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BAZAON TV SHERMEAEDHICE T SMERETETHS.

1)

H)

/\)

MEMMEEDOZHBEE LBRRERITIKTLQ), £-FMBEOAN LY ZEH—HELASL
EENAHB). MATEWICELTIE, "HEMMEREBICHEE L BRE, KHIHREE REE
2k 520 EEEMRETERIC & D281 (multidisciplinary discussion:MDD)ASMAE T(2), 5@ 1 [
RERETIIFZIMRE L TLEN(), XM TR—MERICERK, BEE REOBMEMMEED
IFRAN—IDBZEALSTIW—TRIEREICDLELC, BEICE LM E 4K SR EE % MDD TR
THEEFH#LL. F-, MDD BMICK > TOMBRZMHNEREEIN LD, QBEBRIZEE
5h, OQFROEBETERET HH, (Fhh-oTULVEL. Fi- MDD [EEZEHEBERLINEES
SBENHEIMN FUFAUERETRLD, ZHBREOLELGRZREN, SHEOLEEH,
BEDBEHERITSNTULVAL.

CNETORAIMEARIIFREBMELMKR, BRFEFAEEMERE, GEREZRELE
T4 L, BEUMEREZZEMICLTOSRESNEHAREICK 5B R/ANA 7 IANROHE
ThY, ERBERERBRLEZARTEGLD. COHEEEMEEDOEM - FEMITH-MIHLT,
Web R—2 M) MDD &BMiA > bRO—EHEALT, JRS BEMRN 5T N TOREE MR
BEMRICLIAIMEIR— MARZITS LT, IPF, HEEHEBEEEEMESMESR, &
FWEEIFEBHEBMMEMEL EDEHEREEMEEOHEMMBERZHLOMNITHI L
BENHD.

HMREE SR LT, —ROBRETEMEEMEREBICHT 2REEEADLG S TZHIZES
BWEENEWNEFEEIND. oI, BRELGT—ANMREBELET -2ty MOLIE, El8A
IETUVRBIEFNGLD, -, BEEEHOZMICEITHERICOVTO®RE L+ TIEHA
Ly

MAEDOHBEMMEEDZH A EICE D EHTIIREZHMN OMENI L8, -, 2
D—HELF+REVSHERNH D=0, FEFACBBRERICEICERENEOEEN
NIBZONTLED, BREDEWVWFRFRANTELGWN:Y, REDZHABLEEEIEN
RLonTLhas.
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R) EE, ETHEEEOREEMERICHT L TREHIEETH LI THFTHRENTHDIE
MNRENTF=H10), VTILT—IL FTIIEREERENSA TG, £z, ETHEEEORM
B4R B OMEE CERKRZAICOVWTHLFBELGLRNZ L.

LEERERERRT 570, ETOMEMMKRBEEICHL, ERZODEMEA 259 T 147
[CRIEE MDD B¥iZiT52 75y b7+ —LEZEEL, BELGT 2 ZRELTHRT ILELDH
%. SHIZMDD ZHDERTEREZT > TIREILLT HET, EOBVBRICOLITILELNHD.

MERKRELSE, I CICHEUMERE,NSHESMRMEZZHITSTOMIAT Al ZRFEL
BBPGEEHT TRE 88%, HEE 8B TH . MEZWICELNTH, O M2A4 T AIDFEHKS
NTHEY, RFRICEE 80%, HFEE 88%, EE 5WDERTH-1=. SHITHEDRLELT- Al &
MDD ZHO#HBICHEAY 55T, MDD S ORELREZREMICRALSIELIZLZENET S,
F-EREOFERTE Al ZBEL, FRICEDBIMLEZT > TREMIEZEEL, BAENAZE
BICITASDRBMSLEERZRIH I SFEZEMET S.

1.2 ARROEE

DML EBEEMEABTTBALEANASZL. Web A—XDHTAIZTBEEHAELZITOI LT, MEH
ik B DOEMKR - FEMBRICEL ST, RBKRTICHTIHEEMERDZERDHERMESR
R, REET Tk CAEOER, BITOHA PS54 O OMESR, SHEE, E£THEORBFLHIEE
TE, SHOZEHOARICKELEMNTEDLIEDLEEZD.

1.3 ARSMIZE - TFEShHPEEFRE

FEHINDFE
COHRDBRIZLY, MEUMKREOREET, Tk ZHRENBELLGY, MEMME
BOEMNEEBRNTFSTHFLTFROALIZHEST HEN TSNS, £, COMRIZSM
TOMEAMREDEENGMEIL, MDD IZLHHPR¥EZE 2R (BEFEBEHEIFR) 1751
&, L TEVZHRBENEON, KRBIKICRRTESLEZONS.

FEHINDZTFE LB
MRARE(CH L TMRIRE, FREERE, WEHEHM HRCT EDOREEZERIT S LICED
MERG ERE RAREETEORBENRET LA, BEDROEBZ RN L TLVELVE
&b, ARSI DFFIIITIFEELGZLY.

2 BIRDOEK

R E M ih&EBDEMREIE - FEMRIRICEEHL 59, Web R—X D MDD ZEiL 4> bod—%
FERALT, ABICHITIMEEMESR (BMEEMESR) OFFRBGFREMBRMIEJPT) - BRAKEEE
FE MRS - EERBMERMA GO DENNBRELZAET LS. £z, MEMEMEEEEDE
B, ETELIUR—XSA4 /INTA—4, HRCTEE, N2—2OBGREBHLNIZL, BERT7T I RS
LFPAETILEERT S SoOICHEMMEROT TETHEORREZ2AETT S L.
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3 HIEOTHA Y
3.1 IRDFEE
hREFARICED, BEFELLVSHERLRGIEZEEZAE

3.2 ®RAEH
ERNSER CEEEICHEEMEREZEOZEHND S5, 24 ¥ BURNICHEESME SR Z 5B (25
¥ (tn ]

3.3 IROFEEE

331 FEREKA

)7ILT—)L KT, MDD ZErICE DB MIESR (IPF Z5THRMMESMESR, BRKEHEE
FEMMER, BHERHEMALLE) OBRMMBERZHENS.

3.3.2 BIRFAEERE
o PR -AUBEREZESUEKRBETE, X—RXF4 /854 —%, HRCT Efg, CTE{&/\Z
—VOBEBRZEALHNICL, PR - AUHBEREZECKEETETATSIETILEZHERT S.

AKHARICEITHEBETOERIEITRET S.

= RBETOER

28 hAURIZUTOREDDGC EL 1 DERBETE

@ FVC M 10% L EOHEXIHILZIET (%pred) .

@ FVC H 5%LLE 10%KFEHETEICIET (%pred) LTHY, H D siteinvestigator HNAIEIR ISR E
1B L7z & k.

@ FVC A 5%LLE 10%FKEHEAMICIET (%pred) LTHY, A site investigator NEREIRIRE

@

(HRCT R ¥+ V) DML 10%LL EH#m L f= & HIER.
site investigator A%, FVC M &AL & (FEBIRICHRFERNEBLLLTE Y, hOMEREGEZET (HRCT
RAE v ) OREHEZIEOEFA 10%LL LML, &¥iM

o MEMMEBEDLEEROBEICLIYNESNREBEOSMRLDIMEPREMDO—HEE
oMY S Tz, BEIFRO MDD ZBMZRANTAH Y FOD—DHERMEZIREGTT S.

o MHEMMKR, HICIPFZ2WT5-O0BMFEETILI) XLEZERL, BT S.

o MEMMEEZZM I SLOICEZELTERZRLNIZT S.

o TRVERBEFTETAIIHMFEET 7L XLZEHEML, REAET S

o BERDERRISICEDE, BYGERBBEHESTDIVATLEERT S.

o HMEMUMEBECHEULEEZA ONSARICHARLGSERETZROLIRR[ELAET S,

o ZFHMEBEMMAENIMBEORE, BIURERDTFREETERBZRNET .

Fi& - [MBERE - KREETICH LT, BFOM HRCT 4TV 7 b EMSTHRBEORRMEER T

DERMEZFTET 5.
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3.5 BiEfERIEK
HFIZE OB E &SR 2700 4

3.6 BIRREHIBDEREIRL

CORIMEDR— FRARIZIE, 2T A XOHEICELTERBETHRILIZ LY. #R
ERWIT 502, EITRBHGHEMFENERENS. ETHEO—DTHAHIPFL PR
k1) T#HA INSIGHT-IPF REEDH > TILH A X g #H < EF 500 AD IPF EEFETHY(11), R
¥kIZ IPF-PRO ERE&(d 300 AD IPF EEFTH-1=(12). LE=MN-T, D aR— b EDLEFT
el L, " OAELKEREZBDIDICTHHIREUIL, IPF BE 200 ALLENZ OFIE SHEICEEE
ENBRLENHDS. BRATOXRTLOAMIHARTHA JIPS LR MY TIK, BARD 85 MR
Tl16 MAHIY 868 AD 1P BEMNEERKINT-. KR TIP D555 30~40%H IPF BEHE T
HY, LEEH 260 AD IPF BFEMNEBERINT. 512, AFBOAILMBERFRDER AR E D
R—FARICE D L 2R MM EHMEERE LM EEMEBEEFEDH25~40%TH o1

Ffz, BEFBEVFARMEERBMTITONIEHN 77— FMAEICE D L, 706 DAXK
MR EBRFRDEMERD S BRAMN 30%N OHAEICSMT 56N HD. 2 < DREIE HHE
BIFFMEENCOMRICESMIT S LEEELT, BEZOBMEEMEEDBENLGERE
FiX, RITHEDS0%EREEINS. LI=A2T, &KL LTEEYRE 24 » AT, BADH
85~210 DHEEEA 5 870~2700 FIDEBE HMEBBEN SR ATRENDBEEEFIZE L=

3 EREEHAE

JIPSHAEMNLFREIND, 1 HEEZHY 1 » ARIZEERKIND IP DAE; 868 N /16 # B /85
§§®

JIPS AR L N EERREIR— S FEEINDS, 1 EEHZY 1 » ARICEHZ SIS ILD O
A DE(60% ~ 75 %)@

SRR 85 ~ (706 X 30%)---®

1 iR BH=Y 1 v AREICEERIN S ILD O ABDMIERE; 0.5

SR8 ; 24 4 A

UEKY, @+@x0.5%24=870~2700 15| ~EH L71-.

4 HHERE DREIR

4.1 BEERE

UTOREZLTHEE-IEMZERE T SH. HRlEEHAL

(1) ZREFICHEUMERBEZROIEFND S, BHERT24 v AURNICHRICHEEMEE T

et Wt
(ML, 2018 FE & 2013 FEIZHITEI M= ATS/ERS/JRS/ALAT @ IPF H4A4 K54 (1), 4
HMUEMEMEMEER IP) XRT—FAD RQ2), BLURIETIREEHA FSA4 >, ITHER
T5).
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BIEFEOZWITRKE) VI FER/EM Y VT FFERKACREULAR) TIRIBL TW 5 ZEE
BIGWOWLUDEEECEL H(13-24). BRAEDOEZHIEARELRY BRHEAZMEDL, BRHELE
CRERBZEMICTIEMICKDIZMMAEE LD, BERICKRAENVGMESIEXS
DRY THEL. BRERBEIRELTOLEVLLABEREBOHFEZ L DHEFD IPAF(interstitial
pneumonia with autoimmune features)l&, FRITD [P R T7— kA > FB Y FR MM E M MESR
ELTHS Q). £ RIEMEEMEEBEFIMES, BEUEMK, F)ETBR LG
MEMMEEDEHE L, FSMERICHWVTHEE CT THRIEMMARZ28H, MEEIC K
HRRIEEZITo2D, FMEUEMEBEOBEREROBZET R LHAET S.

