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FEFeam L Hkds L OV P83 H i

ARFFED—EBIZLL T O LN FEZ LT,

1. Shiiya H, Tian D, Sato M, Karasaki T, Kitano K, Nagayama K, Anraku M, Kaga
K, Matsui Y, Nakajima J. Differences between patients with idiopathic
pleuroparenchymal fibroelastosis and those with other types of idiopathic
interstitial pneumonia in candidates for lung transplants. Transplantation
Proceedings 2019 ; 51 : 2014-2021.

AHFFED—FUILL T O & L THEBET TH D

2. Shiiya H, Nakajima J, Date H, Chen—Yoshikawa T, Tanizawa K, Handa T,
Oto T, Otani S, Shiotani T, Okada Y, Matsuda Y, Shiraishi T, Moroga T,
Minami M, Funaki S, Chida M, Yoshino I, Hatachi G, Uemura Y, Sato M.
Extrapulmonary Problems Limit The Outcome Of Lung Transplantation In
Idiopathic Pleuroparenchymal Fibroelastosis: A Multi—center Study In
Japan
The Journal of Heart and Lung Transplantation $f&$

AKIFGED—EIXLL T DFRITHE L,

L. HERTEE., EFRAENE . H, FEIEFESL, ALBPEERES, K lfnsh, I s =,
WEERR, F R
Jiti R AR B ik iR (2 81T B TPPFE %5 & R AR vh 0 T 1% K+ DO Fa it
HABHE S (5F 54 [BIIRE) 2018410 H  HR
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W& HRO] BRI LIS POV AR BB ORIk~ D ME— DIEIERE T
B, LINLEND, BHIAFICBTIL, 2010 OB EEDUIELIE b IMIE R
T—OEDORNRIIRELRFETHY . Falr TITEF 130 %ui@ BB DHTHUTINSENS
AR Z ST D DITKR LT, FE ORI 2EAFH T 60-80 £FF2EE

IZE EEo TG, Fio, KETIIEERIOEIEE /2 & fgan 7 Byt v e S
DE RF—iDHE S TWDH DT LT, AT, R F—hfi ez
NMEER D~ v F 7 FHERR, BRI E SO TSNS T2, BEE TR
R OBENTEIRINT R —liDea g AL A2 70, KR & LT, IMSEMiRAfL:
HOBGRIL O B B0 800 HUAETH U | FREHAM - 80 BB DS &
ZFHZEMTETICEL Lo TS, ZDT®, FiHEFRHEEIZEE L CIX, 20
WAV « OB AR UGl Ui M, SR Ol EE TH 5,
AFRIZFVT D IR IR AL, R PERVEMERIZ 0 23% % HoTRY ., &b%
VY, 2013 FEOKIERGERIE 72/ PRI RER AR T ORPREMERE T2 DR 75U 38 T
idiopathic pleuroparenchymal fibroelastosis (IPPFE) 723s7eflEMERGZ O 28T
HFESNT=, IPPRE 13, AFRIZISUNTIE 1992 RIS SAU7-MEas & L CLEAYIA
ERANEN TSN, 2013 4E0D IPPFE DIERR 3 MEMR I CHE RET & . AFDH OHR
HCIE IPPRE 13CKIE R Clian 2 EAVRIB S TUD,  TPPRE (ZIRE <l
RO, FROHIED MRS 72 & OFHEAHE STV D25, 85 LUWEREIES T
b5 b, IPPFE B ORI M OBHEZ O TZICBE L TE & oo iiEix
720N, AMFZETIEL, OIPPFE B ORI DO T2 20 TE OO R
VM7 & Lei LT L. QBfSAEICZE » 7= IPPFE BBRE ORI DORGEIZ DUV T,
AFNDOEIEHEER DT — X R L. Bat Lz,

(g & Hik] OFFRFE R BRPEC W T, i IEEhEs 8 E s Sz
2014 4F 1 H 1 H2°5 201844 H 1 HOMIZ, FrFEMEFEMENAR T OB R A1T
otz b LTI Bk Z 52T B 12D DA 2 S iz 20 Ll B B3 29 il %%t
GeL UTc, IPPFE (B 815, & DMOFPEIEREMAISESE 21 il & T, ML
MRS O BEY L IR P O PRI OO THERRT L=, MO R bR
TR L U C. WENOHERS/FaEEt (anteroposterior diameter of the thoracic
cage/transverse diameters of the thoracic cage : APDT/TDT tb) % FHVNCTHEHT L7~
QAFUNZINT WD TSR I S 4172 1998410 A 725 201846 H & TOIC
20 %A Fo IPPFE 36 L WY idiopathic pulmonary fibrosis (IPF) (2 L Ciifg At % fiti
1T LTl a2kt & U, AFRORTBRE IR 4 9 Figk)» & B ERT O BF 1 5
Btk ORm 25 UIRgT L7z,

[#55] DIPPFE HBEIT. ZOMORPEIMEREMENZEE & i U<, Mo

2



ST, 3% < (62% vs 10%, P<0.01) . BMI 2MEL  (Frfil 17. 1 kg/m’ vs 23.5
kg/m’, P < 0.01), JEBEEMRI-ITIY (53.2% vs 42.9%, P = 0.05), HZiH -
LTV = (APDT/TDT Rl 0.530 vs 0.583, P = 0.02) 7%, @RIMEEESTE/ WA
FRSEERE L (P/F Ho) IO B2 IERD 2~ 7= (P fi 316 mmHg vs 347 mmHg, P =0. 64),
tREAEA R O F1212 IPPFE BB & OO PERENEiJ B & DO TEITRED
2o 7= (P=0.55), iS5 T, Body mass index (BMI) 20 kg/m” A,
6 43I TEERE 250m i, P/F b 300 mmHg A, itﬁ ’*bz’)ﬁEUEKE‘E\ SV o TIRED
m\%%f X, EOMOFPEMERE MM EE TIITRH 1 FLINICIELT LT
ZxfLC, IPPFE A CIIEERODIRRE 75@»\%%1 b RHAAT UIMIRARIZ 2 54
75>E szo @IPPFE F3 31 5, 1PF B 69 fASef5e & 72~ 7=, IPPFE &1L 11P £
F LR LT, AEICLMENR L (58% vs 28%. P<0.01), BMI 2MEL  (Fhdufi 16. 7
vs 22.6 kg/m’, p < 0.01), XWIDOBEENZ < (652% vs 26%, P = 0.01), £2H AT
a4 NERARENDRL (52% vs 6%, P =0.01), M)z L Cv iz (APDT/TDT
HRE 0.501 vs. 0.569, P < 0.01), MHEREERERRA ClX, percent predicted forced
vital capacity (UFVC) \ZH B AR/ -1 (FHE 35.8vs. 43.0%, P=0.11)
HOD, 1 FFROEFIL IPF 1ZE BT (95 vs. 88.6 %, P =0.01), X0l
P E RIS S /-, IPPFE B L IPF G OIS OSAIEHIRNCITE AR
Dotz (P =0.66) HOD, EHIREEMENMIL, IPPFE BECHEICELS (F
JE 15.5 vs. 10 H, P <0.01), ARHAM S IPPFE BECHBEIZE 7= (F94HE 99
vs. 66 H, P < 0.01), F£7=, IPPFE BEIX, ik 1 Al L CTH, fivalE i LT
BMI (IS L CNied o 7o (o BHEERT 16. 513, 2 vs % 1 4 15. 62, 5 kg/m’,
P =0.08), IPPFE 351X, BAERil& it LT, %FVC 8 W percent predicted forced
expiratory volume in one second (%FEV,) (Xf&fiit% 6 7H ChELZZRDT= (UFVC :
36.9+17.2vs 48.4+17.5% P=0.03; %FEV, : 39. 3+15. 8 vs 52. 9+ 17. 7%, P=0. 04)
HOD, Bl 2 FR0Ed 5 &, IPF &l UCUFVC, %FEV, & HICUEIT AN X |
HEIKE & 7257 (A% 2 4E%FVC : IPPFE 52.0+20. 0 vs IPF 70.8+18.7 %, P <
0.01; &A% 2 4E%FEV, : IPPFE 49.7+19.1 vs IPF 67.1%+19.1 %, P < 0.01), IPPFE
BE OO AL, BRI & iz L, Btk 6 72 CARICEEL R LT

(APDT/TDT HhHfiE 0. 477+0.07 vs 0.506+0.06, P < 0.01),

[B42] AWFZE T, IPPFE BEIE. D72 < & A TIIMMBEOXGERE E L THiT
1372, —EOHEIEZ HHTND Z L DER I 417z, BUL 2MEV, 6 s3I TiREE)
VN, P/F BEDMEW Y, FEEEEDSHIE CTE 72U NE E FVC 2MHIIR 40T D &V o T2 BRFT
ST R ERTE MR EE S L <UL IPF B& T :t% BARBARTIRA & ST
BO. AT %%@fﬂ@ﬁ%\éﬁﬁaﬁ’f PERIZE B CIRIRIT B350 LT, Lo
L. IPPFE fEEOHITIZ, Eﬁ;ﬁiﬁwm%ﬁ%x 50 _ﬁomﬂm“ FELTZZ Enb,

