kA5
ELREIR, WERIERS, MbSRemcd, MEBXH, 6
43447 3808% (6-minutes walking test : 6MWT)
SEB AN RN 2D % A5, BRiOT—L KR ¥
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HERX AR A IR L < & OHEBI THFEHRCT O %L
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FAEIEIGIE O RFNIC XD 2 & bR T S 4
B 5b.
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BRI B E CILD2SZ I S 7z 6, IRIZATH X
EXHERERE L AT ) R 7 OFHiTH 5. ILDZW
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FERIREDIED Y 2o CTBRILEEL D S
HEIEGNIEE, B RERD. —77, Sk
WCHREECH > T, FRILDABRGE - e T2 %
BALEE DY R 7 DEWBIT D R 2 G
AZEATIRETHAS. 7272L, CTD-ILDDEHIR
R, WEHBUBER TR IZE DD TEE T
Rz & LA s, ZOHWrAHE Ly, FEERICHE
HERTO RSO THETLZ2WEINS, &
PEAE# CHOAFM DIPIZIPIR A EL DO FE T
&LV, Z D728, CTD-ILD TIXEFHF oS
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behavior) 2 & 2 #HAFELE SN2 (R 1)?. WK
ZECW kD B B Ak - HAEDRTEMN E B
5 3D LEBEDOFREMNEZIRT 3 DIZHIT S
NTW5. FEFIX %O EWOP, NSIP, £ 5
IZNSIP & OPAY iR £ L 7zfibrosing organizing
pneumonia (FOP) 78 % — ¥ & &ie.  soEiifil
BICXDWEIEOND 2 EHE L, HRHE
& LT, T, MR SSEIT o N Tw 5.
72721, DM, FEITHHAEIRIZ Z L v BRIR 09 206 55 5
M B2 )i 7% %% (clinically amyopathic DM : CADM)
TIHEGTFPHRARZBM LG TN, HHEHEE
LTHmdbEENRTVE. —J7, BiokkEz
IRYILD TIEMHE AR O FAR T HPEICZ L
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= 1. CTD-ILDOREZEOEBEAEEFR CCik2 X 51H)

ALEEN DD
(BAERDHDD)

s DAD
ARG DD, IR ~ NSIPx0OP/FOP
U2%5%b

=Tk NSIP+0P/FOP
BT BNERE e NSIP
2HEBHH O = UIpP
ETHE, ZEET ST ) :
SN EOETEE e Fibrotic NSIP
SHEEEHD uiP
;’?ﬁ‘ﬁ%‘g@j & - Fibrotic NSIP
SMEEE G0 uiP
SS @ Sjogren’s syndrome

L, WEDOHEITH 2\, HELRFHTHITLTDH

EIRRE M TR, FRbtlIC e T3 2 WAL 40T
i, TNENOEHEHBEIIREOMR:, 2w
1t, HATORIETH 5. MHTEONIORHEILIZ
X0 IR EHEIRASTEAL L, P bR & fe e e i
HEEDOE DI T 2R, BNZEICESILD 7 =
J % 4 F%PFILDE -5, 8 A ¢ IZNSIP
L UIPAS 72 Z MK, HRCT/¥% — T, \W§
NHAMEEDY) A7 2% 5. UIPIZ3HEN5S
LA Ch, CTD-ILD T AF 5 i BHERE (idi-
opathic pulmonary fibrosis : IPF) {Z Fb -~ T RkE
FHMBHE D% L, MIEAEREEZMES 2 L8
HY, WL E Lo oEROBIE R M-
DI EANIZ T ASE IS A DS,

4. FEREAF

[IPsIZ BT 2 IEHE BUGTE R PO RN I3 iAR
B2 X0 #: 5N 7REER, HRCT/8% — > 23 H
T, PURHEIS 2 CRBLEE R RAHRRIE I X 5 %
AT A% (multi-disciplinary discussion : MDD)
DOEEVEDR#HREN TS, CTDILDIZB VT
S MDDDOEEEATIRE N T %%, CTD-ILD
TGRS, BEUROREEEIE, BOyuk
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BEEER
RA, SS, SLE
DM (3TMDAD §iARZEIEE), =R (e

SLE, PM, MCTD

PM/DM (?‘ARS?%B&I&H&) &, EIThLE
SLE, MCTD, ERRGLE

RA, SS. SSc. PM/DM, IRREDHERT

e SMEBDTH
REEDREL

o0 fA. S8 SHHEE DT,
\E/— 5

SSc, RA, SS EITELT D

REEBRO T

bTPHHATELLTCEETHS.