(2) BEREEIC, 20 RLLEDES

B AMEARARBRICOVWTHALHAZZT, AMAR~NOSMERZBHEROERKICOVNTXEIC
K HREMNF DN T LS

4.2 PRSIV
UTDRMEDWNT ML T HEHIL, KRRDGIRNT S
(1) MHREERELGE, ARRTERESNLIFREERERT 2 FEDGE LES

(2) BB RFE TICHHZELIRRITLDRMEIRRZ 1T L 1= fEH)
(3 BHIF—LABHWEITIETIC, MERMREODMZITODIC+2LMHE, RENTFES
nNTLWEWESE.

5 HERE C L OHILRE

UTDHRED T AMNEZET HEHIE, 19 BRE - REEBRUVERRH TEOHON-RE -8
ety 5.

(1) HRAREFLYREOHEARDONI-IHE

(2) HREFEEMFFIIEEMARRERTTELVEHELIGS

(B EBFHRICTERNHBAL, HARBELNBEBORFRICL L LA SNBE

6 AR TRIIEZEHESE
TRICEESNZESEERANSD, WAL VMEES (X HIETEE2:EIRT 5.
EERENBICEWT DI5RIXZHMOEEEZ TN LRIRT 5(25). AHMMEROAELRHAL.
INnlE, BIROKS(C ILD DEZEE, BIZIEMED K SICEMNI VT Ay MITHESENRETHD
=8, EHENEDEEEEZF > TRHLTLI2MD, BEEBKEEZSZLTEETHIE-HTHS.

e Confident diagnosis (BAREZRESHT) : BIR L I=ZEHAY, 90%ULDHEERTEZL TS EERS.

e High confidence(BLVB1E) : BIR L=, 70-80%DHEERTEZLTWSEERD.

e Low confidence({ELNEE) : BIRLI=EZWH, 51-69%DEERTEEL TS EEZD.

e Very Low confidence(JEHEITIELNEIE) : IR L 1= 2H0H, 30-50%DEXRTEZL TS EERD.

6.1 11Ps 2558
2018 M ATS/ERS/JRS/ALAT D4¥FFMERMRMEAERZEI A F 54 2 (1), 2013 £ ATS/ERS DEIE 4
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RBDEAT— AU FQIZEDWTHET S, =L, BREOHA R4V TREAESATL
BUOHROSEEB SOV TIE, NSIP+OP, BMEREME MM DAHZETEE LTRAT 5.

x1 1UPs EFENEE

- EE 1IPs

FEFERMIRMERE (IPF)
HREMEIFFEEMEEMESR (NSIP)
MRS EX X EF>HEMEMESE (RB-ILD)
I EEEMMESE (DIP)
HRMIREILL (COP)

. 2B MMEE (AIP)

- F7E 1IPs

7. BERM) D BRMEREMRMES (LIP)

8. #%% 14 pleuroparenchymal fibroelastosis (PPFE)
- DFETEERY 1IPs (Unclassifiable 11Ps)

© a0k~ wbd PR

S2E(Z, 2018 £ ATS/ERS/JRS/ALAT M IPF A RS54 U(D)IZEBEH I TS IPF ZHEAEETELIZBE
T5.

%=.IPF ZWE# (2018 &£ IPF H4 K354 > & Yk#

RENE—>
Indeterminate | Alternative
uIp Probable UIP
for UIP diagnosis
UIP IPF IPF IPF Non-I1PF
Probable UIP IPF IPF IPF(Likely) Non-IPF
R Indeterminate ) Indeterminate
HRCT N3 —> IPF IPF(Likely) Non-I1PF
for UIP for IPF
Alternative )
) ) IPF(Likely) Non-IPF Non-IPF Non-IPF
diagnosis

6.1.1 PPFE
FEICRERBGOWLLERBMORMEUMER LT SH. TRROWEZHEEDSI L, IRNTEHT LD
Z PPFE £ 9 4%. BEICOVWTEBHEDOFIEICERS. NEMMEROFEIRE L.
% : PPFE ZBrE #£(3L#K(26) Radiologically possible IPPFE £#E & U —EH %)
1. BIRITEITT SR WV R X H R R
2. HRCT TR LERBMICEHRT S, FEIMREXNEREZE>WRETOMAtDa YY) 7—
< 3 (airspace consolidation).
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MER X SR CHAIFFAD LA S 7+, F1(XHRCT TLEDKEREL.
ATRDE S BEMDRREZEHF Db &EED KRN
(IEEastEims, BERRF, BERBEMKRSE, EmEMEE - LmBEREEmEER)

6.1.3 NSIP+OP
BRRATRIEREMSLELTHILIL TS T R ETREMESMEEDMED T LS.

NSIP with OP overlap, fibrosing OP, subacute IP, OP with supervening fibrosis 7% & & [XIERETHD. &
RIIICIE, BEMREAS <, HICEMHEREH RO L. BEREMKRE FICHRAERBEOH ARS
PREIERE) HlIZ2 0. HRCT TlE, THEFEAM, [EXMERIZA->REE, ZLEBTERLE
#5. FETHE, MEREFHIL~DHEAAAE OP 45 NSIP T, OP,NSIP, &5IZ[E DAD £D
BRANEHETHD.

6.1.4 WBLIERAE R B 14 ¢

BE(CREE L - BN ADO—ET, BNATHEESSL L THIL TS 2 ETERMEEN
EBDEEDIT LS.

B D& ER ST H S REMRHAEJPE), FIBEMERE %MK DIP), FRAKEXXEZHSME
HEB(RB-ILD), 5 27 )L\ A ARBERE(LCH) &2 S, BEMIZIE, HRCT T, T
fiEFOPWEIC GGO 586, MABRMICTEANHIR LRLICHEKR, WEETELERMR-N, <E
E3HEND 5. RETE, K[EFDEORML ZE S5 EREERZE (airway-centered cystic lesions with
fibrosis)* 29 5.

6.2 BT A 3¢

2020 £ ATS/JRS/ALAT DBBUIER R T A K54 VQDICEDVWTEET 5. LI GIRARENE
{TH, BR-EBRENGESBET HIGEIIEHBBEME LZHT HH, MEBEMMEELEXT
ZTOMDEBREBRNT 2ENLETHS.

=, BEMEMAZEEE 2020 F BEEMXLA K54 Q)& Yk
HRCT /84—

Typical HP Compatible with HP Indeterminate for HP
FRMEDREEX (L
. HY TL HY TL HY TL
WM AEEDME 196G LR
BAL @
- HE
1) U NBkIE %
'L Indeterminate HP
Moderate Low Low Not Not Not
XlE Xl& ) ) .
L confidence | confidence | confidence | excluded excluded excluded
RiE(T HyoINGL
High Moderate | Moderate Low Low Not
%z YU TIEL
confidence | confidence | confidence | confidence | confidence | excluded
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High Moderate | Moderate Low Not
indeterminate HP Definite ) ) ) .
confidence | confidence | confidence | confidence | excluded
o High High Moderate | Moderate Low
Probable HP Definite
confidence | confidence | confidence | confidence | confidence
. - - - - - High
Typical HP Definite Definite Definite Definite Definite ]
confidence

6.3 RBIRwEE M E kB

BRBOZEIEKE ) 73 FER/BUM Y VI FERKACR/EULAR) TIRIB L TWWABEREEL VL
DHEEEICELCBH(13, 14, 16-24). BRAFOZEIARELZR Y BRFEMEDL), BRFOCECRER
BEEMICTIEMICEIZHMNEFE LUV, BERICZIEBFLVEWVESIEIZORY THL. B
[RRIERE L TOEULHLBERDEFHZ L DO EFD IPAF (interstitial pneumonia with autoimmune
features)l&, TZTD 1P AT— bA Y MEYHFRMEMEMMESREE L TR S(3). ANCA BEEMEXRE
BREEEMESMERN—H#E LTHROH, ANCA BEMEXDOZHMBELZH-TLDET B015).

6.4 TDHMDZRIEFFEMMAEE
HGTEENA FSAVICERLTEWZT S, JHETE2H4 K54 UABWNERIFERKTEE
AULWONTWSEBIHEEICRYBMZTES. HARMERICEET S04 54 VITELTE, o
RYEPICHETENHZED, HRFABKOHA FSAVZRAVTEMEFLTL . HRAREIC
HETHHA RS UHFEELBWERE, HIRMBIFICEERRTHALVONTLSEEZAL,
HRIZHA RS54 ONRESNESLERRTHOREN. TRICBHIEERT.

DU e TOthoEE EFMEMES, TofBEHLEE)

7 B8R

71 BERRUHARETERM - 2EEMOEEE

(1) MEEEEMFEIDEEMIE, FTEREROBEEZEEZERETOARDEL, HEEEZESR
FERREDNE L Z PROMISE MIRAXEZHRIC FAX F[E A —ILTEMAT 5.

(2) PROMISE IEXBEEHKB/IEL, EDC VR T LIZHERZHZEITVY, MESEER, HEEME
UMEHAE (CRC) H£#EKHT 5.

72 EDC Y R T L

EDC YRTLIE, 4283 —3y bE2BLTHREARDOBRRTYITEXETSHLRTLTHY, EA
BFHROWMEEZHRR LGN SEFOREIR, BFRETIIENTED. T, ERHEHE BBEHKF
ELA 03—y bEBLTEMTHIENTEDS. HRDT—42 (&, PROMISE AR EFHFIZ&E AT -
BEIND. 48, ARRTHVLSHEE RUERMGREEICOVTE, BREBEESRHAELSRO
&
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7.3 FEGIBERDFIE
PREFARICKDEHEZREUTOFIBICE >TITS

(1) HREEEMFEIEHDIEEME, XEBICELPBERENCOREZIMGELIE, SAREGHBEE
BMEZIRTHREZL, BABREOWTNICHZHELABENI LERERELIZE, EDC YR TAIZK
Y fEf & B8R T .

(2) PROMISE MIEEHKREMERIEERBE, EDC VRATAICEWTUREFMDBEERBES KUV
BRONMREL EDBREICOVTIRATLAF T VI 1TV, FHVABNIEHAREEEMEEH
HEMICO AT LLETHERIKEEZT .

(3) EDC YRTLICEFINEHRIND L, BBNICENESERTT 5.

(4) ZHZEFDOZHFETER, EDC PRTLEICEFESOEEE EFHBZESLARTING. HRE
FEEE-IEHBERME, TOREEHET .

74 BREHR
PROMISE AR EHB
m K&, FEOR, FHHTE GEFIEEE BULEHEERKE)
LEERZEZEMERE AT4HALITEVZ—
T466-8560 EENE L HEHREAMXETER 65
TEL: 052-744-2077 FAX: 052-744-2077

E-mail: promise@med.nagoya-u.ac.jp

PROMISE AR IEEH S
AEv Y ZAHREH
T107-0052 REABERFARITEH11-44 KA 22— T4«
EET : 03-4362-4504
FAX : 03-4362-4515

75 BEICERL TOIESE

—EEFIN-HBEREIEFDMYEL (T—FR—XMLDHKHE) [FTAHL. EREHZOEES, L
N BHIGELEIOEKER EGES) £FRAT L. REE - EEZHEN A LRICIEEPHIC
PROMISE IREHBRB/ICERT H L.