3



IPPFE B TIE, —RAIREDNES &b MiBEDBEIE LS IZERA L7 Z & THE
FHaREH T LN TEDLAREMAVR SN2, IPPRE BE DRt DOREfFRIL 1PF &
H LBREIRVRER Th o723, BUT 3B bE T, ICU IR AT
IPF BE LY bR, FHRBEREOMEN T IPF B L il 5 LIEFICIR O Tz Z
Linh, BHEOABEOBRREOUGEETZ T TIIRPI T E RV, MEIOE S 7 LDt b
L <UFEHMEDOER OB IPPFE B OB DIEHE ZHllR L T\ % L& 2 b,
AWFFEDY LT — 3 ANUTHGEEN L BN Z EDET HILD DD, AHFFEE
IPPFE {2564~ 2 Rl 1% O RiGia 2 At L IZ IO KBURALFZETH Y . 2018 4ERFAR
TOARRIZBT D EMBREE x5 L LT Y X0 KBBREO 72 DIC I TER
FEERFZED >, & B 72 DAEBIO LRGP 2R 2 Fhtid 2 M 313 8 5, £7-, IPPFE
B DOMFRFERECIT R DIEHE Z IR L 7R 2R E T DIZITE > TR O, 5RO
JAMETH 5,

[#7@] IPPFE FFI3E OMOFFFEIERE MR EE TTPRAR &L b 2T L2
DTWTH R UMBAE A S LD ATREMED B 0 | IR MR 21X
IPPFE &9 [EA OB & L TORMEAMLE TS 5, IPPFE E I ER O 2/ EAF ]
[F1E IPF B L2 0 b OO, FEREDUET IPF B L 0 bR S Cl Y, fifigh
DERDIFAED R SN D,



(G5
A RO CTHERA LEMGEIL T O L 580 ThH D,

ADL activity of daily living

APDT anteroposterior diameter of the thoracic cage
ATS American Thoracic Society

BNP brain natriuretic peptide

CLAD chronic lung allograft syndrome

COPD chronic obstructive pulmonary disease

CT computed tomography

DLco diffusing capacity of carbon monoxide

ERS European Respiratory Society

FEV, forced expiratory volume in one second

FVC forced vital capacity

HRCT high-resolution computed tomography

ICU intensive care unit

11Ps idiopathic interstitial pneumonias

IPF idiopathic pulmonary fibrosis

IPPFE idiopathic pleuroparenchymal fibroelastosis
KL-6 Krebs von den Lungen—6

olIPs other idiopathic interstitial pneumonias
PaCo, partial pressure of carbon dioxide

Pa0, partial pressure of oxygen

PPFE pleuroparenchymal fibroelastosis

PS performance status

PTLD post—transplant lymphoproliferative disorders
SP-D surfactant protein D

TDT transverse diameters of the thoracic cage
TLC total lung capacity

UIP usual interstitial pneumonia

V. alveolar volume



[#5=5]

iR AR OB M TR BB ST DI REME — DIBETFE Th 5, 2K,
Rk, B, A—A R U T ERSL T3 International Society for Heart
and Lung Transplantation @ 2019 FERL A b —LaR— Mz kB &, MiBHEORE
WERBIE a-1 7o F MU 7V REAED72 chronic obstructive pulmonary
disease (COPD) 73K 30% &2 ThH Y FFFEMEMEMIMA AN 26% & e » T D

(Chambers et al., 2019), AFUZINTIL, 1E UD TEMIBEI M TS/ 1998
D 2018 FEE TORNT, LRI, IMSERTREAEZ 5 6D T 671 BRI T =
NTWDH, T B DM COPD (X325 iifeAEid 35 B (K 5%) &7e< | FpzgtEmE
PERGZES 162 1] (R0 23%) Lib VR & WOK & ITRBRERN 72 > T D, A
TiE. 2010 FFOfEAAIELOELIE . Folt I 130 44 LA DB DSHTHLU Mgt
AR R Z STV D DITKE LT, AEM O RTTREAREEU SRR © 75 o T2[E
BEFT60-70 HFEEE & | (KSR E U TUIMSE R —8u3 @ LT o, (AAATFS KOV
BRI E4s . Registry Report 2019,
http://www2. idac. tohoku. ac. jp/dep/surg/shinpai/pgl85. html, 2019410 H 1 H T
7ER), Eio, KETIE, REMOEIEEREZ R 2T Y 7 UIfERICESE -
—HfGHE S TNDDIZR LT, AR TR, R h—htie Lo v MERo
~ v F T R, BRI EOSOWTEES D e, BIE CTRARDEE

(RN R — i S DA 2, FEFRE LT, IMSERTREAE D 1%
HIFNIE 800 H LA & FERIT R < | BO%UTV VEFE DRI 21T 5 2 &7 < &<
2o TCND W) REZMEN &% (Date, 2016),

Idiopathic Pleuroparenchymal Fibroelastosis (IPPFE) 1%, 42 FIEEALIT ikl
DFEHEMALIE S OWaiEEE. T~ ORI ORE L, M L2786 D R MR E R 2 D —
T 5, FELANZIE, ME DAY 1992 FTH LWREBES & LTIER Lz TR L
TERRJRTURRAEE ] (A 5. 1992) ANEEIF—DREMESR L Z 2 53V TIE Y | Frankel
523 2004 2D T T1diopathic Pleuroparenchymal Fibroelastosis| DOHEEZ A
Wi &21T-o7= (Frankel et al., 2004), FOH%EE L7-#EIIZEGRD HILTH

A0, ESFEO P CERINT-DIE, 2013 40D American Thoracic Society (ATS)
L European Respiratory Society (ERS) T X ARFFMEREMNGR OERS SFEUGET
i (Travis et al., 2013) OHCHZAFFFEMEREMEHZOPIE ENTZOBYIDTT
DY R LWES T 5, FREMERTEMMZZ O T, idiopathic pulmonary
fibrosis (IPF) {ZkF L Tl EEEHHRHELEE, FRCEL T == Foo=0 T X4 =7 D
ARIER A ST D, LavL, TPPRE (2% L CIIbui L3R oa o dmeas S
TELT, BIFREAT vA R, SEMHER E2 N0 SN TWD28, iR
ITEENE SN TEY (AR, R EREMMRZE S IR OF5 | E i

6



RTE 3 IR, 2016) . FERHNCIIMRAED SME—DIREE L 72 D,

IPPFE 1%, 7k IPF 7o & OMORFEMERIE NN & B Z XA S Coiio 72 2
& M35, IPPFE BHADR R TH D Z & LAHE - T, IPPFE (x5 2 gt D5 -
FWM RGBT 27 — 213, RIS HIZIERVOREIRTH D, 72, TPPFE
X, FRICHEE TN 2V (Von der Thusen, 2013), FHBAZe(REND 278 %

(Watanabe, 2013). MERSR AL L TW5 (flat chest) (Harada et al., 2014).
forced vital capacity (FVC) DK 73 forced expiratory volume in one second (FEV,)
x> diffusing capacity of carbon monoxide (DLco) O FIZEb L THliv>, BhRinfE
ZIRE (partial pressure of oxygen : Pa0,) 23 FHAIZI XA 721 C 5 (Bonifazi
et al., 2017) 72 & fMOFFEMERTEMENIR & 13582 DR G S Tnd, Ly
L 25 DRSS IRABERE T 3 L OWIRAEZ D T2 5- 2 D8 L Tid, R
b T —Z BRE LT D, £/, IPPFE (9 D% OBE L, Ik
bbb, BHENNES | activities of daily living (ADL) 2MOOPREE & i L
THEOHIZERHL DD, FNEEMITDFE L ESTMIRETZNETDOE Z A%
(%

IPPFE (I & SN TERY . TOIEMESHEICRET MR SN TWD23, 2013 4
DI B O FYEMEREEE Z IR D I TR, FHIAIZRB W TIERE 2 b
TV L0 BB E OV ATEEMEN IR E ST Y (0da et al., 2014; Nakatani et al.,
2015; Tanizawa et al., 2018), HMEOmEIGNEE L L CHEMETE 20 AE HD T
HZENTEIND, £, IPPFE X, FRIEATHITIIMMORREMHRTE M & Ak
MENLLEIZTPENEENE SO TD (Shioya et al., 2018) 23, FFSHEAHA B G
BEOTRICET D E & FoToiiE i<, UMD & A IV 713
Bt CH D, FRHZHARIZBWTIX, BRlRD L 92 R —0O ARG, BHIEERE TR 54E
JeHIZRRNE DA IRNTZ 8D REHERFEIAR T DO TARAENZ &6, IPPFE
F ORI O TR R Lt /e & 1 X o 7 CHB RS k255 2
&L 72 NI AL DA% A 4R L i) 2 Saii 295 2 S I3FFRICEE L & R
bid,

AMFFETIL, IPPFE (2% 2 IMSERTRABE RS G O R O T2 OVl
FPRVERTEMENE & LRl U, FFIZ IPPFE OFEEBRFEN TR G- 2 DR & DTt
ZATole (F—H), £, MBEE =T 2I2% > 7 IPPFE BF OFHIRY - R T
ROIFREAER% D ADL IZDUNT, AFOIEFI 2 EEFE L, FRRsPERENMEM % TR b 2 <1
S IPPFE & BRI KB S AV TW Ao 72 2 E 3%\ IPF S B U it L7z BB %),