1) EmEE

W VEDEVOPIZRATHA NS Z EAE W,
— 7, 2HAATE TP HA R RILDIZRA L
CADM%Z & 7:DMIZHED T ENTE A LT, i
IIZIEIDAD/N Y — > # 29 % . RATIE, B
ILD % A9 % B A5 I8, S04 il s 545 % S24% 12
SUENES A 0% . RAICHE D ILDO &
W OBHEEIZEM 2~5% LG sShTBy, Y
27 WT-E LTy, A b L3y — MEA,
HRCTTOHUIP/YY — U 3 LT 59, ik
PERBTEDSBIFTdH 5120 2 0b S F FHR %
D EFILDIEPM/DMIZE D 2 & 05% v, —T7,
PF-ILDIZSScRRAIZHES Z & 2% {, MCTD
R JFIEHSjogrendEERE T AN S, 7272 L,
FWIREIZ, Bl ETE TR R S v
PERL & ORI HEE Ly, WP ZRRE TR R e 2
X TR SN2 ILDOHIZBEIR A LTV 5
2L Zwv. CTDOMEEBMICES ZWVHEHTM
PEPE DS & £F O B MEMT 2 (interstitial pneu-
monia with autoimmune features : IPAF) & IIif
ENHMELREBENTNDY.



HCHAD

SR

ARS

(=]

PM/DM® 15 ~ 30%.
AR PRIV THR

WRADRE) 4" NEcEan
o DM (QADMEED)
MDAS 7 5 10~ 30%., /NECcHE
(EmEoRe) 1023
MRAYAS—E  grn
e BT, WER  SScd30%
SScE/cldd—/{— v
UTRNP DAy TREIRBEED 5 ~ 35%,
MCTD100%
RF (=3 RAD 70 ~ 80%
CCP =3k RAD 70 ~ 80%

& 2. CTD-ILDLBESET ZECHIAF

SIRE
(AT )

ILD S
B PRBSE

K, BIEIR, #
WIDF, FH,
ASSD&E UCHESE

KEEE. Bk

dcSSc, FAEFHA
NODOFEES

FEFAE, BIETK,
¥, 1cSSc, i
EPIR AT I EAE

MERE E DEIE
SUEIR (FIcEfE
DHE)
RIEN AR IR DETT,
IDMEA N2 hD
URo

ILD OD$ERE 451

90%I(TILD, =M/Es
H&EL, BEIIHIEAICK
N Y ANEET AVANSES

80%I(CILD, =RiET S
NEVD, BEDEHEEDD

80%I(C 18 MHILD, =D >
5 30 ~ 50%I[FPF-ILD

35%LURICILD, 24/
=ELIEEDEESD

= 18 5l D 20 ~ 40%I(C
ILD, NSIP/UIP, =141&
BURIHD

= 1B 6l D 20 ~ 40%Ic
ILD, NSIP/UIP, =24%1E
BURIHD

dcSSc : diffuse cutaneous systemic sclerosis, IcSSc : limited cutaneous systemic sclerosis

2) EEIEENE

BIE G WHRETHZ 2 s, KB
& S L TILDASHEAT 9 % 2 &A% . RA
TR BMBEVEPTY 7 ~ F-3E (disease-modifying
anti-rheumatic drugs : DMARDs) 12 X 5 {G# T
VIR JE D BTG B AP & MLAUKTLDSESE ) A
I TEHBD. SScThH, O F AFMMILECHE
I A <, BZ LA R L T 5 B CILD
HEAT) A7 D3y B RO PEAF R CRP (C-
reactive protein) FHEDRIES—H — D EH- B i
TV A2 L% PM/DMTHCRP, 72U F ¥
D RIEY — B —HHATILDIC X DALY
A7 LT 59,
3) BCHE

J 5 95 JE LT S IX 2R 7 F UK ]
SNb. Zomicix, BRromiths Lo
PBAER A CPURICIN 2 C, IRk, Pk,
EHEBOSE & B U ORI BICAE DO D
& 5. FFIZILD & OFED RS S L Tw b HEH
hREFR212F L7219 PM/DMTIE, ILD & B
Y5 HCHURE LTHLT I/ 7 Y VIRNAGK
%3 (aminoacyl tRNA synthetase : ARS) $i/k

EPIMDAS HifADZF 5, s HCPuikks
PEFNZ U ONIILDA e T HREPITHBIT 2 2
L%\ PLARSHUAIE YL o-1 Pilk%E & 72 ARS
EREEMPURE L7247 ed 6 DU EORL S
A2 A3 5 —HOBHTCHURT, Jo-1, PL7,
PL-12, E], KS® 5 ffi % ¥ & o T3 2 Ak
VRS HE S T2 BLoJPukiit ¢ & %4
W), IS HOEHURIZILD ORI S A H
T, PIMDAS HifkiZDM (CADM% &ie) 124
S, BHEGETTE CHEBIRIUE oS &3 e T
BARTH . —J7, PIARSHURB B2/
WEMEORGE TIAET 5 Z L% L, el
PEENZSUE T % DSFFRAZ . HLARSHUARIZILD,
W9 2 C, BYfi%%, RaynaudIig:, B T
F, BEEOERE DML, I SEIRT
2P b oAl Z, PM/DM E L CTBHBITE 2w
Bl % & D T PL A B UK RE B B (anti-
synthetase syndrome : ASSD) & FEW. SSc
BHTILD & BY#§ % AU 2 H CPuIEdt bR
AV A Z—X1/Scl-70 HUK T, £ 30% FEEEIX
PFILD7 = / ¥ 4 7% 23 %. JuUIRNPHuAIX
MCTD72F T2 <, &F & 2RBEWHRTHhEE
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70, SLETIZILD & B3 5. RABHETIXY
< M A4 FK-F (rheumatoid factor : RF), PiER
R b v AT F K (cyclic citrullinated pep-
tide : CCP) YA R 1425 ILD & B 5.