7.6 BRINGEH>F-HBREDERY KL
EDC Y AT LIZK Y BEAT (FiEH) ZHZEL-HIREEEMTEDEEME, HZEEREIC
ZTDEZEHBAT 5.

7.7 BERBEOIEREE
AMESMEEZNDBHIIHFET SH. TNLUNDREREABH LGS L AEELZREY [ SiREBEA X
VRBEEHER ITRLU-EREREINET .
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8 HIRAE - MWKEA
8.1 &k - T—H DN

£4 F—ADFh

PROM:SE
FREMAR .0 NACTSTES
{ssnssnnnnnnnnnspanns T a—
?%ﬁﬁEHtT
> 'Ul
T L T Fﬂ -
ﬂﬁiﬁHRCT S 5ICOM EDC.(éCRF) Fitan: 20
- 7yFo—F I | 4
F—aME
ovo-RTHE N (pHag | s 9,_ L
bon —— =Z —
|5ﬁ%aﬁ£¥xw' R % =T, B E
VA‘
T7/.;;7,°IE{I:_LL:C ALK RousFud AES
T l B RrT

_ gt
QEE% F—ATyFO—K |
] 4| —
R 7 AOBIEES RIBKF { @

AR TR0BHE T m%'ﬁ%
X 0.12 &K - T—2DHEN

8.2 ERERT&EHR
Mo BIRIEERUBREERERF] (TR LUEEBKRBEROREZEDCIZK YINET S. HAERNREDER
FR1E#IEL, PROMISEMIREHRBTEET 5.

8.3 EfgT—4
f9ER HRCT EMERL > b7 (&, KHERTERIEL, DICOM 7—42 #EHIFESICxE LI-EA
Web R—Z(C7 v TH—F9 %h, EHIFESZEEH L= DVD-R FITRE L T PROMISE FARE
BREGERRZEEZEMBERR)IZEMT 5. EfF Sz DVD-R (& PROMISE IREHRBIZL Y
BIRDER Web R—JI27 v TO—KRahd. 7y 70— RSh-EEERIE ERYSYKRT
REEET LN, BRELZOHANSEICHREERICNYITYyTEINE. &EffShiz DVD-
R DRANI{TH ALY, PROMISE AREBHBOELNNET S.

8.3.1 MEBC Timig &M
BIER HRCT (X X#R C TIREIZHE T 512# /L ~GALACTEC~ (HETEH 240R) (CHEH L FIREHE
ET5 UTOEBEFHL-TVENAHS. 1.25mm BEUTDRAS A RAEDLMDERRETH D
C&. MDDAIIZ12Smm EUTORS A RED, SRAKARABKCEERINAIZHRCT:2E
T & EERATAIC 1.25mm BEUTOR S A REDSARAARK THEBM S N - 2iH0EH
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BERZEC L (AMEZERE). BESERTREMICERAL TLSEGD, EEFRETAE
BOEHEFH-LTVWAEEICIETH-ICHERT SR ETLL.

8.4 REMEEEXR
fREAERIEARIL, BERTHGREERLERIELIZRERT LIS — FELEHERFITESN
T35 ZTDk RBEKRFTHEXEBEKIUVEVG £2BEZEHEL, H-EHAEASINILEY FT
5TETHYVDHUIRIVEREHEEL, N—FvILXTS4 FMELTEET . #Effshiz7L
NT—hE, BSERISRA SN T —EHEARESN-R. WEIND. EHEHRHLDEMFTEL
WelL., BRIIAEERENEIET S.
RBEBETIREBTLNS— MIEREFREIC 3K (HE £, EVG 2. FH) IO, 3~4um
THERT %,

85 V3V FBRTF—4R—-X

D59 RBTF—AR—REBXRERNIZT -4 4—4F3 5950 FH—EXRLIZEET S
BHY—EX([Eweb —/N\—, R bL—2, T—ER—XHEEZHL, web 750 H L TEEIER
RUZEREREZSETEDRA—HF A3 —TJx1—REZNL, FREMEMCEICEIY L TSR
ZID/INRAT—RFTT7 IV ABEINTEY, BIEIXEICSSLAAEZFIAL-BESILEIETIT
nct=0tFx2 )T LXETHD.

SMHERN S UINE SNI-IER CT B - T2 IILREBER - BKRERIL, HREERNEMRD
BERZHLICTHALGEF LV TAHAERINEFEUELSTVEHIE LI-ARSERICRET ST
— A BT —/N—ICRESH, VSV FET—AR— L0 SSL BEEXRALERETEHN
SNV O TVTETS. T—EDORERVAIDFa—=2, EMEICKDIHREVRATLIL,
BlHY—/3—IZ SSL BEFEEGI VY —ILEAVWTHRIEZITOH, HREARKETHLHEL
FRRAEGERLEHRARF—LAICHD, BABRREETA K54 VICER Lz —/N—X
R—ZAIZHDZBT—VRAT— a3 VIZEVWTOHHFAT 5. REBERICHTS Al (TRBFKER
BEHEMEF—LRNIZHD Al Y—N—(CKDBHETL, BRIE VTV FETFT—2R-X
LIZRET S SR AERTEYEMNERE web 1 V2 — T 21— XA L THRET 50, HREH
B o A —)LIZTRE AT - IBREMITRET 5.

8.6 MIRIERERE
MEIRHEERE L, SR THEREZER LELILL, EDCIZANT S. BBEOIE—FIIHES
BRTIHUE LR IRET HEREEED FANEIL, ATS B HET LA EQ8) TTFRIEZREH L,
Web 7S5 OHEICREEESNhD.

8.7 rhR¥E
I RHFE MDD [FHBERME (M LT, BARRBZEOVFAMMKRET -2 X—XB LV
AIZE VAT LRAREEZASNHEE L-PRHEZENBRKRAR, ERFR, REEBRED



PROMISE ver.2.4.1

LI, MEHMEEDOZEZE1TS. PRHUEREDN S5, FRBAFE, MBKHFAREE, REED
ZB1ZD3ZZEZ 1 DOMDD F—LEL, EHOMDD F—LTHREEZTI LD ET 5. REIEZ
AMNIZUVMEFID MDD 1%, REEFKRC, 24 (FRJIARE, WIBITREE) TIT5. 8FAIC
i L71= 100 FITIEELF—LTMDDE1TLY, Group DB MZEMEL, EFEZ2HRYT 5. BB
ik BT O RYIE MDD (FEFEFEERIFRD2EITOIN, BRI FERO MDD &, EiF3F
%12 MDD ZWIZHELRERNNETELEMNDAHET S, B, PRETZEILEMERDEFIE
BlEXRE LERREFEICSMT S LI TEHL. BEHLEEEIERD MDD TlE, KEMHD
L2, BELT—ANBBEINTHD 15 BLURNIC MDD 12X 32WH%IRTT 5. BFSht=-T—
ANZWET BEDITF+HRTH-18BE, MDD F—LITHAEEHRREE L TEBHERICT—4IR
HEEFTD.

i1 5 14 i 28 52 7 MDD
FEIR RN ELE 14
MER SR EL = 14
REE 14

X 8.8 HR¥|FE MDD F—L

9 RE - BIRBEBRUEBRY
9.1 BEER
LUTDERIZDVWTHET 5.
(1) RE®REA
(2) MEEMMEEERBEZSHMBER) MER2Ha, SRR 24 yATKREBETIIEEDORE
(3) MRIFFERMN oFIE L-RERK (RMRE; 1 v ALR, EEMHRE; 1 -3 7ALRA, &
MRE ;3 AL, EEIRK)
4) 4351
(B) X£%AAR
(6) JEEH (T XETA)
7  BLEREE
(8) MEMMEEORKE QHFLURN, FHELA)
(9 4£FE: MERB|EE VMERSOHM BEE RERE (BLOEEEM PEAREE
A, Fo vy MER, Z0Oh)
(10) FLUHFEE - BREE . BEMiEE, EnMiEERE 012 BRERK - BCRBEHEEORE -
HEORELRERY (BUHESIEELLESH), AEE (BHEH)
(11) ZHREOTLGEEEMEBGREER : FHisA, EE 2
ZoTHAZT, ELTIZ Ry, RTAA Fx REIMGIFE ARRELZOM)
*1xAME, TULRZVRUVBET SmgBULFERL-EEXEE.
##, SHOOXRRY Y, 290 LR, 9T+ RT7IFR, PHFATY Y, ZOMEHRTE
&)



PROMISE ver.2.4.1

(12) FBELYHEE~ADIA U b (ERICEMLE-W ENBNIEEH L TTFELY

9.2 BERA124 ¥y ALINDREER (BHELY 6 ¥ ALLLREIIZ ILD 2l Ih TV S5EE)
(1) ILD ##® THEWMSIN-FRAOTREEERE . FVC, FEVI, &, #KE, REBEA)
(2) ILD #¥OTHEBINTHLBERB I TOTLHEMMEKRELEREREAEREBEEER)
ZUTHAZT, ELNTIZ Ry, RTAA R, RENFHF, ARE Tofh £AHE
(3) &R HEHERDL LLIEISAFTERDOEE, - EfEH - REXSM4 K, [RKEXHET
IERODEERVREZMAAR (BERFAR)
4) SKREXMBEEOEERVESRICETSIT—4
(EURE, fimias, MESE (v 027 7—2, | =Bk, fFdEk, 1FEEEK], CD4/8 th)

9.3 ERFOSAFMELREEE
RHOEWNEDIXAEELGRY EHFAI3 » ALANICKREZTS. SERALAEA—BIEA LTS, Rig
ENHLEEEEREI » ALLADERIEATET 5.
1) 5&-#=E
(2) Performance status (PS)
@3 Bk - BRFT A
SEBR - ZMER, S7/EEFE L)L (mMRC; modified British Medical Research Council), % $B5
gifs, BOIHIXY, i REEER, OFGZRER, RKHEOLUHK - BREERT, =
BA
BAFR : (X548, finecrackles, ZHEAEERR, AHNIET, LiEEE, FBE - 15
B, ~N)A =%, Jdy bOoEE- BEF, A D=V XN K, FEEL, BR
HES - FaMMERE, L1/ —EK BEBRRFLEIBREROZERROH SAHE/K
EHEOREORE
(4) mMi&FRE : Gmiks, HMmBk5E, Alb, AST, ALT, ALP, T-Bil, CK, Cre, KL-6, SP-D, LDH,
CRP, BNP(NT-proBNP)
(B5) RBEE: K42 2/1Y, KEm
6) BRERmEEESHhKE
Bk, RFE, $1 CCP #ulK, #1SS-A#ufK, #u ARS Hiifk, MPO-ANCA (H#EfE LR ¢ 5 H)
(XH7E. FDMIETTHELR YRE)
(7)) EBARIMES A9 - BBRSE (Pa02) (BARIBE5EHHEHE), PaCcO2
(8) RBEMBRMEREFE (SpO,) (EFRESEM4LRH)
© KREXMBEER2OBERVERRICET ST —42
(EURZE, #HRHMEEZk, MiasE (207 7—2, ) U/NBk, fFEBk, FEREK]), CD4/8 Lb)
(10) MEIR#EEIRZE : FVC, FEVI, DLco, TLC,RV, &, &
(11) 6 PEHITRER : MRS E, H1THERE HIE SpO,
(12) WHEEL > T Y
(13) HMI&EBE#E HRCT



PROMISE ver.2.4.1

(14) Ffi%ER : 6 ¥ ALUROABBIMAERL LBV SA T EROFE - EEH - FEX S 1 K,
6 7 ALADKREXETMERODARERVRERR (FHEROMR)
(15) EEMFREEIDEER

9.4 BRYEPOSEHHRE LREER
UTOEBIZOVWTEHRREZTL, RREERTEN D 3 FRENHY 5.

94112+ 3 AT LICKET HREERE
(1) ol (MEMMEESE OZXEFEORAE (BRA/LEXREAEZED)
(2) EpiF (7, LT, &k A, ECOGEEFER
RTEFIDH, BHEEBEODEBEICRRKPERERERICOVTOT U 7— MIEZTS
(3) HBHEER : FEFRYUIN (JBIE MRC), Performance status(PS)
(4) PFIRHEEERRE : FVC, FEVI, BE, #KE
(5) MER NEMRMERD LLFI AT ERZERRICEITLEGEIREXRS A F.XE
XETHERZEREICHEITLULIGES IS EROREMR)
(6) REXMiAEXRRME (BHRERICHETLEZES)
(7) HEBRFREEORE
(8) ERERKARY~ (ffifE, SUBERE WMBHE EEBRRER
(9) MHEMMEEOVIESEEREZOEROERER: BFisA, £8 A, EHE E5MARE &