B—E
[TPPFE /8 DR BRI IMSEMBARFFE T O TRICE 2 DR



[5E5]

fMAE R —OFN AR L TWODARIRIZIBWTIL, i L > e = h OAXSENTE AR
FROBERES T & LT, MRS 55 i, Fr A HEL L 60 mfA DA i SRS E
SNTND, BEOEE L PROMT « THETHIL, #8705 1 I 2 7 ORIk
2952 EIFERICEE THLN, BEE U TR CIIIMSE RS R s
R 50% & E N ERIREE 7o > TS (Date, 2016), FRSsMERTEMERiZBE . 4
| IPF Gl K BMI <25 BMI (Fernandez et al., 2018) . 6 43I THEEESC DLco (Ikezoe
et al., 2017). Pa0,(Kondoh et al., 2017) 72 EMN T IR & VI TV DA,
IPPFE (Zi%, RERSCHIZROR AL, TR ERE 7 80 X 5 2 Ryt
INTEY (Watanabe, 2013; Harada et al, 2014; Bonifazi et al., 2017). fthd
FEREMERVE MM B L 1X, IR h O P BT R TRIN 6 572 D 2 LN PARLE
ND, AFFECIL, Wit IPPFE BB DO T4 %, T OMOFZEPIERVEMMiZ
B LR LT, T PRI OB BRI MA - OFEL S DU TR LTz,



[BF5E0714]
AL, HRKFEFBMEEZARIC L > THEZZ AR I UKEE S
2406-(5)) . TAZXHRE LTEFROIEZEE T D fmBlEEH) (20> T LT,

1. A
AWFFRIL, Bibiak CO%THEPIBIEMN RO E L o7z, &V T KOYHEBEND
DT — 2 _R— 2% SR L, $BEH L IPPFE BLON T OMORFIERE A%
(other idiopathic interstitial pneumonias : olIPs) (Z4%A L. Miifhbi)i b %
Bk L 7R COBRRIR T — & % & R O TA£I T DU TR L 7=,

2. WFEktS:

BRI EIRR e S IR R SR MR & 58E SA7- 2014 45 1 A 1 B2 5 2018
4 H 1 BORNZ, FRMEREMEMIR CHBIOBER AT o7, b L IS0
SA T DT DO ST 20 mELL EOBESH Extg L L,

3. REBODER

IPPFE 1% 2013 4FIC[EBEFAICE D D, 2015 FRICAIRIT I 5 IMSERTRE AR Bk
RFDIREDFITEZ O DI, TSR Gk S AUMTEAE 2 761 T S L7 FEBTI T,
IPPFE & & DA ORFFENERVEPEMIZR & 2 BIREC B S AU TOZRWATREMEA EVY, £,
IPPFE ORZWrEEUEIX, 2018 4FIE R CIREIZ SV ERS 72 o B R 370w, AT
ZUCIL, REAH ST X L LTI . Z DOiia M OB Z Al e s Al
ZERIZBWTHRIEENEE, ERSAIEE, BEHRBIE, REEZ G DT
multidisciplinary discussion N IFL TV, FHAANENEL L C. 2015 AELARGII
BAREIGFHMIIZE B2 T IPPFE & L <132 OMOREIERE MR L sz b oz
BEhZ &7z, 2015 FELARTOMEGIL, ABFIETIBNTIE, 2012 4EIZ Reddy HAMER L
7o HME (Reddy et al., 2012) ZZEIZLC, [OFFEMEMEMMZD 5 B, CT Tk
(2 FEEICHIRAE & B ORREORHE L ZRO L & LTHRE LRV 0O, QR
PATONTWDEEIIRERER TO ARV S D) EER LT, WEITFFEMERENE
Jilige & U IR Sk S AT B R A FER VR P [ 2 AL B THRGHAC
oL (W 1D, IPF 0T OMORFENERE MG OFZWN L, ATS/ERS/ Japanese
Respiratory Society/Latin American Thoracic Association ®7EF% (Ranghu et al.,
2012) NESHOENTEY, HAHRGFETHZIUTHE CIZWEEN R ST
WD (AR =, FPREMERTEMARZWT S IROTF5 | S UGETH 3 ik, 2016),
Pleuroparenchymal fibroelastosis (PPFE) (Z1&. %531 IPPFE Oz, & ifnsaim
Rafehfitg ORffEE>, MifAfif2 D Restrictive allograft syndrome, JEHIMEATFREE 72

10



ElZ Lo THIERZ Z3D WRMED PPFE & EN H AL TUND A, ABFSE Tl IPPFE (Z[RE
L TRt L7,

1 : BAAUAG72 Tdiopathic pleruroparenchymal fibroelastosis (IPPFE)® CT
%, A EZEL~ULTOKEWL B wRET,
R EEEICHIFARE & E T OB L 278D 5,

3. WHET 27 —% . EANHEHROID $

RS AT 2 BAG L 72 RER T, SREORT — %, MEREE, MRS
AE, BT —T VA, EREIC OV T, AR S e BT L,
T Uiz, A OmIRET 2 3 5 BB I IR C B E ORI E > T D HOR%
<, FEFERFRELBEAINTND Z EHEW, TOHE, MIERT AT diEE RS-
TTIThN TWABRI B IFEET D, £ T, Pa0, & W ABRFEEE (fraction of
inspiratory oxygen : Fi0,) DLt ToH S P/F Lt (Pa0,/Fi0,kt) ZFEHTICAHV =, Fi0,
IZiE, BNAE 0.21, 1L OEH#E#ZE G4 0.24 L LT, HESHNTODEER 1L 120X
0.04 ZINZIAE%E A=, $£7-. IPPFE OIREEHED—>Tdh 2 Mo R b4 S
T 5720, MERORIAELR, EAEORKATSRER N DR (WERRT%ES : APDT/
Mt - TDT bb) Z2E Uiz, MzEBo)m bk (APDT/TDT tr) OsHADGEZ. BEFD
W (Harada et al., 2014) ZZBIT, AW T, MGE CT OfiEF Sk
BHZIWNT, 55 6 DIFAEE 6 MIHEIC A& T 230 C. BB SO L L TllET 5%
DEEFLEZ (K2),

11



2 - MERRREEE (APDT/TDT k) OEE1E
MasROE Kaig e (APDT) /BERORAREE (D7) ZAAGFENENHIE L, Ah
D) w fRRTIZ M=,

4. FHAREICEET 5 i

AL TANZERGe & LT EFSRARIC B D mBiEst) (2he> ThiidT L7c, AR
BROBALAIZ 7= > Tt & 72 5 BT L CTEBNORGR DO RIE 21525 Z L IXREETH
ST, R—A_—Y ECARMEOME A L, BERICFE Lo Wa s %
24T N T U MEE L,

5. WA AT

IPPFE & & olIPs A DHEIZRBWT, St FEEZ A, #a T P
V7 =7 (version 13; SAS Institute, Cary, NC, United States) Z W TiT-
Too BOEIZ, ROl E i, BEEE (%) ZAWTHRT L, 2 MO,
Mann-Whitney U test Z V=, 7 2V —ZDH#LL. Fischer exact test %
Nz AATFHAR OFEHTIZ VX Kaplan-Meier fifgz FHWTC, 2 BEOLEERIZIE log-—rank test
Z ATz, AR G3 DRI D22 K & (13 cox proportional hazards model
FBEW hazard ratio ZHVWTEHIT L7, MifghEA 2T 727, BIESHRIFICAFL T
WL, FTHEID & Uiz, mifillsE 2 VT, P<0.05 28 L L THio7,

12



[ﬁ‘*%]

. BB

IPPFE8 3, olTPs 25 21 i, &5 29 filsxtge L a7z, ollPs OWNERIL, TPF 23 13
), B3 non—specific interstitial pneumonia (NSIP) 723 5 {5, XEAFEMUARIE
PEFVEMENGZR 2N 3 BT o T2 (R 1),

K 1. MGEOREIH

SEBIE
IPPFE 8
Z DM ORPFEMERTE M2
IPF 13
Hrd& NSTP 5
TN RERURERS M ) A 2% 3

IPF, idiopathic pulmonary fibrosis; IPPFE, idiopathic pleuroparenchymal

fibroelastosis; NSIP, nonspecific interstitial pneumonia

IR AR S 2 BRAG L 72 Re s COBE S meds L OMRIR AR ERICER 2 1T, Bl
SR, 51 (17%) e L 2T, 14 5] (48%) SAEAST HENZSELT L, 10
B (34%) HBIEMIM AL U CiB R Ch o7, TPPFE BF I, olIPs Bk
LT, o< (62% vs 10%, P < 0.01), BMI 2MED o7 (Fofiff 17.1 vs 23.5
kg/m’, P<0.01), P/F LlZITZED 27> 7225 (FFRAE 316 vs 347 mmHg, P =0.64) | %DLco
V& IPPFE SBE D DMRT- ATz (53.2% vs 42.9%, P = 0.05), 7-72L. IPPFE A&
D44 (50%) 1E, FVC IMET X 5728%DLeo ZHIE TE TR -T2, MEOR
WAbZ 773 APDT/TDT Ekid, IPPFE BE THEICIKL . MMbEOETEZ R L Tz,