5 ILDOE=ZR LT EETDOES

CTD-ILD® 5 HABMERITIZ, #E4TY R 7 H¥K
W &I S 7B, FIE SR T & o 72 BT,
EHRNAE T EMN RILD#EITOE=5) ¥ 7%
79, F7z, WBHRAAZITo72BITYH, WGHE)
RO FAMZ 5 I 2 ILDEHli 252 Cd % . ILD
DE=F ) X ZIEHMEREIR, AR, itk
REARAS, Mg EB XM, 6MW T2 X 2 JEB) & 47 5 A,
HRCTZH W6 5. HESEIRIZ DWW TIHEIL
Borg A4 — ), Visual Analogue Scale (VAS),
modified British Medical Research Council
(mMRC), King’s Brief ILD (K-BILD) 825
B EEHRE TV b L (patient-reported
outcomes : PROs) Z V5. =% 7Dl
[(EANE S 170 R I oV i S = & AT/ DR -1 i 1))
W e 3T A 2718 U T 6~12 7 ARE, &
P/ EVER TR ARIE 1~6 7 H CHERET
BT ENET L. HEIZDOW TR IR LM
IS CCHilEE L, 181EBorg A r — L, VAS,
mMRCH 8 22 PROs R W HRIFERS 1 345l O 754 T
Al C & % 2%, K-BILD R i B REMi A% 3~6 7
P, JERHRCTIE S HICHIEZ 2T A5 RETH
. IF A= MK DREEN/CTD-ILD
DOEALDOILAE L LT, BhMilER (forced vital
capacity : FVC) OAMHX K TF2310% DL, *
721 5~10% DOBFE T — R bR FIGYEEGE (dif-
fusing capacity of the lung for carbon monox-
ide : DLco) 2SAHAIYIZ 16% DL EOIKTT & s
TR, 7272 L, BB B T3 8o B2 g Al
LR ZEAE CFVCMR T 3 23603 0 1%, 72
Jits Sy R A i v ML 0 %2 DF 7697 % & DLeo AR 97
%. Z D72, ILDEALOFFM 2 3Bk s A 72
%<, Mo TiEE b @iE L 722 EHl & 17
I EDKRYTH %, PFILDOI#E L L THRE

94 BARBZRMRS 111 5 BIETIS

SR, MiAR R A, HRCTH R & Ml A5 b 724k
HEAREENT VDY,

6. CTD-ILD D& REEKES

BIEIRBE BT HILDBHEIE, A7) —=
7, HEIERE - ATV A 2, ==Y v,
ERTHI S NS (B). HFEI &Rk S 7z
W ISR sl & 70 525, EERE LS
U CleFRk, AN LIPS o SRRk, il
Bhib 28 5. CTDILDD BRI AT O A F,
TP IR X 2 Sl s ERTH 5.
Bl ZX, M T EARZ TS5 PIMDAS
YUK YE D SO HEATPEILDIC A L TA T T 4 Fo3
NVAREHORIIATFOL PR, Y7 akA
7 7 3 FRIREHERDE, oI rh e 2 HE e L
7oAy =2 —0) YREIIC X B =B P
VSN, —J, SSclfk ) PR-ILDIZIE A
T4 FIEHET, BRRBRTHEREI IR S
NTnWLby7ursA773IF, 337z /-
BEE 7 = F VDG SINDLY, I, 43 T
LA A BAE AL BGRER,  mim & Bl
BremEsnTwnad. JIMDAS HifRBEILD Tl
YXAFF—EHEHE 7 7 > F =717, SSc
TIXPUIL (interleukin) -6 ZHMARPUE ) X<
7 PiCD20 Ptk v & < 719, RATIET
SRR ESE 7 N 7 & 7 FOSEDBRIF NS,
—F, ENWT 2= R =Tk wns7z
PURRHEILIEADSTIPF O HEAT % BP9~ % R R ASIERE S
., SScizfE9HILD, CTD-ILD#% & & 7-PF-ILD
ExdG L L7z 7 7 & AR T il EREGAER T,
=T =T OFEVCOMT & #iii] 3 2 Ry R AHHE
FAEX N2 2 X ) I, CTD-ILD® if# IR
BAXIE DS > TV HS, Gk, ATaA4F,
PSR, S FEEASE, BURHEILSE v o5,
HDLVITHMAGbEOEREMFT LTV L
DBUEETH 5.
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