HiER
ZUFTHZ=TJ, ELNT= Ry, RTAAF, RENHF, RERE Zofh, &R
(10) HRHIERIZE D B D CTCAE Grade3 L EDEIER (RIWA, EEE, iy
HILEDEE ERBROAE, EEEM &IF mFH, DNEZORKBHELEEDORNE)
(11) f9ER HRCT [ & ST ILOFE
(12) BEOUME CG6rBEOH)
(13) BREA - -MEXGLEOZREDREETET SEK - SRR - BEERAOHRE
# G4 AEOM)
(14) ZDMIFEEEIE 36 ¥ AEDH)
(& 9.4 8% - REEEHRUVRZPa1—)l)
AEEE B8k 24 y ALUA BHRE 12 +3 hh A E#
MEEREZEA L O VICEHEER © ©
FEMMEEERB S 2mA ©
Fi&I1EHR Exi®, B, ETOFEIER o
&)
BESS ©
SEIR © Otk
SRR ©




PROMISE ver.2.4.1

BEERIRE | & - RIRE ©
BlRmEEE SR ©
SpO; ©
E b S S Xy O
PRI B REAR O © ©
6 7S 1TERER O
EgRE WL KTy ©
HOER B ff HRCT © Optetor
fifi, | SARMEERLLIEY S
ATEBROBE REX A O
N
SEXETHERODEER o
VRERR (BHEEORR)
GERA AN~ (e, SMHIEE, Mg, o o
HEEBRREEOEE) , ZWAB
MERGERDBILDOFE (BT 24 ~ o o
BLURELE, ZDHIEEHREFL L)
fIER CT LORUHEMELOEBILORE
(BE8RBFIE 24 7 BURNE L, T © ©
(B FREF & HLER)
SAEIESR/ BlER © ©

© : wAREIEE o : #AEEA

#:1 1 A%308&LTEHE.

* B4kW(E FVC, FEVI, DLeo 25287 5. 1 FBOBBTIX FVC, FEVI 25#7 5.

ok, SABRIERIEIEHILEE X704 F (FLRZVOVBRET I BH=Y smg UEDER), fhE
MEIEOERZIE.

okk ERHEIERICK D EBHONBEMER (CTCAE Grade3 UL EDEIMERDRITEDAINE)

ik PEIRAER D BALDHEDAUVE.

okl 12 4 ABOMEEM HRCT OERINEIXITHAL. 36 4 AR OMEREM HRCT DERINE
F175.

9.5 BRERS LU BEDHER
BHRBBFOICENMEMMERBICET 2Z2REREY, MET SREDIB/(KRFRE, i
fake), FMEMMRBEDZREEMELTLEINE SN

10 BAEIE B R UEHER %
10.1 EHFFOFMEEMERBOSEHNEE, BEERCERFHEZECNERAI SBHFTFSETF
O EREBET - FRFARFOME, SIUBETR - KEETPR - FTRTFH - BRHIRTF



PROMISE ver.2.4.1

A7IILTY XLDERK

10.2

2018 FE & 2013 FEIZHEITSNT= ATS/ERS/JIRS/ALAT M IPF HA K354 >, $5HM4ERE MR
g (IIP) AT—rA K, XEYIIFER/I—0O YN DI FESR(ACR/EULAR) TIRIE
TWABRFEZHEELZ O LSERE3-24), BLURIET IEEEHS K514 VICHEHL,
TEERESMT & R RFITE MDD IC L AEBEMMEBESEIDHEEZRNET 5. BEER 2WFE,
FREEEITTA, ABRERICOVTELHRET S.

BRAOZIIEAREGREY BRHFAEMEL, BRFCECARKEZEMICTLEMICKL2
BIAEE L LD, BIERICEREENVEVEEIEZDRY THL.
FEMHMEBREOIT—BFRARTHS IPF OFHEFLHMIL 3~5 FLFESATLS. K
HREH 3 ERIOEHEFELTEY, IPF UNOMEEMEEOEFHRPREZRET S
CEIFR#EBDONDS. T TFEORBEETHS FVCIZDOWT, MERMEELARUS
FAICRREILZAET S CORAERL R FROBITLE, 2REBHFETORNZITS.

i) B 1 AR 28 93 3 ) A 7 AR /4R 18 7B A A HA

FEMMEESENOEFHRRELG L VICEBEELEFYMZRRMICRET 5. £EFHMEK
REBRTIFRZTHUY ET D . THUY BAXERAETFHEZRB LT 5. KEETEIANE 3.3.2
TEZLEEZZRAL, OKBETZROEEE OAREET SREMEMEREOSMHEEZ
RELMEGE, ORLE, ZBELERT S AV I VIBRERVTI VI ANTF—RoERN
THRETS. BEYRVETILERVERELITS.

10.3 M EEMEBORTEEER

#FLOEREMREEOSSBEOERICAT 2RHMEAPEREERRICK VIRTINQ9),
FLOWLEHEGMBEEZEHET S, 240, BRMICERO HLTRIB[EKRDOBILEER
Sht-.

LHL, COREAIEEEMEELSERICEL TORMBATEIES, FEEMEELEKICST
HRMBEOERCERMRSEETHOA TGRS, F-GENEEOEENDZ LML, M
BHMEBEERICHSRATELGTEAIMREIT S ENADETHS. D=, FMEMEMEERED
SHEEORE, RUFPRICOEFMETIEETTTS. CORERF, ZFH 1 FLROKETE, £
BB TORITZEITS.

AMRTEATEZHEEEMEBOSMIBELERL, SHEEDHIMTICKYZET 5.
x: EEEMRENREEBNES
- LIRS, HHVEREEEREROEBIEMESEMEXEDFHE
- BE1LAAUAD, HRE#OHBEXILAMEDEE
-aAVEa—SWERS (CT) T, BREOCHMEMMEREDRERZICMA T, H-I<HA
RV ASABERVY /XA )T—2avOERN#6NS
- DAEXFFRBREITEEICIIHRATELRLVEER
(HESINT-IPF AHBEEDEEQR)EHRE)




PROMISE ver.2.4.1

10.4 ILD EfiE B 71 F #5851 s 374

ILD ®F#%FA & LTILD-GAP ETILAMRIE EN1=(30). ILD-GAP ETILIET7 A1) h TR S
NTHBYMKANELERFELELE>TWS. BRAIZBWTRIETILOEREEZHAETS. &5
2, ROAKR—KZBEWVWTILD 2ARDEEEETILERETS. FERFAERD IPF 25T ILD (4,
FEFBOEHIN S FEBIFOEFFET, BRBEBICIRELBEAZENHD. AFEHORR
HILEZEST ILD AERENBREIN, TORBEECMBEDEL ZHET 5 LT, BADER
RIBEBOFPRZERICTAT I20ENDELEN, ChETEABAOEKZBLE FHREFTHT
2EFR#ETH-1-. ARAREBL T TICEAAEADERKEBRE FREFRT 5 AIHEE
MAELTHEY, ARROIKR—rFZ2RHAVT, BEOEEESEE (AKX IPF EEENFE BEAR
A IPF EfEEDFE, GAP ET /L, ILD-GAP ETI/L) DFRBAGELLLE - BREITHZLITEE
THD. TNEFNDETILIZDULNT, Stage HD Kaplan-Meier EFBFRZE/ERK L T, log-rank ¥
EITKYBRBLEZITS. BETILOFEBAEEE C-statistic Z FAWTEHET 5.

10.5 ZEFEE (MDD Ba2H)
2011 ££0) ATS/ERS/IRS/ALAT DA A FS A4 UAEREINTH S, ZEIRFIC MDD BNIAE(C
Hot-m, BHERICEAZE-STHALEE MDD 29 2HREELZL. LAL, HHRMENSIP &2
BIEN-HERICBEFREZREL, BRERFREEREEMERICHEANMNSZ LITL CEERT
5. F1=, YO MDD TIENSIP DZ¥THo1=A, 2 BB DN FRMEREZD MDD T, IPF
BN EDL - EHRELH S, 52, AMTEBHELELT, BEDHEIZHTIEIHDE
AR D ETRERBFREMEEMER OIENZVENM MO TS, LA LEBKEEE
SAFEATEMETLGOEZHA Y FAD—DRIBEINTELAQS5), TOFRAMEIRIESALTL
L. AR TIE, ZEREFEEER 3 F% 0D 2 E MDD 2170, ZlA > bOS—OFEEMIZD
WTERMNICHETT 5.

10.6 HRCT E&
HRCT E{E TO#HRi#ILFRZE % CALIPER (Computer-Aided Lung Informatics for Pathology
Evaluation and Rating) 8D ZHAWWTEEMICFFME L, MEHREEMORREIC K S2EE5FME
B9 5 FPROAUHBEOREZER TTARBEMNNET S. £7=, LAA(Low Attenuation Area)
X5 PPFE(pleuroparenchymal fibroelastosis)D T = E{&fEHT L HHrE TITS.

10.7 £ 0Dith
LS LBERLGEEOERMAELTS.

10.8 ElI{EFAFFH
APETIE, XEBEREELE (FDA) 24, MEMSMEREDLABRELASTERORREERF
[CEBMEAREENAH D LD E TBERANRDONIER] LERT D AHMRIIRBRENNTAZE
FEHOBEVEEHETHY, BRNEIERHSLIV | FEORBBREOATHD. Tz, HE



PROMISE ver.2.4.1

Y ER/EREEE, ARAET, ARAREBCRBL-EER EEEROBLEERFER
[CXBEMER, BRE FEEZH - EZF TEER ERARRFORE, FIERURE
MOHEREFICET HEE (FERE)] B R FD 10 FE2EOREIHKL, BEEFBHAEH DL
[FLZERMOBERFTEEICHET S

10.8.1 MMM ILEERARED HHEFICHE T HEIERDINE

AMECTWET HRIMERARRIE, MBRHELCEEREOHSEHICH TS CTCAE (ver5.0)
Grade3 ULEDREIERATHY, EE/FEEZMOLEL. MBRHLCEFEAROHLIEHIZHITS
CTCAE Grade3 L LDEMEAIEL, EDC A TLEZRAWTIRESINS.
EIB L=/ ERMEEIL, PR CRGERED H SEEH D CTCAE Grade3 UL EDEERDFHIR
RS -IRIZ, HEHRE EDC VR TLANANT S.
TE, ANShEERIE RERTELTEEEEBEO—IRELT, EDCVRTLEMNLT, B
REBRRUAHARDESRBETHIBERRN—) UA—A U7 IbnA LR EHICHRESL
3.

BEREGEMERAOER (FEREETRAI 228 &0 20)

(1) fEF

(2) BEXIEEZIZDENDIEFTNDH S EH

(3) BREDEOITHERIEZERTADARIIIARGEOERNSADLEL SN BEH ((2)

BT H5FEEER<.)