(0. 530 vs 0. 583, P=0.02), olIPs FBEDN 7 H (33%) (ZAMEHEERENH - 7-03,
IPPFE BB ICIZERD -7 (P = 0. 14),
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BEER IPPFE (n=8) ollPs (n=21) Pvalue
Fin [(F] 52.5 (40-59) 51 (26-65) 051
= 5 (62%) 2 (10%) <0017
LT PR 4 (50%) 13 (62%) 0.68"
BMI [kg/m?] 17.1 (140-20.3) 235 (16.1-34.4) <001*
20 kg/m?* LAk 2 (25%) 16 (76%) 0.03
ATRARERARE 2 (25%) 13 (62%) 0117
kN 2 (25%) 1 (5% 0.18"
TEERE 5 (63%) 17 (81%) 0.36"
SHIERER 0 (0%) 7 (33%) 0.14"
P/F Lt [mmHg] 316 (244-500) 347 (165-607) 0.64*
PaCO, [mmHg] 44.7 (32.4-68.4) 400 (30.9-69.9) 032"
%FVC [%] 436 (17.1-68.3) 487 (30.4-103) 017"
%DLco [%] 53.2 (45.3-83.7) 429 (25.1-60.1) 0.05*
BIEARE 4 (50%) 4 (19%)
6 S FES1TEERE [m] 285 (60-555) 380 (50-535) 013"
250 m LI E 5 (63%) 19 (90%) 011t
FHFHEIARE [mmHg] 16 (10-34) 17 (11-32) 0.22*
25 mmHg Ll E 1(13%) 2 (10%) 1t
APDT/TDT Lt 0.530 (0.484-0.593) 0.583 (0.500-0.716) 002"
KL-6 [U/mL] 730 (200-2173) 1150 (254-6703) 0.25"
SP-D [ng/mL] 237.5 (133-851) 2405 (119-589) 078"
£ [H] 353 (66-681) 416 (86-1050) 051*
LT
FEPIET 4 (50%) 10 (48%)
fliF%HE 2 (25%) 3 (14%)
g 2 (25%) 8 (38%)

rhoufiE &) . B L <133 (%) TEELL TV D, 1L Mann—Whitney U test, T1Z Fischer
exact test Z W Z L &R,

%DLco, percent predicted diffusing capacity of carbon monoxide; %FVC, percent

predicted forced vital

capacity; APDT/TDT,

ratio of anteroposterior and

transverse diameters of the thoracic cage; BMI, body mass index; IPPFE,

14



idiopathic pleuroparenchimal fibroelastosis; KL-6, Krebs von den Lungen—6; olIPs,
other idiopathic interstitial pneumonias; P/F, ratio of partial pressure of
oxygen and fraction of inspiratory oxygen; PaC0, partial pressure of carbon

dioxide; SP-D, surfactant protein D.

2. EATIRIfRAT

a. IPPFE {83 & Z OO E MM/ B8 O it o 714
K@hm%wr%%ﬁ%fmﬁbkﬁ%%.3;mfgﬁﬁﬁfiiﬁﬁﬁﬁ%ﬁ%
YAy

1.0 P
=3 ) ||

0.8 —— |PPFE
0.6 -

194 == ftfe -’

& 04 — * e -

-H-l 0.2 ; ..... ’

P=0.55

0.0

0 100 200 300 400 500 600 700 800 900 1000

No. at risk ﬂiﬁ,ﬁ.ﬂ ﬁiﬁ ( H )

ollPs 21 19 16 13 12 8 6 5 & 1 9
FrYe 8 T 8 8 9 3 1 0 0

3. Kaplan-Meier J£IZ & 2 Ml A1 H O A= A7 hifi
SUBBEE S LIHHTHEI Y 2o, 2 BRI O2AFRICEEZ L (logrank, P=
0.55), IPPFE, idiopathic pleuroparenchymal fibroelastosis; olIPs, other

idiopathic interstitial pneumonias.

b. JERO R
IPPFE f8# & olIPs B %, ifshiEsa bR C o> APDT/TDT £k 0. 58 #77 » b4
7 & L C 2T Kaplan-Meier V5% AV TAA 7RI 4 o U 7RG SR 2 X 4 1R T,
71 NATAE 0. 58 13X, AT IIT HxEE DOHFHYJETH 5 0. 578 B HITRE L
15




72, olIPs BF . IPPFE FBEWTHUTKWTH, ME O R LR CAGFHMICA R A%
W7o 7- (log-rank, FILEILP = 0.88, P = 0.80), IPPFE /% ¢ APDT/IDT k.
DOHFRETH S 0.53 2 H ~ bATEE LA TH, APDT/TDT 0. 53 LA E & K & T
AR B TR 72 -7~ (log-rank, P = 0.59),

A GipsgE APDT/TDT 2058 B |pppp g -~ APDT/TDT 20.58

en

~ APDT/TDT <0.58 APDT/TDT <0.58

1.0

0.8

0.6

R e T S S CLbttbs -
o4 = J
H
0.2
P=0.80
0.0 .
0 200 400 600 800 1000 0 100 200 300 400 500 600 700
S7EFHRE (8) AFHIRE (B)
No. at risk No. at risk
205812 11 9 ® B 4 3 3 1 1. 2 2 22 22 9 1. 4 B
<0589 8 ¥ 7 6 4 3 2 1 0 6. b &H 3 3 33 2 2 2 979 410

4. APDT/TDT . 0.58 71 b A7 & L7-BED Kaplan-Meier A7
SRIFFEC S LIHTHEIY 2777,

A. olIPs BB, AfFRICHEZ L (logrank, P = 0.88),

B. IPPFE i, AfFRICEEA L (logrank, P = 0.80),

APDT, anteroposterior diameter of the thoracic cage; IPPFE, idiopathic
pleuroparenchymal fibroelastosis; olIPs, other idiopathic interstitial

pneumonias; TDT, transverse diameter of the thoracic cage.

c. BMI
TR bR AR AL C D, BMT 20. 0 kg/m* & 77 > MA T & L TEILEIL 2 BEIT

Kaplan-Meier 752 FHWCAEFRA G LTz, ERZX 5 ITRT,

olIPs FRETIZ, BMI 20.0 keg/m’ AR ClE 5 B 4 23 1 ELINICHELE L TR Y A&

WP D> 7= (log—rank, P =0.02) DIZx LT, IPPFE B CTiLBMI 20. 0 kg/m’

Kt Cr>TH 6 BIF 3FIN 29T < AAF L, 5 B 2 BIANHE A2 T TH v (BMI 20. 0

kg/m’ DL EDREE AT H PRICHEZITRD )~ 7- (log-rank, P = 0.40),
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B
olIPs % """" BMI =20 kg/m2 IPPFE % ---- BMI =20 kg/m2
A BMI <20 kg/m? A BMI <20 kg/m?

{1 S
-I__L : e FhETR

1.0

L-- ‘|
0.8 ' 0.8 .
o\
0.6 " 0.6 -
# — . B K
ﬂtOA #tOA '
H P=002 H
0.2 0.2
P=0.40
0.0 0.0 -
0 200 400 600 800 1000 0 100 200 300 400 500 600 700
_ AFHR (B) | A FHRE (8)
No. atrisk No. at risk
2200 6 14 43 3 11 7 & 4 9 4 9 2 2 22 2 2 1 0
<20 B B 3 2 1 4 4 4 91 0 0 B 6B @8 3 833 & 33 21 1 10

5. BMI 20.0 kg/w’, %% b7 & LIZBRO Kaplan-Meier A 77 iR

SIS LAHTHEIY 2077,

A. oITPs i85, BMI 20.0 < kg/m” TIE 14ELINIZ 5 il 4 FIASSET L, P&
(log—rank, P = 0.02),

B. IPPFE ¥, THICAEZAERL (log—rank, P = 0.40), BMI 20.0 < kg/m* T

2T BRIV LB AT 5 2 LM TE QOB RGNS,

BMI, body mass index ; IPPFE, idiopathic pleuroparenchymal fibroelastosis;

olIPs, other idiopathic interstitial pneumonias.

d. 6 A TR
FiRE IR AR T 6 A THEEE 250 m 27 v b4 7 & LTENEN 2 B
PUlF, Kaplan-Meier {£& W TAFREIR LT, EREX 6 ITRT,
6 JoTEIAA THEESE 250m AR ClE, olIPs BETIZ 26L& 1 AU L TRV AE
\Z P %A > T= (log—rank, P <0.02) DIZ%FLC, IPPFE B& Ti. 6 WA TIE
Bl 250m A Cdro>TH 3 FIH 2 28 2 Far < AAF L, 9 B 1 BB E =T 5 Z &7
TETEY., 6 HHAATIERE 250m LA EDOREL X TTRICHBEAITRO o1z
(log—rank, P = 0.53),
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A B

ollPs g __SMWD=2250m IPPFE & __6MWD2250m
i % 6MWD <250 m il % 6MWD <250 m
: il Ak
0.8 . 0.8 - A—— \ \
0.6 e iew "': 0.6 '
'Iéi'l' kLt '|‘~’i+' s
Jtb0.4 {th0.4 :
H — #H [ —
0.2 0.2
P<0.01 P=0.53
0.0 0.0
0 200 400 600 800 1000 0100 200 300 400 500 600 700
_ £ FHARE (B) | £ EFHIRE (B)
No. atrisk No. at risk
25019 17 15 13 12 8 6 5 2 1 1 5 5 53 383 24944110
225012 21 A 0 3. 2 @9 2 b 22 2 249 1.0

6. 6 [ TEERE 250m & 7 v b A7 & L72BRD Kaplan-Meier AA7HI#E
ST S L<ITHTHEIY 2777,

A. olIPs B, 6 [ TREME 260m A Tl 2 & b 1T FELINIZFEL L, T
Y (log—rank, P < 0.01),

B. IPPFE B, TRICAEZARL (log-rank, P = 0.53), 6 ZyfHIATHIEE 250m
R CTh, 3 FIF 2 517 2 4R < ORMVAEAAZ L, BEAZT 2 2 LN TE 1D
AHITND,