(4) ELEXIE (1) 5 3) FTITHBIFSHEFICZELCTEETHDEM

(5) BERIZBTHIEREDERIITIEE

10.8.2 MiRMILEERAED H HEHICH T HFRTHEHROIE
NRMILEFEREOHLEFOELTICET 51T, EDC VXA TFLZRAVWTERESLS. Ch
(X, BERMKEHELELELORRBROMMAZRbHLT, IWETEHILEMNROLND. HFRELERM
/EEEEIE, MBRMEEFEREOHSENDOETIFEREAF LIRS, H%1EHRE EDC PR
TLNANT B.
BHE, ANSInERIE HUERTRLLEEEHBD—IRELT, EDC VY RTLENLTHE
EBERRUVAHARDEESRBETHIBERR—Y U H—A U7 nA LERXRHICHRES NS,

11 HEEOEHLIREHR

(1) ZBFERUERERE  EFZE&EE, EDC VXA TLICANT S.

(2) EREFERE  BRKT—2(EEHER 1 » AURNIZEDC YA TAIZAAT S, [hREHEGIEZ
ANHB5EEERE 1 v BURIZERXT 5.

(3) RBATLHE:BRT—FIEIZREEALNS 1 # AURNIZEDC PATLIZADT 5.

12 T—2 DEBERUHERIT
121 T—2 DEBRUIFEL
(1) BREFDOT—4I(X, EDC VRTLIZKYERET .



PROMISE ver.2.4.1

ohf=1ERIE, RAE L TARARELSNOBERMICEFERLLGL. ARRELSNOLHIEHEH

H, MRARKREOHALGEREEAT S EETERL.

(B FREHM (BEELHEFE) GoUIcFERTRESNIER (ERHEE REHRAXES) I
DWWTIE, HARBRTER 10 FFRET .

(4 HwBonf-FEHRE REAHZEATRESNLSATRENHS. RESNEERIE, FK, #H
FICEHE - RESNAMARICERSNLSBEEE, H-EREEELHREBORDOHFIZE
Hic, BEERAINLAERENHS.

) #
1z

122 T—43 OEER
T—2 OEENIE, HMEBTEESE - HLESABRRRELBI L TEET 5.
REHAET & T OFEOFMIE, AMOMA BT EEICRT. MHABAHEX T —2E£ED
BMESOTHLIDFEEBET DA ENTESLN, TRTODT—IDEBE L UHERINKRT
L, T—2OEEDHIZIXFEEZHET 5.

123 X EREBEEB T 2
JF7ILT—IL KT, MDD ZrICE D HMEMMEE (IPF Z2OHRMEMEMMEE, BRHKEE
MIEMMEER, EHEBMERALE) OBRMWEBEREZRARDS

124 BIRFEEHBICET 8

o Fik - AUBERELZSUEREBHETE, "—X5A /5 4—4, HRCT B, CT E{&/4
— - REBEGNI—VOBEFREHALHNICIL, FE -  SUHBEREZSTEREETZFATS
ETILEERT S.

o BXIZEITHIHMEMMREEMS K VEEMEROMBEMMEEEEDETRRZH & PRI
D—HRZEZRALGNZT S,

o MHEMMKE HICIPF Z2MT5-O0OBBEBET7ILI ) ALEZERL, REETSH. Fi-,
I TICHDIR— FERAVWTERFADZHT7ILT ) ALLREET 5.
BEOMEMMEREZH7IILI) ALEEMICLPBMELKRL, RETS. £, HBHK1F
MOT—2#AVTHREOMESMERZH 7T ALEEBFE L, ARG | FEHMORK
ERFEFTOT—RZAVT, ZILTVXLEEMICESZMELEL, KRETT 5.

o MEMMKEZZW T I-OICEELERZHALOMNCT S.

o TROVKRBEFTETFAIIHMFET 7L XLZEHEML, REAT S
BEOTER - REETTFATILITYILEREDFRELRL, BREIT S, F=, HERER 1
FRDT—2ZRAVTHEOTER - REETFRATILII A LZERZEL, HBRFHK 18
AoEBEBEFRETOT—HZANT, ZILTVXLERREDOTFE - REETEZLEL, &R
.

o BERDERRISICEDE, BYGERBBEHEST DIVATLEERT S.

o HMEMUMEBECHEULEEZAONSARICHARLGERBETZRDLIRRELAET S.



PROMISE ver.2.4.1

12.5 PRI - REER

PROMISE T—42 t A4 —(%, FREBHERVERAERICT—2EEEZTL, HitEASEEE -8
LEANET. MA@ EEE - HUBIHTEFTEZICH > TRITETL, MR TREE4E
B3 5.

13 ARSEOF I (LD

13.1 BIRLEOP L
MEDERDTHEZPIES3E2ELNEANECEIBEICEIARAEZHRIET S, HAERIEARE
Lz5E, MIRRREBEZOEEREROMREXTEMEITHEEMIERT D, 4, BHEH
DHEEEEMEIEINEEMIE, BDEICSC TEERTOREDIEOREETS.

13.2 BIREEO P
BEREDBREFERSIELMEEEDH S, FLIEIHEOTETMEL ICEET 2REETEEDH
EDMRIZ, EHIZEREDHT I2HELNHDIGEICIE, ARARREBIAREEEME L5 BERM,
HEtRMTEIEE, PROMISE MIEEF, PROMISE i XiEE#/E, PROMISE T—42t 24—
ICZDEZERT S,

14 HIREM (FE)

14.1 BAREMEHAR
ZERHAR 2020 FE 7 B~2022F 108 Q&E 4 4 AR
BIEARE - RIEFERE TR 3 EM
SRERHARS : 2020 5 A~ 20267 H (63 » AR
T—ARKE - BRTHAR : 20200 FE 7 B~2027 % 1 B (657 7 AR
FRZHAR : 2020 &£ 5 A~2036 FE 7 A (16 E 3 » AR

14.2 HEREFEOWHRS T ERIR
ERERE4E 0, AR

15 REKNEE

15.1 BF TR EFHRE

AHAEIE, BEREZFEDLLVIIRAETHEARTHY, AEEETEZELS LY TAERRETIERZR
HARICBET HmEEIEET] (FRL 26 EXEEFL - EEFBEESREIS) ICH>TEET S.

15.2 HEREBE~DRALREE
MEBEEMEIEIHEEME BEICH L+ LEBNEONS LS, HEFEZTEH LI5S
XEFRML, M153 FHAEIE] ONBFEXESLUVAETHLIHRBEZTS. SBRICEVLTEEK



PROMISE ver.2.4.1

HBREEZES (IRB) FNOREICH L THAXEDEEZTo5RICK, HETSh=HAXEZ
MRERREICEMNT .

BENERT MR L, BRICSMT EIMELNEHE T IDICRLELGRRESA LT, $mIZD
WTRIEZHES. BERAANBHEETHRSMICAELEEE, AEOREXEDL L FEHEE
TEAREGLEXDAHROEEXEIC, HAZTEMODKE, SAZRTRELEZEEERA
DEZ%, RELE-AMELBDIZRANRATS. AREEEMELEINBEEMIE ELTHEE
XENELZEEHICFEY. EETHRAEXEORERRILUZMEKENIRET 5.

153 SRBAEIE
AAEDFAXZIZIIUTOABRNEENTILNSZ L.
(1) HMEOEMIZDONT

(2) BEEORKRIZDONT

(B) HEIZBMTHFEDNDEESADAE - ARLM
4) HMEOAHZE

B) BEFE

(6) ERLHE

(7)) Fl#E &FF

(8) EANEHRIRE

(Q) XNMBIEENELZLE

(10) FEIEEELRERE

11) T—42 D2 RFIHAH

(12) FIEMEREEER

(13) HARDMEEE

(14) BEHRAEOAZE

(15) BEIAIZTFLOTWEEEWWIE

(16) BWWEhtit

154 RBEERERFTORE

EREFEES L UHRE - BEXEICOVTE, REN, BENESLUVEZNZIEEOHE AN, RIE
FHOBMKRARBEZERFIMEETEZTERFICHEL, REBORICHEZMAET 5.

BE, BEADORAXEE, BEKRMEICOVTORESH, @& LAVEERICSVL CTEERKEEIC
REFMA -3 DELURERBBEORDESTHWNSZENTESN, RRFEZEICOVTIIER
BEEONBERIEHFEINLGL.

EHBOHREETEZEREDRBNEoONEE, EEROMREETEME I IEEMIE, KR
EZNE L% FAX, £EFA—)ILZEHLT PROMISE IR XIBEEHHIEIZEMNT 5.

155 TS5 4 1R —DRE
MEEEEMFE I BEMD, EFREESLIVATEZROZTOMOBEET —4 & L% EREE



PROMISE ver.2.4.1

NRET DBE, BBRET 20V Y L VIFERILESNIERNBEEZRAVDILEDHEIZL-T
Thhd. HEBREOKELH, EEMEN S PROMISE IEEHE, PROMISE IEXIEEERB LUV
PROMISE T—A A —IZHbEND Z LIEHC, BREREORTELERIL, BFEFICRITIN
BEFBESEZANVTIRTITI. AAETIEA 24—y FENLTEE - REF1TS5AXEERA
LTHY, BETOFI—LIESSLICE>THESESh, T—2OmMYKWEE, T4\ —D
REL, +HEESNTVDS. Fiz, EEEBENRE SN DIEHREEETIE, AABRRREDT:
OIZRKBOEHET 5.

AARBERNLORINDGZEICEH, EREHECETIFEREEFLHVLLEL, HREOHTOM
BRERELT D Tz, AHEOHMUNZ, AHETEONESNDOT—2 #ERA LA
2L, AR THONEZT—RIEZ_RIATEHILAFRATHD & 24.10.1 THBIF B UFAMH
RET—IR—ABLVAIZH VAT LAREEZE R MM L1-5EIL, PROMISE EXIESE
BREB LU PROMISE AREHERDOTHD L &, BABFROREIZHDOEERZIL, T—2DIR
FAZTSENTES. TOEOFHEE, AENRETIEFZMEBRHICKSIIDET S.

15.6 EEFHEEDESF
AMRIZSMT IMEEIL, HEBEENDRELEANETELEOLEVEYIZEWNT, A7 a—IL%E&
SFLHAREERT 5.

157 BREHEFICH T SHE

AMRITMAERE, TREEREZOREZFELLEVEEMETHY, HESMIZLE2EEERD
REFHBVEEZD. AMEOHBHAMPICEETRRIRLEL, BREICEBEHESENELELCEEIC
X, ARBEEEMEIEDEEMS L UEEERERIL, @EUEAECRELRLEZITSN, 0
AEPLEBFIREZEICEYITHA, BHREICIIERRRCTEDON-EBCEENES. WHED:
ODORKIEHEL, BREVEPEEFUTHEDERKICIZWELTHALY,

15.8 HEREEH & U ORBEFRED o DEB{EADHDG

BERERVZOEZREN SDOBEHLH - HEICIE, HRBEEEME (I EEMAEKORNEIC
B CTHRET 6. MSDHEATALGIZEIZIE, HRORNRIZHHE T PROMISE AREHD, R
RREFLHBDLTHIET .

16 EMEEIEEOER KR V&

16.1 EBHEEORNETEE

HEMBRICEETBEEOABTEENDELEH1-5E, HERREBIERETEENDEEREF/ER

T35 EBEABICK>TUTD (1) 5 (3) DSEDVTIADFHEEITS.

NEEEDOREKWE, TEDIRXHSET 5.

1) i
BEREBDRBREEBRIELAEEDH D, FLIEAEOETETMEE ICFHET 2EEEEEDE
PHER. ERFTEENORER, HRERKRBIEEZOMEBZEZESFDORDBEH/LEIC, &



PROMISE ver.2.4.1

BROMREEEMIERL, FONEEROBEBEZESFOES - KREXTH10E
¥5.
(2) ®ET
BEREDBRZERSEHAREENGC, A OMEOETEHHEEICLEEL G VERTEHED
£E (BHRIBOEREET). ARAREL, BRROGEFEZESFORDEELRIC, &
BEROMREEEMIERT 5. FRFADHKEZFEZAESFOEEDLEMRIZOVTIE, HIRE
TEERMEBEDREEIZHES.
3 AEFVEL

AESUELEEG, ERFEEAROEETELGLS, XADERLEDNASYXZREL LY,
[ERZEWELEYVISFNOEMT, RRERBICEAT SIEMAEEOHERAD L EHET.
MRRRAS, KRAREGT S VICHER, FERKICEATIERERFAES VFLICERET H. &HER
DHEBZEZERENEEOLEMIZOVTIE, MIREEERBEOREICHKS.

BRERVHETIDGZE, AAKKRBIPFRGEEEZEREANETERFLZTL, REIn-RIC
EETEEDEENE % PROMISE HEE7HF, PROMISE % {EE#H/E, PROMISE T—42
VA —, MREEEMELITEERM, HABHTETEICEGT L. AT UFLDOGEEF, @
ZE(ZIH LT, PROMISE X EHF, PROMISE AR XIEEHF, PROMISE T—2 42—,
REXEMELITHEER, HFARTETEICENT S EEFEZSONBTEETRITEFSHRZE
hr 3 2 ENH HIHFEIZIE, IR KREIL PROMISE IR E#HE, PROMISE IEXIEEHD

PROMISE T—A 24— HAIREFEME (XD IEEN, BT EEEICTOEEERT 5.

16.2 HAXEOHNEEE

EHEAEEDEERICH >TEEANDHANEDOBEITINLELIGHEE, REROMEEEZERET
ARRBEZITD. EEZROHGEBERESFORBENBTONIIEE, ERROMREEEME (TS
HEMIE, ABEDEL # FAX £z A —)L T PROMISE AETIEEHER/IICET 5.

16.3 REEFEF 5 D&
EHFAEEDREICHE > TITON G 2L DZEEEAEEDRE ET 5.

17 REEES L UHRERE
171 FREZZYIJTEYRGR—REZLZ YT
HEHNRLEIC, M OEBMHEZICH > TERINTLDD, T—INERICIRESNTWEILNEHE
23T HEMT, HETEHBSFIEEZCHL PROMISE T—2 U8 —[CEB I EHBEED T —
R(ZEDZE PROMISE XEEHRFTHPRE=F )V VIEEETSH. FRE=ZJDJIZEVTHE
EEDEFIDNSH > -FFIE, ZRABBIABVEHLEZEITS. DEBIZRABBZADHBZTL, =
RYTEERT .
E=-42Y2YIEHE

(1) fEFERREOEFIKR (BERMEGE)



PROMISE ver.2.4.1

(2) ERFHEZEOESTIKR (EREFEEZED®RFEGE)

3 EELGAERRRBFOXG

4) Z0fh, REHIZET IRHES

B) EHENRURENBOFEOFELE
BEARMBEZR2YDIDFIEICOVNTIX, EZ2 VI FIBEICHES.

172 BE&
AMETIIEERIIERL AL

18 &H - BRORE
PROMISE IR XIEEHB(X, AMRICERT 2EHE, AAERKRT - itk s EHZHRBLEA
FHIEMEFERORBOLARANS 3IFEEZRBLEZAOWVWTNMEWNEEFTRET 5.

19 IRERORE~ADBREABTE LU HE

BEBOMEEXEMIE, BIERDOFIEIZHKL, TRONBEMEERDOEARET 5.

(1) HEOEHBKRIZDONT, FIZ1EFRET 5.

(2) AMROBELHEPICEELEERORELZH 2158, BONIZTDEEZHRET 5.

(3) HAEMLFLEGSIGE, AERSPLELE-EEZEELGBRET S.

(4) BRI/ TLIEE, BB T LEESLUMEOREMEZXEICKYEELRRET
3.

B) 20, MEEERORADRENLELHWINTIGE, TONBETEELHRETS.

20 FIEER EARDERGE

20.1 EERE VMBI EDORR

ARAEIE, BRR—=) U H—A VTN A LGFEKSHELTERZED TEMFEEBEKRAEICET S
TIGE ] ITEDE, BRR—YUH—A UFINS LRSS S YARRICRIAREDIREEZ
+, TOMREBICKYERT IEMIETAESREARTHD. Ffz, AESRBLUSNCABEE
FZEANBARAFERBUFAOREMREEZ(TTERT 5. AMEOE, £, FRRICEHTIERRE
(X, AHZEOHAEMENITS. BERR—=Y H—A U5 LN LBKFKXEHOERICK > THEFER
[CEEBERIZFTIENGVKSIC, HEOEHE, EEHEOBRREXYBLACHAREERT . *
FEBERR—=Y VH—A 7 NnA LERESRIETEAARICH LESREZTSI12HIY, BELEF
ERLET T ZEESI LA,

20.2 FHEHER

AARICADLLIAREDHNBEHEREUTOLSIZEET 5.

(1) ERERERFEEFEOFSEER
iR %&#E, PROMISE HIRFEHBHF BHARMIREREICHOLNLGEREZL > THHLLEDF L
RIZDULTIX PROMISE E#EHE & U PROMISE IR KRENEET 5.



PROMISE ver.2.4.1

(2) HRSMEZOHMEEEERM, SEEEMEOFEER
MESMEROMAEEER, FEEME, ABRRARICEHLLIEOFBERICOVNTIE, S0
FEERDMEIZREL, SMERZN TN BREROAREICEHL TEET 5.

203 HIRBRICET HEA
ARRICEHTIEREFETEENRERROEEANTITHON, BRAEARPORE, HE &
E TOMOEREFNFIHNSIERADHBRENBACEREDE, BERENIILSILDET S.

21 ARBRDORR

21.1 ARBRDTREIZDONT

AARDEEE, PROMISE IREBHZRBICIHEETAHEDETEH. BRR—YUH—A TN L
MASKHEZORREEAT IERNEET S0, AMRICE > THLONAMBIZEAL TIE, BAAN
— ) OH—A VTS LERESRITEREZRET D, £z, ARABRICKYVERSIN-ZETILT
DX LOFERETAREBRICIEET 5, HAREBRIZBARR—Y O H—A V7L A LxRE
HICBEEREZHETIEREZETLHLDETSH. AMRICE>THELN-FHREIBEROMMA%E
BhFakInd.

212 ART—FDZRHAIZDLT

AARTHEONET 2 EZZRIAITSZENFATHL EARKRE L 24101 ITHBIFHUFA
HMEERET —AR—XAB LV AI B AT LAKEEZE I L1155 (X, PROMISE #ZEE
BRE LUV PROMISE IEXEZHERTHOL L, EAFBROREIZHODIEZLL, T—420
ZRFAETOICENTES. TOBEDFHEL AEZHXRETIEZRBEBEEHIHSIBDET
5.

22 RBROAR

BROARICHI--TIE, HAESMEROERRERE LTHRET 5.

ARARICET 2T R TOERRE, HXERIE AHAE~OFEMEIZE LT PROMISE HEEHE
MNRET S, IRTOEZHIERINCHAXERERICEAEL, RBIZEELELDET S AE
[COWTERLEFER, SENEOLNENGEIE, MREERIEITOMEEZLAEZEICSHHEN
ENTED.

MXIETRE L VICERFERITEL T, HARAKKE - PROMISE AREHRLUNDFKREN, HE
X5&R#& - PROMISE AREBHRD T R%G <, K&t - TR ZTo-Y, RITMAZLIETEL
LY.

23 HREMETE OSSR
AHARDORIEHEIZ, UMIN-CTR (KRERREERFHRRY bT—0 BERARSHE XA TL) (2EH
9 5. (UMIN 5£E& ID: UMIN000040678)



PROMISE ver.2.4.1

24 R PR 0 SE HE 4 il
241 ARAREKSE
8HF W LEBRFEFE MFRFAFR
T466-8560 ZEHNE A HEMREIXERFHET 65
TEL: 052-744-2167 FAX: 052-744-2176

E-mail: mishii@med.nagoya-u.ac.jp

24.1.1 ARRBREFORBANLEH
MERREX, ERAEEZEDER, LEAEMELZDEE, AERREOAR, YHMEOEEICED
5LDONIEE - B8, HEOEBKTIOEE - BEBE1TS

24.2 PROMISE IR EHB

mI KRR, FEUE, THSHITE GEFIELE BUOEHhEERKE)
LEERZEZEMERE AT4HANLITEVEZ—
T466-8560 EENE L HEHREAMXETER 65
TEL: 052-744-2077 FAX: 052-744-2077
E-mail: promise@med.nagoya-u.ac.jp

Kl EXRE (VRTLERE - EE)
£2EEXRE FHEREIEZRAIREV 22—
T464-8601 EBEMEBELZEEMTFREXAFEZH
TEL: 052-744-2077 FAX: 052-744-2077

E-mail: promise@med.nagoya-u.ac.jp

24.2.1 PROMISE AREBHER O KR L EH
(1) EFIEFEFDOHE

(2) EXHIZEEICEAYT SHULEHLERED
(3) RBBRORE

24.3 PROMISE IR IEEER
AEv I A&
BEEE A BE
T107-0052 REABERFIR 1 TE11-44 KA 53— T+«
EET  03- 4362-4504
FAX : 03-4362-4515

24.3.1 PROMISE iR X EEHRDEB L EHE
(1) EBIZEZER
(2) AELAKIZET HIEVEHLERA



PROMISE ver.2.4.1

(3) MIERZMICET SMALEHEED
(4) MEFEICEITSAVEHEED

244 WR¥EEZEEETSE
AR [EX ERERKZEZIMBERRE FRaEFNR
T431-3192 FBEARENTREFHIL-TBE20&F 15
TEL: 053-435-2111 FAX: 053-435-2849

24.5 BERTEEE LBSE
MBI EEE CHMEARTESE L, RABTHEES S URABITBREEOERETS.

EEE

FRME & REMF I ER KEXRFREZARR LMK F
T 602-8566 W& ERXAIRETEL/MEE L S HEFHT 465
TEL: 075-251-5944 FAX : 075-251-6588

e

EO [l REMFILER KM BERERRAREE L V52—

T602-8566 R&RT LR XAI[RBT@L/ME L HIEFET 465
TEL: 075-251-5966  FAX : 075-251-6588

24.6 EFEAEFLIELE
EFEAEEELEE EFICEATIBEE1TS.

E1EE

WA =— FNERILR ST ER K E MR R T E R R AT
T641-8509 FNERILTAE =HF 811-1
TEL: 073-441-0663 FAX : 073-441-0663

e

kB B EEERFEFHMERRA T ANLITEVE—

T466-8560 A ETHAFIXEELEHRT 65
TEL: 052-744-2077 FAX : 052-744-2077

24.8 BRFAFERM
E4% R AREMXZEMERRE YT - BREAR
T113-8603 REHMXZEFEAK 1-1-5
TEL: 03-3822-2131



PROMISE ver.2.4.1

249 PROMISE 7—42 22—
24.9.1 PROMISE T—4 222 —DEEE TR

EDCHE, a—T1 27, EFRHAKEMMER, T—2WMBZEITS.