6MWD, 6 minutes walking distance; IPPFE, idiopathic pleuroparenchymal

fibroelastosis; olIPs, other idiopathic interstitial pneumonias.

e. P/FLb

At R AT A T P/F B 300 miHg 27~ bA T & LTENEN 2 BETHIT,
Kaplan-Meier 5% AWCTAFREZ G LT, #EREZX 7 1287, P/F A 300 mmbg
FDYrE -, ol 1Ps BF TIX 7 HlH 1 BIOAMAEZ ST TV D3, 5 AiliE 1 LIRS
FETC L CE Y (P/F H2s 300 mmHg LA EORE L b THEICTEDED > 72 (log-Tank,
P <0.01), —JC, IPPFE & i, P/F He2d 300 mmHg AR Tdho T, 2 1 45
EVETITH D3, 2 RHVAEME L, WBHAHEZ T 2B Ao Ty | P/F
EEA3 300 mmHg LA EOO#E & bR TTPRITITA B LR O8> 7 (log—rank P = 0. 97),
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A B

----- P/F 2300 mmHg = -~~~ P/F 2300 mmHg

1.0 1.0
: S T— :
0.8 S 0.8 | (e
0.6 La. 0.6 "": \
4 ; 1% v y
Jtho.4 . {th0.4 S e
# L e -
0.2 0.2
P <0.01 P=0.97
0.0 0.0
0 200 400 600 800 1000 0100 200 300 400 500 600 700
_ A FEIE (B) | £FHFE (B)
No. at risk No. at risk
230014 14 42 12 12 8 6 5 2 1 1 6 6 5 4 4 4 3 2 2 2 10
<300 7 5 4 1 0 2 2 29 19 @£ s F o 1 o8

7. P/F F300 mmHg %47~ hA7 & LTZBEOD Kaplan-Meier A7 iR

RIFPEC S L <IFFTHYIY 2777,

A. olIPs 845, P/F Lt 300 mmHg A Cld 7 il 1 FlOAMIRAEZ 1T TWD 03, 5
BiE T EURNIZEC L TR, PEAEY (log—rank, P < 0.01),

B. IPPFE B84, THICAEZERL (logrank, P =0.97), P/F k300 malg Al
b, 2609 162N 2 FELL ORIV E L, MR CThH 2,

6MWD, 6 minutes walking distance; IPPFE, idiopathic pleuroparenchymal
fibroelastosis; olIPs, other idiopathic interstitial pneumonias; P/F, ratio

of partial pressure of oxygen and fraction of inspiratory oxygen.

f. DLco

AR A R Bk E AL C L FVC D3R AR 5 72 E1Z2IF Dleo 2NHE NGBS B3 5.
DLco DNHIEFTRE T & o T2 CTEIVEIL 2 BEZ A7) Kaplan-Meier 1% FVNCTAAE
KA LT, FEH2 X 8 12787, DLco ZHIETE 72 o 7- L, ollPs FBAE TITH
% 91 HH LRS00 1 BIAERO 3 B2 1L AELINISEC L TR Y . AEICT ifzz’»%
m-o7z (log-rank, P < 0.01), —K5C, IPPFE BETIL. 4 BlF 1 HITIEH D035,
T < AT USRI 200 T COV D EBEN RO TER Y . TRICEEZEITRE Woerbx
-7~ (log—rank, P = 0.16),

19



A B

% """ DLCO iﬂ“ﬁﬂﬁg % DLCO 5,3']%5[?3%
OliPs B& — pif miseri IPPFE B& — o0 merie

1.0 . {0 sknae s aasa s §
o :
0.8 ‘- i) 0.8 :

e  SE—— L]
0.6 X 0.6
5 Sy B e
+¢0.4 - thOA \
H'l A '-H'l '}
0.2 0.2
P <0.01 P=0.16
0.0 0.0
0 200 400 600 800 1000 0 100 200 300 400 500 600 700
. A 7FEAfR (B) | A FHRE (B)
No. at risk No. at risk
BIRE 17 16 15 13 12 & 6 5 2 1 1 4 4 4 3 33 3 2 2 2 10
THE 4 3 1 0 4 3 @82 2 2 4 13 1 97 10

8. DLco OMIEREZ K 5 Kaplan-Meier AE7FHlE

ST S L<ITHTHEIY 2777,

A. olIPs /¥, DLco ZHIE TE Mo /- HEDHT, 1 BlIAHER 91 A B & E/28
WDAELFELTWAD, 750 3Bk 1 SELINICAET LT 5 (log—rank, P<0.01),
B. IPPFE &, THICAEAL (logrank, P = 0.16), 4 B 1 F23 2 455 <
AL, MR Th D,

DLco, diffusing capacity of carbon monoxide; IPPFE, idiopathic
pleuroparenchymal fibroelastosis; olIPs, other idiopathic interstitial

pheumonias.
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AMFFETIL, DERFPSIEREMEIZ CIE P& TRIR 7 & S TE 72, BUL MKV, 6
T THEBENN L, Pa0, (P/F k) AMEUY, DLeo 2MAIE T 72 E W o 72K 11T,
Z DMORFFEVERVEMEIGR BB TIE T2 SR LT =3, IPPFE B Gl LT
BOLT, ZOX D IRRENEVEZTH, 272 0BG TEYAT L, MMl E c-
EVEL ZENTELAREMZ R LTZ 29 W T8N U HBR & LT, IPPFE
BEIITEAIARETH D Z ERHMEINTEY  (Watanabe, 2013), BMI 2MEWNNZ & H
BB FHETRTHRAL1T720 I W ENBEZ BN, Pa0, X, IPPFE OFHIT
I ZHEIPIER = TN D 2 ENERE STV D (Bonifazi et al., 2017) 73, @ HiiRE
FEOMESRAT 2 SN D BREX, L0 TLIRETHD Z EnEL | 1EkOBREDOR:
M E TR D TREME D E 2 bILD, FE¥stED PPFE (IPPFE) (ZRR & 9 & Misues
% 70 ENTRIET D IR PPRE FRE 25 O 7o CTlddh 275, 6 20 TREEED ]
FREOYE . PPFE BFIIMOMEMMER LD & TFRAIWVETIIMENH D

(Tanizawa et al., 2018), ABFZEDOFERAD, IPPFE A OHIZIL, EEIHEDME <
THREMAGFT 2 bOR—EORIE THET 5720, HlGT 5 & T LUVFERIZAR
% LBz BT, IPPFE BBE TIL, FVC DK FAE LS, WlEoEREY 245 2
EMEEE S TWD Bonifazi et al., 2017), RZAIENIREESZATFIEE OBAEN B>
T HREZN TN TS, HEMEOREREREC XV SEBIRF O B0 B RI5R  FTREME)S
B0 BT O L O TR R UIZ S WRTREMENE 2 Hivd, £7-. FVC MK
'L DLeo 23HIE TE 22N K 5 72 IPPFE FBF T | FEEROYLHEEI IR0 TN 5 ATREM:
DB Z BV, ZOGEITHERETHD Z E RN T EMBE LIS W 3B 2
DIz, ZAIVETHE SN2 IPF O T TRIKFIE, IR GHEF IZBRE L TR
Wiz, K0 ElEEZRRE LTS Z EHEWAECDERND LV, A5
THW= Yy MAZETH S BUL 20 kg/n’, 6 73FHIAM THAEE 250m, PLBHEEDHEIE A5
IE ENEFIUBED ST T IPF SRR EMER B TP TRIR - & LT
WS INTZBEOH v b AT #5332 LTD (Fernandez et al., 2018; DuBois et al.,
2014; Ikezoe et al., 2017.), P/F koA~ A 74E 300 mmHg 1%, HVVEETIEH
B3, PEROLMEEEDFUEEEZ2E L L7z (Bernard et al., 1994.),

AMFFED TPPFE FEF 1L 8 il & D7 b DD | HEka ST 24K BUL <CHIZRD R
WALZROTEY . Z 9 W o AT I O Sa Ml % <415 IPPFE B2 H 24T
ITEDEMCH D Z L AT TN D, 2015 AED TR BRE 2> Wi O il e
HEZL DL TUANAEY T —2 3 VBT, EXEORNDPEIFF CE 720 EE
I, BRAMEE L ST D, BERO RO BML 13ROI T L FHli S, £72 6
SYRAATIEREOIR TIZ Y B U T —3 3 VEEADIRT L A0 &2 S5 ATHEMED &
%o ARFFREOFER S, IPPFE JEFIZRBWTIMT L PHRARR TIEZR L, Mo
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KR EIRD 9 DAREMMN B 5 Z L PVRBR I NI T2, e & ENIET THESER
KT L1372 beneBEBx b, (HL, BEIGRIMSEEO—D>THLIED U v T
—a VREOFRER EIE, AFREOBRFINRICITE EN T LT, HEICHRRFTT S
VERH D,