2410 VFEAMMKEBT —AR—RABLVAIZH A TLRREEEZERSLWET FNRAH—
24101 VFEAMMEBRT—2R—RAEBLVAIBH AT LEREEERES
FER:
W RS VA ke b
BEEE:
Al EX EMERMKXZEFEDMIE R
N &E AR ERFETRFRE -
£8
BE R/ EERERERKEREE
RE KA BAREMKEHERER
HE HF—  AEBRFRBFLE—
LEH Ol BT 5 5 & LVRkR
2 FiE #HEMIEERtL 2 —FATHRREER
waE TE - {EERERE
FE 8hX FLIRER K ZEFEDMIE R
BES HCZ HRIEEMERKE
—Fq BESEARRR
B IEth RiFKZE

24.10.2 HRT KA H—
&N 8 LAnEEEREtEV2—
hfg E— Hh 75 3R 3T 1T BUE A AL U T LR A AR
HE &R AEBRRFEFHMERREA T ALITEVE—

24.11 RS MIESRH L URAREEERM
AIRCARSNER R VARSNEEE)SE

24.12 ElLVEDhEX
1) ARLBRICEAT HEVEDLE L
AEv Y AR
T107-0052 RREBERAFJR 1 TE11-44 KA 3 —>T 4
TEEE : 03- 4362-4504
FAX : 03-4362-4515



PROMISE ver.2.4.1

24.13 ZL3Y) XLER - REE#EBD

skyACE kX &4t
T103-0001 HERERHPRXBARB/IMEER 16-2 HEHEIL 3F
T|EE : 03-6264-9922

KBS RATFLYY—F
T453-0861 HZEETHMHREEZEAE-TH 2 &
T|EE : 052-413-6820

25 BEXM
1. Raghu G, Remy-Jardin M, Myers JL, Richeldi L, Ryerson Cd, Lederer DdJ, Behr J, Cottin V, Danoff SK,

Morell F, Flaherty KR, Wells A, Martinez FJ, Azuma A, Bice TdJ, Bouros D, Brown KK, Collard HR,
Duggal A, Galvin L, Inoue Y, Jenkins RG, Johkoh T, Kazerooni EA, Kitaichi M, Knight SL,
Mansour G, Nicholson AG, Pipavath SNJ, Buendia-Roldan I, Selman M, Travis WD, Walsh S,
Wilson KC, American Thoracic Society ERSJRS, Latin American Thoracic S. Diagnosis of
Idiopathic Pulmonary Fibrosis. An Official ATS/ERS/JRS/ALAT Clinical Practice Guideline. Am o/
Respir Crit Care Med 2018; 198: e44-e68.

2. Travis WD, Costabel U, Hansell DM, King TE, Jr., Lynch DA, Nicholson AG, Ryerson Cd, Ryu JH,

Selman M, Wells AU, Behr J, Bouros D, Brown KK, Colby TV, Collard HR, Cordeiro CR, Cottin V,
Crestani B, Drent M, Dudden RF, Egan J, Flaherty K, Hogaboam C, Inoue Y, Johkoh T, Kim DS,
Kitaichi M, Loyd J, Martinez FJ, Myers J, Protzko S, Raghu G, Richeldi L, Sverzellati N, Swigris
dJ, Valeyre D. An official American Thoracic Society/European Respiratory Society statement:
Update of the international multidisciplinary -classification of the idiopathic interstitial

pneumonias. Am J Respir Crit Care Med 2013; 188: 733-748.

3. Fischer A, Antoniou KM, Brown KK, Cadranel J, Corte TdJ, du Bois RM, Lee JS, Leslie KO, Lynch DA,

Matteson EL, Mosca M, Noth I, Richeldi L, Strek ME, Swigris JJ, Wells AU, West SG, Collard HR,
Cottin V. An official European Respiratory Society/American Thoracic Society research statement:

interstitial pneumonia with autoimmune features. Eur Respir J 2015; 46: 976-987.

4. Raghu G, Collard HR, Egan JJ, Martinez FdJ, Behr J, Brown KK, Colby TV, Cordier JF, Flaherty KR,

Lasky JA, Lynch DA, Ryu JH, Swigris JJ, Wells AU, Ancochea J, Bouros D, Carvalho C, Costabel
U, Ebina M, Hansell DM, Johkoh T, Kim DS, King TE, Jr., Kondoh Y, Myers J, Muller NL,
Nicholson AG, Richeldi L, Selman M, Dudden RF, Griss BS, Protzko SL, Schunemann HJ. An
official ATS/ERS/JRS/ALAT statement: idiopathic pulmonary fibrosis: evidence-based guidelines
for diagnosis and management. Am JJ Respir Crit Care Med 2011; 183: 788-824.

5. Noble PW, Albera C, Bradford WZ, Costabel U, Glassberg MK, Kardatzke D, King TE, Jr., Lancaster L,

Sahn SA, Szwarcberg J, Valeyre D, du Bois RM. Pirfenidone in patients with idiopathic pulmonary
fibrosis (CAPACITY): two randomised trials. Lancet 2011; 377: 1760-1769.



PROMISE ver.2.4.1

6. Richeldi L, du Bois RM, Raghu G, Azuma A, Brown KK, Costabel U, Cottin V, Flaherty KR, Hansell DM,
Inoue Y, Kim DS, Kolb M, Nicholson AG, Noble PW, Selman M, Taniguchi H, Brun M, Le Maulf F,
Girard M, Stowasser S, Schlenker-Herceg R, Disse B, Collard HR. Efficacy and safety of nintedanib
in idiopathic pulmonary fibrosis. N Engl J Med 2014; 370: 2071-2082.

7. Raghu G, Rochwerg B, Zhang Y, Garcia CA, Azuma A, Behr J, Brozek JL, Collard HR, Cunningham W,
Homma S, Johkoh T, Martinez FJ, Myers J, Protzko SL, Richeldi L, Rind D, Selman M, Theodore
A, Wells AU, Hoogsteden H, Schunemann HdJ. An Official ATS/ERS/JRS/ALAT Clinical Practice
Guideline: Treatment of Idiopathic Pulmonary Fibrosis. An Update of the 2011 Clinical Practice
Guideline. Am J Respir Crit Care Med 2015; 192 e3-19.

8. Flaherty KR, Andrei AC, King TE, Jr., Raghu G, Colby TV, Wells A, Bassily N, Brown K, du Bois R, Flint
A, Gay SE, Gross BH, Kazerooni EA, Knapp R, Louvar E, Lynch D, Nicholson AG, Quick J,
Thannickal VdJ, Travis WD, Vyskocil J, Wadenstorer FA, Wilt J, Toews GB, Murray S, Martinez FJ.
Idiopathic interstitial pneumonia: do community and academic physicians agree on diagnosis? Am
J Respir Crit Care Med 2007; 175: 1054-1060.

9. Walsh SL, Wells AU, Desai SR, Poletti V, Piciucchi S, Dubini A, Nunes H, Valeyre D, Brillet PY,
Kambouchner M, Morais A, Pereira JM, Moura CS, Grutters JC, van den Heuvel DA, van Es HW,
van Oosterhout MF, Seldenrijk CA, Bendstrup E, Rasmussen F, Madsen LB, Gooptu B, Pomplun
S, Taniguchi H, Fukuoka J, Johkoh T, Nicholson AG, Sayer C, Edmunds L, Jacob J, Kokosi MA,
Myers JL, Flaherty KR, Hansell DM. Multicentre evaluation of multidisciplinary team meeting
agreement on diagnosis in diffuse parenchymal lung disease: a case-cohort study. 7The Lancet
Respiratory medicine 2016; 4: 557-565.

10. Flaherty KR, Wells AU, Cottin V, Devaraj A, Walsh SLF, Inoue Y, Richeldi L, Kolb M, Tetzlaff K,
Stowasser S, Coeck C, Clerisme-Beaty E, Rosenstock B, Quaresma M, Haeufel T, Goeldner R-G,
Schlenker-Herceg R, Brown KK. Nintedanib in Progressive Fibrosing Interstitial Lung Diseases.
N Engl J Med 2019.

11. Behr J, Kreuter M, Hoeper MM, Wirtz H, Klotsche J, Koschel D, Andreas S, Claussen M, Grohe C,
Wilkens H, Randerath W, Skowasch D, Meyer FdJ, Kirschner J, Glaser S, Herth FJ, Welte T, Huber
RM, Neurohr C, Schwaiblmair M, Kohlhaufl M, Hoffken G, Held M, Koch A, Bahmer T, Pittrow D.
Management of patients with idiopathic pulmonary fibrosis in clinical practice: the INSIGHTS-
IPF registry. Fur Respir J 2015; 46: 186-196.

12. O'Brien EC, Durheim MT, Gamerman V, Garfinkel S, Anstrom KdJ, Palmer SM, Conoscenti CS.
Rationale for and design of the Idiopathic Pulmonary Fibrosis-PRospective Outcomes (IPF-PRO)
registry. BM.J open respiratory research 2016; 3: e000108.

13. Arnett FC, Edworthy SM, Bloch DA, McShane DdJ, Fries JF, Cooper NS, Healey LA, Kaplan SR, Liang
MH, Luthra HS, et al. The American Rheumatism Association 1987 revised criteria for the
classification of rheumatoid arthritis. Arthritis Rheum 1988; 31: 315-324.

14. Aletaha D, Neogi T, Silman AdJ, Funovits J, Felson DT, Bingham CO, 3rd, Birnbaum NS, Burmester
GR, Bykerk VP, Cohen MD, Combe B, Costenbader KH, Dougados M, Emery P, Ferraccioli G, Hazes



PROMISE ver.2.4.1

JM, Hobbs K, Huizinga TW, Kavanaugh A, Kay J, Kvien TK, Laing T, Mease P, Menard HA,
Moreland LW, Naden RL, Pincus T, Smolen JS, Stanislawska-Biernat E, Symmons D, Tak PP,
Upchurch KS, Vencovsky J, Wolfe F, Hawker G. 2010 rheumatoid arthritis classification criteria:
an American College of Rheumatology/European League Against Rheumatism collaborative
initiative. Ann Rheum Dis 2010; 69: 1580-1588.

15. Watts R, Lane S, Hanslik T, Hauser T, Hellmich B, Koldingsnes W, Mahr A, Segelmark M, Cohen-
Tervaert JW, Scott D. Development and validation of a consensus methodology for the classification
of the ANCA-associated vasculitides and polyarteritis nodosa for epidemiological studies. Ann
Rheum Dis 2007; 66: 222-2217.

16. Jennette JC, Falk RdJ, Bacon PA, Basu N, Cid MC, Ferrario F, Flores-Suarez LF, Gross WL, Guillevin
L, Hagen EC, Hoffman GS, Jayne DR, Kallenberg CG, Lamprecht P, Langford CA, Lugmani RA,
Mahr AD, Matteson EL, Merkel PA, Ozen S, Pusey CD, Rasmussen N, Rees Ad, Scott DG, Specks
U, Stone JH, Takahashi K, Watts RA. 2012 revised International Chapel Hill Consensus
Conference Nomenclature of Vasculitides. Arthritis Rheum 2013; 65: 1-11.

17. Sharp GC, Irvin WS, Tan EM, Gould RG, Holman HR. Mixed connective tissue disease--an apparently
distinct rheumatic disease syndrome associated with a specific antibody to an extractable nuclear
antigen (ENA). Am J Med 1972; 52: 148-159.

18. Sontheimer RD. Would a new name hasten the acceptance of amyopathic dermatomyositis
(dermatomyositis sine myositis) as a distinctive subset within the idiopathic inflammatory
dermatomyopathies spectrum of clinical illness? / Am Acad Dermatol 2002; 46: 626-636.

19. Bohan A, Peter JB. Polymyositis and dermatomyositis (second of two parts). N Engl J Med 1975; 292:
403-407.

20. Bohan A, Peter JB. Polymyositis and dermatomyositis (first of two parts). N Engl J Med 1975; 292:
344-3417.

21. van den Hoogen F, Khanna D, Fransen J, Johnson SR, Baron M, Tyndall A, Matucci-Cerinic M, Naden
RP, Medsger TA, Jr., Carreira PE, Riemekasten G, Clements PJ, Denton CP, Distler O, Allanore Y,
Furst DE, Gabrielli A, Mayes MD, van Laar JM, Seibold JR, Czirjak L, Steen VD, Inanc M, Kowal-
Bielecka O, Muller-Ladner U, Valentini G, Veale DJ, Vonk MC, Walker UA, Chung L, Collier DH,
Csuka ME, Fessler BJ, Guiducci S, Herrick A, Hsu VM, Jimenez S, Kahaleh B, Merkel PA,
Sierakowski S, Silver RM, Simms RW, Varga J, Pope JE. 2013 classification criteria for systemic
sclerosis: an American College of Rheumatology/European League against Rheumatism
collaborative initiative. Arthritis Rheum 2013; 65: 2737-27417.