AWFGEIZI1T D IPPFE JiEB 8 il %, ARPREMERVE MR BT D 29 Bkt LT 29%2
FEM T 5, ZAUT AIRO  SEHOMI AR & i T U 7= Y 205 6514 12 41 (5. 9%)
|2 PPFE 23887~ &\ 9 HiiEE<° (Nakatani et al., 2015) .usual interstitial pneumonia
(UIP) /84— %k o R MEARRHEREE R 110 B9 9 1] (8.2%) T PPFE 3887 &
T 5 (0da et al., 2014) EiTHE, KO EVEEETH S, T4 IPF 1233
B YU LERO BT X 0 IRBDSHIEIATRE & 72 > T & 7223, IPPFE |2k 220 F 358
DHIVTWRY, 2O EHIET 5 & FiOXG: & 72 5 TPPRE JEFIX AL |
IZEWEIG % D 5 TREMEN S 2 b,

i M EE N, FRERED 7= DI SN CE BB OFPEARRN T & #iE S
% (Nowak et al., 2018) 73, AMFZETIiL, FNFEIREDS 25 mmHg VA 2 s i)+
EEFET D &L IPPFE TIE 1 B, EDOMMOEFEVERVENERR Tl 2 Flos LD CThH
ST27, T E ORI CE R oz, BT, M MR s CofE
ThY ., ERCHBMI T AT 800 HUL ED%ITIE, —yrkhtim il T L
TWAHZ ENTRRIND, RN IR IB% O T4 & OMBIRHRE STl Y
(Diamond et al., 2013). IPPFE & O MR IR AR A C Ol e & il
R, BLOBMEEOTHRIL, SRS ERFHTH D,

AR T HS R D% AR EIGETHD Z L. JBEBIDIRNZ L, ZOFRERN
ZDOEELTOMBERREEE 2 K LTV D LIFR S0, 72 a7 <
B EMEHT « ZEBTIC L D TR OHEE b TARRE CTh o 72, AWFEDOHIE%
R DT OITIE, L KEBWR e 2k L FIFSE Ot 2 BN H 5, ZHET
IPF 213 U D & LR MR E MR DO TR IR FZ DWW T OBFFEIZIN A, IPPFE D T1%
RFAZOWT H s SaH TN D, LvL, IPPFE (Zxd 2 Al O R RE R
S TR TRIC RS U TR LA IS W Th D, A THRLIZZ &
< FHEDXG & 725 IPPFE BB I3 CII72WATREME A BIET D &, X B2 HAfF5ED
VBN 2R T D B0 THD EEZBND,
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[5E5]

BT, AR E MR IIE RN 1T B TR AR RIA 123, IPPFE FEFIC
BT, ST Lb TRICKIEIT, RIAEGFFHRORIINBEZ 52 ) 7o BB D —
TEHGERO DT T2, WIEBRIMEEL A28 25 Z L ~DOfEl a4t Lz, Lol
72736 IPPFE BBE Dttt DTN TIE, HRBIC S F & F o - 3SR,
FEFIRTIE, IPPFE BEE THZROE S| 70 EOFETHER I Y 77— g T
MZBd 5 Z EDNRE I TS (Yanagiva et al., 2016), =D K 9 |ZffifghEts D
ADL D\ RIZRZE5 2HIER H 503, Z AT 2 KBt 1 34 H i
72\, IPPFE BB OPERHE T o 2 RO /i AL M E ORGRERE S, (K BML oo, Jifi
B OUGE, Th~ORE, F 7 IRSERTEAE & AR CoOrmE (IMSERTRARC
1% R =D Frifizev s Il S5 ikt LT, AR TlE K —0ikdfF
FERAEREOD B BB HE IHE L~V CORBMEDM TodL, BHEMOZREIZ R 70350 3
b5) RGBT B Z LIE, IPPFE B Ot 7 i ) s s A S S 2 20
ThHY ., WEOEBO TR X 0 =R AT T 272 DICHETH D,

AWFFETIL, AFRIZ B GEREIRFEMERVE M2 6 LTt T S 7= 2 iE
Bl % SRR SERERRX D W /1% 15 CHIE L, IPPFE fB3E O T4 & R MRV R
H TR HZU N IPF B & il U Tt L7,
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[#F5EH51E])

AWFZEIL. W RPEFSGHEESIC L > THEEEZZIT AR I (KEES
12001) , TANZRIGE U2 ESREIC BT A fEikast) (S0E- TSl Lz, D%
PO PR D 8 F i Z BV CENEIURBER B S COAGREZ T, e BtG LT,

1-1. M3

AMFFEIL, sk ILETO% A BIEEIFFE O CHME LTz, BRI 75T
Rl FEpfiiax & LC, HARENOMBAERE SR CRBRORK T 5@ b,
[ (LR FHRbE, B bR, ST, WHERRbE, THER
TR, RISRTFIRPL, MR FEED) ([CH 2L, BRI Tl
42 TPPFE 35 L OY TP (2% U CHEA T ST IR ERERNC DUV T, BHERIZ DOBE T
— R BT INTBLOMBINT NOIE L, %IRRT 21T > 72,

1-2. WHExgeE ORE ik

HAEIN DIt E itiax HEa 230 T, AR THID T e, T <17 1998
10 D5 2018 426 H £ TORNIC, 20 &L o> IPPFE J6 L ON IPF (25 L CHfifg i 2
MAT LIz AERI 2R & Lic, 2015 SELARRIIAITIZ Fo1T D ML AR D PRI
IPPFE EEILTWD T2, Khiiax DAL ZE B TORMiERICEE S &
IPPFE & TPF (Z53E LT, 2015 FELIRTOGEGNE, Rt Mz 23 L Cllig i)
MEAT ST 225l %, TREOBWIENEIZIE, Shix CHE B L - MEass VR EE S L
VIR ERNETEERI R D Wil K 0 £ 5 #HI9IZ TPPFE & TPF ICHEEHE LT,

1-3. HREDOER

IPPFE 1% 2013 AEIC[EBHAIZ & 6D iz iz, FNLARNIEGR, FiBE A il T S
ToAERBIIE, IPPFE & Z DRIV MM & 2 BRI XX B AT 7w VATHENE
ISV, FE7-. IPPFE ORKEEUEIL, 2018 4RI TRk SN Z BRI =2 ok o
ZUF2N, 1E- T, AWFFEZIW TR, 2016 LRI S IERNIE, [OfiifshE
WISEHNZE B2 COMRTRZMHE RIS it L, OB HERF O T O EES I ©
b FJE 72V iEf A IPPFE & 9%, 12015 4EDARTIZB Sk S U7=JEFl L, [(D2012 4E1Z Reddy
HAEE L2 Reddy et al., 2012) 2552, WA REIT SV R MERTE
PERRZR D 5 6 iR CT CHRAZ FEEICHIBANE & B T OO 2380 5 & LTF
JELRWbOZHH L, QOB ERF ORI OIRERERS T &2V iEfs| %z IPPFE &
T5.) LEFR LU TR TG « BT 228 & Lie, AFZE T
IPPFE (ZRRE L. —RVMED PPFE (FFRAM L7z, IPF @OF2Wrik, ATS/ERS/Japanese
Respiratory Society/Latin American Thoracic Association ®7EF% (Ranghu et al.,
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2012) NEL BN TNWD, T772bb, 1. MOREMREZRNT S, 2. S
it ERR 2 Hf T L CUORWEESTE, UIP /X% —2 % HRCT T 5., 3. SEHitiERm %
MEAT LW D551E, HRCT & ANBHIIITAERR CORWRELCRESIIFT AR 5, 2551
Ffiag THRFA LT,

1-4. T—XWEDTFL

PUFOIEBIZHOWT, Kl O YL ERN RS ORMGLEk (BT, 2E~RT
—HR—R) MHT—HEIEL, REE (/8L T7 740 IATEITST,
(1). ARG
FEhiiak, 2Wrd. MR, IR, i L OVt LY A B U R

=

=

(2). TR

AAga AR > F U —2 (JOT) BERFE R, JOT RERFFAE, FIMERTATE, BMI
(HENFHR) . MR, BAER G- ORI, 7 AYLXNL ABOGHE, 2T 01 R

JEOAME, FOHLIE (BT 2= Ry, =0T X =7) ERBOAE, <Ko,

MIEIRAE DA, 6 A TEREE, FIAEIRE

(3). FAIEH -

FAH . FAHA IRl ICU 1B R, BBEH., BRAEFMERH B LN Ehb ik

2 UT-FRERrREIR] . ICU AZEHARM ., ABTHIR]. A Hiiaikisi, 5N, £72. H

ARE L ORISR 2D L U A N 8GR 5 % 22, JOT ek H Zfd L. B

TR A5 LT,

(4) . Iz

Wse e G- OF M (Iirfk 3 NH KRR, % 6 22AWfR) . Performance status (PS) (fi

% 3 AR, 14 6 2 HIER) . RE (i 1 ARe) . BMI

(5). FPIRHSRERRAY -

FVC, FEV,, FVC/FEV,, TLC. DLco, DLco/V,, BL O ZNENDOTFHNEIZRT HEIE,

ZTIVERL, JOT BRERRE, T4 1~3 A | iTtk 6 22 H ., g 1 4R, itk 2 45, Tivf% 3 4F

RS COfEZNEE LTz, ENENO T RIS 2EIGICB LT, #liiak TOFHA

ROERZMIET D720, BAMRZIRFRIE D BRD AL 1 75 NEUEEIZEST

HAT—HKA KN (Kubota et al., 2014) ZZPRL., IUE L7ARAEED S LMS {5 TRt

B L7, DLco LN DLeo/V, DFHIEIL. Burrows H®D=. (Burrows et al., 1961)

ZERL, R L7z, TLC OTHMEIX, HAMERER Pt PR P2 B 2 O RGIR T

REMATEREAYENE OF v (Fm) , 1988) Al L CRHR L7z,
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(6). Mzttt (CT 2 KEITHIE)

JOT %63, IRERIT, 764 1~3 2 H . itk 6 H . itk 1 45, itk 2 45, ik 3 ARh%
FUCORIERDHIBEE, FEAREN DO KRATHERE R O O (MZFRTHEES : APDT/ =l
BEEE : TDT Bb) % BDROFETHRE Lz, (K2 : F58),

2 (F48) : Bz FEE (APDT/TDT kb)) & HiE

2-1. fEATEFHROTLY Hou - EAAL

FRATRA LI BT 7 A /Ui, BERA 72 EOE =) B8 2 HEE80]T
T OHMIEENT, BEALSNINFEROLDSAT — N v 7 & SRS Tt
ST, BEHCBR L, ik OEA 1D &iak =& Ol LE S 2T EE 1D
ZEN0 T B ID EBRER DAV T - BB RS & ORRFIT OV TIIAA Sk
VER% « EHLS =,

2-3. FHAFREICEE T2 Fhex

AFRER OB BTz > TRZR L 72 5 BF IR L AR BB ORIE 255 = & 13K
HCTH T2, Bm— L= ETABFEOE 255 L, BRRIZFE L22WGETE
AT A, A7 T MERE L,

3-1. WeRTHFRIMNT

WEHEATIX P V7 o =7 (version 14; SAS Institute, Cary, NC, United
States) Z W TITo 72, B, RITBOTIEPYE & &P, 2 EFE (%) ZHW
TERIL LT, 2 oz, Mann—Whitney U test & L <X student t—test &, 43
fizkat Uz ECEUNC Wz, 17 TV —Z25 DL, Fischer exact test &M
Nz AATFHAR OFEHTIZ VX Kaplan-Meier fifgz FHWTC, 2 BEOLEERIZIE log-—rank test
Z Nz, SHIRO & 2 ) 72 Bt AR DO B LD HERIZ I, paired t—test Z Vo,
FEAERT O KT DA D TR ~DFEOfRFHIIL cox proportional hazard model
Wz, BB AE T2, BIEMIRITIZAF L T plix, fIHE10 & L, @
fRRE 2 VT, P<0.05 2478 L Lo T,
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[ﬁ‘*ﬁ‘%]

. BB

IPPFE £845 31 3], TPF B35 69 FlDEFT 100 flaxt5 & L, B a2 R 3T,
IPPFE #£CIE IPF BE & bl LT, AEICKMEDN %< (58% vs. 28%., P < 0.01), BMI
AMEL (Bl 16. 7 vs. 22.6 kg/m*, P <0.01). KHMIOBENEEIZEL )T~ (52%
vs. 26%, P =0.02), £7-AT A NMERENSEEIDR) -T2 (52% vs. 76%., P
= 0.02), NEREEETHMBILARER COMMET R Y 7 AFRATF R BNP) BAHEIC
E < (Pl 25.9 vs. 13.8 pg/mL, P =0.01), > 7 /UALBEFUR KL-6 (KL-6) 234
BlE o7z (PRl 972 vs. 1790 U/mL, P < 0.01) 28, ffir—7 727 %> 7 n
TA 2D (SP-D) IFAEEEZRDLRN-T (FIAE 217 vs. 297 ng/mL, P = 0.19),
SEHINFERRIE (X TPPRE #E CH B~ 72 (P9l 17 vs. 23 mmHg, P = 0.03) & D
O, s EEOFE (EZ : FHMENE 25 mlg LA ) TIIAEZEZROR)-
7o (25% vs. 45%, P =0.22), FERASRERAS ClE. %FVCICHBEAZRO7R0 -7 (R
JHF 35.8 vs. 43.0 %, P=0.11) HOD, 1@4 IEEICED -T2 (95 vs. 88.6 %,
P =0.01), ZAUZ IPPFE DK Td o Fsitpinel=S 27~ 9" FVC O T2 FEV, DK
TIZH L TEETH A Z L2 L TWA EF 2 bV, MERO R bE % i
SRHERELL « APDT/TDT i, IPPFE BECH BT )~ 72 (P9 0. 501 vs. 0.569, P <
0.01), MFEMRAR TO, FHEIMIZIXMEE CHEEZRORD -T2 (461 vs 593 H,
P =0.16),
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BEER IPPFE (n = 31) IPF (n = 69) Pvalue
Fhn (4] 51 (28 - 60) 55 (20 - 64) 0.06%
i 18 (58%) 19 (28%) <001
fBEAmFZAE 18 (58%) 42 (61%) 083
A IR AE 12 (39%) 26 (38%)
AR B+ (A RMiFS 4B 1(3%) 1(1%)
(gl
[kl 20 (65%) 31 (45%) 007"
Al 11 (35%) 38 (55%)
riiAr [A] (RX3ERMFEAE) 461 (58 - 1161,n=18) 593 (5 — 1460, n = 42) 0.16*
BMI [kg/m?] 167 (114 - 28.2) 226 (126 - 322) <001*
SUDELEE 16 (52%) 18 (26%, n = 68) 001t
BHRmEY 7 (22%) 7 (10% n = 68) 0.13
iR RERAERY 8 (26%) 27 (39%) 0.19
ATOSMNMERERY 16 (52%) 52 (76%, n = 68) 001t
FAR)LF¥O—THY 3 (10%) 7 (10% n = 68) 0.92
BERERY 14 (47%, n = 30) 45 (66%, n = 68) 007"
BNP [pg/mL] 259 (2.4 - 4958, n =22) 138 (2.1 - 1898, n = 55) 001%
KL-6 [U/mL] 972 (229 - 4866, n = 30) 1790 (263 - 6267, n = 68) <001*
SP-D [ng/mlL] 217 (18 - 623, n = 14) 298 (84 - 961, n = 39) 0.19%
irATE R 5 HY 26 (84%) 64 (94%, n = 68) 0.13
6 7 fElA>1TERRE [m] 280 (10 - 625, n = 23) 245 (26 — 645, n = 61) 0.93%
FIRHEIARIE [mmHgl 17 (10 - 42,n =16) 23 (9-45n=29) 0.03*
fismEEY 4 (25%, n = 16) 13 (45%, n = 45) 0.19""
APDT/TDT Lk, EEFH 0501 (0.391 - 0.693, n = 28) 0569 (0.381-0772,n=61)  <001*
WG I IR REARE
%TLC [%] 53.1(260-739,n=19) 487 (17.7-106.8, n = 46) 0.66*
%FVC [%6)] 358 (169 - 806, n = 27) 430 (125 -982,n=67) 0.11%
%FEV; [%] 410(192-773,n=27) 470 (11.8-94.1,n=67) 0.16*
FEV:\/FVC [%] 95 (51.3 - 100, n - 27) 886 (62.1 — 100, n = 67) 001*
%DLco [%)] 436 (09 -600,n=17) 24.1 (1.3 - 1054, n = 45) 0.17*
%DLco/Va [%6] 593 (37— 1131,n=17) 474 (89 - 1042, n = 44) 0.28*
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o @) . b LI (%) TEELTWD, MT Mann-Whitney U test, i
Fisher exact test V=2 & &R,

%DLco, percent predicted diffusing capacity of carbon monoxide; %FEV, percent
predicted forced expiratory volume in one second; %FVC, percent predicted forced
vital capacity; %TLC, percent predicted total lung capacity; % APDT/TDT, ratio
of anteroposterior and transverse diameters of the thoracic cage; BMI, body mass
index; IPPFE, idiopathic pleuroparenchimal fibroelastosis; KL-6, Krebs von den
Lungen—6; olIPs, other idiopathic interstitial pneumonias; P/F, ratio of partial
pressure of oxygen and fraction of inspiratory oxygen; PaCO, partial pressure

of carbon dioxide; SP-D, surfactant protein D; V, alveolar volume.

2. EAEIR ST

IPPFE B & IPF BEZNENOMRERE% DAEFHIRNC DUV T, Kaplan-Meier 5% UV
TR A X 9 1", AWML, IPPFE B & IPF BE L THEZEITERO 2R
7= (log—rank P = 0.66),

1.0

P=0.66
0.2 memmmmmsmme-
0.0
0 1000 2000 3000 4000 5000 6000 7000
No. at risk EE'T?IHHFEE (El)

IPPFE: 31 15 10 7 4 £ 1
IPF 69 40 12 5 3 1 1 0

9 2AGHM (Kaplan-Meier 1£), AUISELT S LITFTHUID 2787,
IPPFE 34 & IPF B & CRAEFHMICAEZ72 L (logrank, P=0.66), IPF,

idiopathic pulmonary fibrosis;

IPPFE, idiopathic pleuroparenchymal fibroelastosis.

WIZ, BFEIRAE, AERIREIC 0T CENENAEIER oM 217 - 72 (X 10),
WEGBIOEFHM &, IPPFE B, IPF BECHERZZ O o7 (IMFERiRAE, P =
0.31; ZRHiHE, P = 0.18),
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A A FERmIEAE B EARITAE

1.0
= — IPPFE
0e 1 o === IPF

0.8
2 0.6 0.6 ",
B L
ﬁ 0.4 0.4
02 T P=0.18
0.0 0.0
0 1000 2000 3000 4000 5000 6000 7000 0 1000 2000 3000 4000 5000 6000 7000
H
o IR (B) Mot ik H1FHIRY (F1)
IPPFE 18 5] 4 1 0 IPPFE 12 i) 6 6 4 3 1
IPF 42 25 6 3 1 1 1 0 IPF 26 14 6 2 2 0

10 2AEFHIM Kaplan-Meier ¥£), sUISET S L<IFFTHUID 2777,
A. MFERRSAR, B. AR

IPF, idiopathic pulmonary fibrosis;

IPPFE, idiopathic pleuroparenchymal fibroelastosis.