22. Petri M, Orbai AM, Alarcon GS, Gordon C, Merrill JT, Fortin PR, Bruce IN, Isenberg D, Wallace Dd,
Nived O, Sturfelt G, Ramsey-Goldman R, Bae SC, Hanly JG, Sanchez-Guerrero J, Clarke A,
Aranow C, Manzi S, Urowitz M, Gladman D, Kalunian K, Costner M, Werth VP, Zoma A, Bernatsky
S, Ruiz-Irastorza G, Khamashta MA, Jacobsen S, Buyon JP, Maddison P, Dooley MA, van
Vollenhoven RF, Ginzler E, Stoll T, Peschken C, Jorizzo JL, Callen JP, Lim SS, Fessler BJ, Inanc
M, Kamen DL, Rahman A, Steinsson K, Franks AG, Jr., Sigler L, Hameed S, Fang H, Pham N,



PROMISE ver.2.4.1

Brey R, Weisman MH, McGwin G, Jr., Magder LS. Derivation and validation of the Systemic Lupus
International Collaborating Clinics classification criteria for systemic lupus erythematosus.
Arthritis Rheum 2012; 64: 2677-2686.

23. Shiboski SC, Shiboski CH, Criswell L, Baer A, Challacombe S, Lanfranchi H, Schiodt M, Umehara H,
Vivino F, Zhao Y, Dong Y, Greenspan D, Heidenreich AM, Helin P, Kirkham B, Kitagawa K, Larkin
G, Li M, Lietman T, Lindegaard J, McNamara N, Sack K, Shirlaw P, Sugai S, Vollenweider C,
Whitcher J, Wu A, Zhang S, Zhang W, Greenspan J, Daniels T. American College of Rheumatology
classification criteria for Sjogren's syndrome: a data-driven, expert consensus approach in the
Sjogren's International Collaborative Clinical Alliance cohort. Arthritis Care Res (Hoboken) 2012;
64: 475-487.

24. Vitali C, Bombardieri S, Jonsson R, Moutsopoulos HM, Alexander EL, Carsons SE, Daniels TE, Fox
PC, Fox RI, Kassan SS, Pillemer SR, Talal N, Weisman MH. Classification criteria for Sjogren's
syndrome: a revised version of the European criteria proposed by the American-European
Consensus Group. Ann Rheum Dis 2002; 61: 554-558.

25. Ryerson Cd, Corte Td, Lee JS, Richeldi L, Walsh SLF, Myers JL, Behr J, Cottin V, Danoff SK, Flaherty
KR, Lederer DJ, Lynch DA, Martinez FdJ, Raghu G, Travis WD, Udwadia Z, Wells AU, Collard HR.
A Standardized Diagnostic Ontology for Fibrotic Interstitial Lung Disease. An International
Working Group Perspective. Am J Respir Crit Care Med 2017; 196: 1249-1254.

26. Watanabe K, Ishii H, Kiyomi F, Terasaki Y, Hebisawa A, Kawabata Y, Johkoh T, Sakai F, Kondoh Y,
Inoue Y, Azuma A, Suda T, Ogura T, Inase N, Homma S. Criteria for the diagnosis of idiopathic
pleuroparenchymal fibroelastosis: A proposal. Respiratory investigation 2019; 57: 312-320.

27. Raghu G, Document S, Remy-Jardin M, Ryerson CdJ, Myers JL, Kreuter M, Vasakova M, Bargagli E,
Chung JH, Collins BF, Bendstrup E, Chami HA, Chua AT, Corte TdJ, Dalphin J-C, Danoff SK, Diaz-
Mendoza J, Duggal A, Egashira R, Ewing T, Gulati M, Inoue Y, Jenkins AR, Johannson KA, Johkoh
T, Tamae-Kakazu M, Kitaichi M, Knight SL, Koschel D, Lederer DJ, Mageto Y, Maier LA, Matiz C,
Morell F, Nicholson AG, Patolia S, Pereira CA, Renzoni EA, Salisbury ML, Selman M, Walsh SLF,
Wuyts WA, Wilson KC, on behalf of the American Thoracic Society JRS, Torax ALd. Diagnosis of
Hypersensitivity Pneumonitis in Adults: An Official ATS/JRS/ALAT Clinical Practice Guideline.
Am J Respir Crit Care Med 2020; 0: null.

28. Laszlo G. Standardisation of lung function testing: helpful guidance from the ATS/ERS Task Force.
Thorax 2006; 61: 744-746.

29. Collard HR, Ryerson CdJ, Corte Td, Jenkins G, Kondoh Y, Lederer DdJ, Lee JS, Maher TM, Wells AU,
Antoniou KM, Behr J, Brown KK, Cottin V, Flaherty KR, Fukuoka J, Hansell DM, Johkoh T,
Kaminski N, Kim DS, Kolb M, Lynch DA, Myers JL, Raghu G, Richeldi L, Taniguchi H, Martinez
FJ. Acute Exacerbation of Idiopathic Pulmonary Fibrosis. An International Working Group Report.
Am J Respir Crit Care Med 2016; 194: 265-275.

30. Ryerson Cd, Vittinghoff E, Ley B, Lee JS, Mooney JdJ, Jones KD, Elicker BM, Wolters PdJ, Koth LL,
King TE, Jr., Collard HR. Predicting survival across chronic interstitial lung disease: the ILD-GAP



PROMISE ver.2.4.1

model. Chest 2014; 145: 723-728.

31. Maldonado F, Moua T, Rajagopalan S, Karwoski RA, Raghunath S, Decker PA, Hartman TE,
Bartholmai BJ, Robb RA, Ryu JH. Automated quantification of radiological patterns predicts
survival in idiopathic pulmonary fibrosis. Fur Respir J 2014; 43: 204-212.



	0. 概要
	0.1 研究デザイン
	0.2 研究課題
	0.3 研究の種類
	0.4 研究の目的
	0.5 調査項目
	0.5.1 主要調査項目
	0.5.2 副次調査項目

	0.6 対象症例
	0.7 被験者の選択
	0.7.1 適格規準
	0.7.2 除外規準

	0.8 目標症例数
	0.9 研究期間（予定）
	0.10 症例登録の手順
	0.11 画像，肺病理組織標本の提出先
	0.12 検体・データの流れ
	0.13 検査注意事項
	0.14 観察・検査項目及びスケジュール
	0.15 略号および用語の定義一覧

	1 背景と研究計画の根拠
	1.1 間質性肺疾患の背景
	1.2 本研究の意義
	1.3 研究参加に伴って予想される利益と不利益

	2 研究の目的
	3 研究のデザイン
	3.1 研究の種類
	3.2 対象症例
	3.3 研究の調査項目
	3.3.1 主要調査項目
	3.3.2 副次調査項目

	3.4 研究デザイン
	3.5 目標症例数
	3.6 目標症例数の設定根拠

	4 被験者の選択
	4.1 適格規準
	4.2 除外規準

	5 被験者ごとの中止規準
	6 本研究で用いる診断基準
	6.1 IIPs診断分類
	6.1.1 PPFE
	6.1.3 NSIP+OP
	6.1.4 喫煙関連間質性肺炎

	6.2過敏性肺炎
	6.3 膠原病関連間質性肺疾患
	6.4 その他の二次性間質性肺疾患

	7 登録
	7.1 施設及び研究責任医師・分担医師の登録
	7.2 EDCシステム
	7.3 症例登録の手順
	7.4 登録事務局
	7.5 登録に際しての注意事項
	7.6 登録されなかった被験者の取り扱い
	7.7 登録後の施設移動

	8 研究方法・収集項目
	8.1 検体・データの流れ
	8.2 臨床情報
	8.3 画像データ
	8.3.1 胸部ＣＴ撮像条件

	8.4 病理組織標本
	8.5 クラウド型データベース
	8.6 呼吸機能検査
	8.7 中央判定

	9 検査・観察項目及び実施時期
	9.1 患者背景
	9.2 登録前24ヶ月以内の検査項目（登録より6ヶ月以上前にILDを指摘されている場合）
	9.3 登録時の身体所見と検査項目
	9.4 観察期間中の身体所見と検査項目
	9.4.1 12 ± 3か月ごとに実施する検査項目

	9.5 登録施設および主治医の情報

	10 調査項目及び評価規準
	10.1 登録時の間質性肺疾患の分類別頻度，患者背景や画像特徴量を含む収集項目から診断寄与因子の抽出と疾患進行・予後予測因子の抽出，および診断予測・疾患進行予測・予後予測・治療効果予測アルゴリズムの作成
	10.2 間質性肺疾患分類別生存期間/無増悪生存期間
	10.3間質性肺疾患の急性増悪率
	10.4 ILD重症度別予後識別能評価
	10.5診断精度（MDD再診断）
	10.6 HRCT定量
	10.7 その他
	10.8 副作用評価
	10.8.1 抗繊維化薬使用歴のある症例における副作用の収集
	10.8.2 抗線維化薬使用歴のある症例における死亡情報の収集


	11 報告書の種類と提出期限
	12 データの集積及び統計解析
	12.1 データの集積及び取扱い
	12.2 データの集計解析
	12.3 主要調査項目に関する解析
	12.4 副次調査項目に関する解析
	12.5 中間解析・最終解析

	13 研究全体の中止又は中断
	13.1 研究全体の中止
	13.2 研究全体の中断

	14 研究期間（予定）
	14.1 研究実施期間
	14.2 被験者の研究参加予定期間

	15 倫理的事項
	15.1 遵守すべき諸規則
	15.2 被験者への説明と同意
	15.3 説明事項
	15.4 倫理審査委員会等の承認
	15.5 プライバシーの保護
	15.6 実施計画書の遵守
	15.7 健康被害に対する補償
	15.8 被験者およびその関係者からの相談等への対応

	16 実施計画書の変更及び逸脱
	16.1 実施計画書の内容変更
	16.2 説明文書の内容変更
	16.3 実施計画書からの逸脱

	17 品質管理および品質保証
	17.1 中央モニタリングとリスクベースモニタリング
	17.2 監査

	18 資料・記録の保存
	19 所属施設の長への報告内容および方法
	20 利益相反と研究の費用負担
	20.1 資金源及び財政上の関係
	20.2 利益相反
	20.3 研究治療に関する費用

	21 研究成果の帰属
	21.1 研究成果の帰属について
	21.2 研究データの二次利用について

	22 研究成果の公表
	23 研究実施計画の事前登録
	24 臨床研究実施体制
	24.1 研究代表者
	24.2 PROMISE研究事務局
	24.3 PROMISE研究支援事務局
	24.4 中央判定委員責任者
	24.5 統計解析責任者と担当者
	24.6 疫学責任者と担当者
	24.8 膠原病科顧問
	24.9 PROMISEデータセンター
	24.9.1 PROMISEデータセンターの役割と責務

	24.10 びまん性肺疾患データベースおよびAI診断システム開発運営委員会と研究アドバイザー
	24.10.1 びまん性肺疾患データベースおよびAI診断システム開発運営委員会
	24.10.2 研究アドバイザー

	24.11 研究参加施設および研究責任医師
	24.12 問い合わせ先
	24.13 アルゴリズム作成・検証補助

	25 参考文献