3. MiiFsAET% ORGE O ik
a. FiifshEt% OlislF, ADL DLk

iR % DERIF O i 2 3% 4 1R T, IS EZ OSEIRIL, chronic lung allograft
dysfunction (CLAD) A3, IPPFE &£, IPF BEOWT N ThHEbBEH -7 (3%), FOfth
DOFERNZIE, 2 WHENEInE, ez X228, HiEEHm, MiteZEeiE, e
HERH ., ARt NI FEEES EAEAL LD, FRAIAREADS 3 filE Eie,

Wte DA TR OFEEE & U CHERIREEE (ICU) eIk, ABE#ifH], et f
2L U=, £7o. e ADL OFRFEL U<, FEmBEHEHOAHE, Performance
Status (PS), BMI Z bz U7z, ICU iEI L, IPPFE B CAHEICE < (FFE 15. 5 vs.
10 H, P<0.01), J\B%ﬂ;ﬁﬁa% IPPFE B CHEIZE -T2 (99 vs. 66 H, P <0.01)

. IEBE OB BRI - T (3% vs. 9%, P = 0.43),

ﬁ #% 3 A H#,ﬁ“(@ TFERFEOATE (1T%vs. 16%, P=1.0), PS2 LA EOEIE (41%
vs. 2%, P =0.23) IZHEZETIR LN -T2, itk 6 HRERTO, f%ﬁw\\ H
M (17% vs. 15%, P = 0.76), PS2 DL EOES (30% vs. 17%, P = 0.25) IChHEZE
XA o T2, it 1 AR To BMI 1, iFRFEERIC IPPFE BECAEL JE_E#O 7=

(FrofiE 15.5 vs. 21.2 kg/m’, P < 0.01),
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24 s o br,

IPPFE (n = 31) IPF (n = 69) P value
IcU w7 AR [A] 155 (5 - 93, n = 30) 10(2-72,n=64) <001%*
ABeHARE [H] 99 (33 - 427, n = 30) 66 (27 - 549, n = 63) <001%*
HEERFR
BHEE%RIMNA.E 5 (17%, n = 30) 10 (16% n = 64) 1t
BlE%keMNA.H 5 (17%,n = 29) 9 (15% n=61) 0.76"
Performance Status
BHE%3IMA. 2 E 12 (41%, n = 29) 17 (27% n = 63) 023"
ke MA. 2L 8 (30% n =27) 10 (17%, n = 60) 025"
Body Mass Index
BHE% 1 F ke/m] 155(9.9 - 20, n = 24) 212 (13.1 - 266, n = 50) <001%*
TERE3E 1(3%) 6 (9% 043"
= A 12 (39%) 27 (39%)
BIEMERET 2 2 (17%) 3 (11%)
aitieke 1(8%) 0 (0%
CLAD 3 (25%) 7 (26%)
REE 2 (17%) 6 (22%)
EtES 1(8%) 4 (15%)
PTLD 0 (0% 1(4%)
ZDith 2 (17%) 6 (22%)

o @) . b LI (%) TEELTWD, MT Mann-Whitney U test, i
Fisher exact test ZH\ /== & ZRT,
CLAD, chronic lung allograft dysfunction; ICU, intensive care unit; PTLD,

post—transplant lymphoproliferative disorders.

b. FEAEZD BUL DZEAL,

AT OMIF% 1 45T BT OZA b &Rt Uiz, FEt#ioHTi2id paired t-test &
FHUN=, TPPRE HBREEIE, 1% 1 4500 LT, Al & bbfs LT BMI 1XEHE LT e
7~ (BHAEERT 16.5+3.2 vs % 1 4 15.6+2.5 kg/m?, P = 0.08) (X 11), MFE
TR ZRRAE L CRbT L C b, FBRERT & i LT, FifAE % 1 AR CHilE LTV ens
7= (BHEERT 16.8+3.5 vs fiif% 1 42 16. 1+2.1 kg/m’, P = 0.30), AAAHiAEIC
BRIET 5 &, itk 1 AERGEIEAT, ATERT & s L CBML IZte LAIK F LTV (B
FHIERT 16.0£2. 7 vs 14.2+3.2 kg/n?, P = 0.01) (% 12),
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26 —— P=038 ——
24 -
22 5
E 2 TTTY - PF
2 18 _ 5 n =50
S 16 ]
m
14 —— IPPFE
12 P =008 i
10
T HEE A itk 14

X 11. BRI O BUL D2 b, © 7 — = 3HFERAEZ =T,

IPPFE FE 13, 7512 1 AR08 LT o, IR & bl U CIREIERE LTy (Rl
[ELAT 16. 53,2 vs itk 1 45 15.6£2.5 kg/m’, P = 0.08), IPF BEIL, Hiflinb
MR 72 BUL ZA4fRF LT D,

BMI, body mass index; IPF, idiopathic pulmonary fibrosis;

IPPFE, idiopathic pleuroparenchymal fibroelastosis.

A FX ZE A% 48 B 4 R FSHE
2 o pogot — 26 P=0.37
26 , .
—p=001 " 24 -
& «— P=073 »: 29
g e R i P
%_) 20 =31 20 4 ===- |PF
= 18 “—— P=027 —+f— P=030 — 18 n=18
Z 1 — IPPFE 16 '\
14 n=16 14 » —— |PPFE
12 P=005 12 - n=7
10 : ,
ST B4 BIBE  BERIE 10 - )
B 2 TEHEERT BHERIE

12. =SB DORAfRT% D BUT D2 b, =7 — N \—3EEFEAELZ R~ T,

A. BHFERTFEAEERSE, TPPFE FEEIX, itk 1 ARl L CH . vl & bl U CIRE
B8 LTy (BBREERT 16. 8£3.5 vs firfg 1 4-16.1+2. 1 kg/m’, P = 0.30),
IPF BB#EIL, iRT2> DS 7 BT Z#ERF L5,

B. AARNifEAEAEE, IPPFE SBE Tld. Iirf% | AEREEIRE ST, ARIERT & Ebifge LT BMI
IR F LTV (RBHEERT 16.012.7 vs 14.2+3.2 kg/m’, P = 0.01), IPF &
V%, P2 DR 7 BMT 2R L T D,

BMI, body mass index; IPF, IPF, idiopathic pulmonary fibrosis;

IPPFE, idiopathic pleuroparenchymal fibroelastosis.
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4. WELEEREOHER,
a. BEE

ITREHERT, BoAfith 6 22 H . 14, 2 EOMERBERERAE OHERS 25t L7e, #EtafE
MriciZ t—test & L <X paired t—test Z AV /=, %FVC. %FEV, DHERE A X 13 1”7,
IPF FBECIL, %FVC, %FEV, & H12, BT X 0 BBAl# 6 /A CTHEZRUEZTED (YFVC:
45.1+14. 9% vs 65. 616. 8%, P <0.01; %FEV, : 46. 615. 5% vs 63. 7£18. 7%, P<0.01),
TRl 2 A5 CHERF L QU 7z (FVC : BT 45. 1+14. % vs Btk 2 4F 70. 8+18. 7%,
P < 0.01; %FEV, : F&A#R(T 45. 1+ 14. 9% vs Atk 2 4 70.8+18. 7%, P <0.01), —
IPPFE B CIL, Bhlnn & bl L OB M 6 1 H CTleEa 3887 (%FVC : 36. 9117, 2%
vs 48.4+17.5%, P =0.03; %FEV, : 39. 3415.8% vs 52.9+17.7%, P =0.04) HDOD,
% 2 FFR0E 9% & | IPF & ol U CleBsRIZ 780V U, BohiEii% 2 4 TOUEVC, %FEV,
& IPPFE SR8 IPF BB L N THEIKE TH - 7= (Bt 2 42%FVC : IPPFE 52. 0
+20. 0% vs IPF 70.8418. 7%, P < 0.01; f#f% 2 4E%FEV, : IPPFE 49. 7419. 1% vs IPF
67.1£19.1%, P < 0.01),

[EREIC, FEV,/FVC (1 B3R) . BLUUDLco (IZOW T bHEB AT L (X 14), 18
KL, HETIH M OREREREEE A Sk L C IPPFE 513 IPF R L0 b MEMIC S
572 (92.3%6.9% vs 87.7+7.8%, P = 0.06) 73, BHEAIIMRA LT L, Hsiko
FEREREE DUEZ R IHAN L ST, %WDLlco (X, Vo 7 VHIVD I Btk 1 4%
TORET & 72~ 7=, BAfRTIL. IPPFE B8 D723 IPF 8 X 0 $%DLco (MR- Tz

(37.1%17.2% vs 26.0E14.5%, P = 0.04) 25, IPF BBREIIRBNEE 6 7°H THEIZEK
Taor LTc (FHERT 26. 014, 5% vs BA#f% 6 72 H 52.6£21. 0%, P<0.01), —/ T,
IPPFE B CIIBAEML IS IAITRE8D D b O ORI & AE =72 < (B
37.1+17.2% vs Btk 6 77H 47.2£20.1%, P = 0.08), FAEE 1 FHFA CTD%DLco
1% IPF BE O BEBFETZRD NS ODOEMEIZH - 7= (IPPFE 47. 424, 0% vs
IPF 53.8+19. 7%, P = 0.42),
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A %FVC @ & B () %FEV1 : &35
100 100

P<0.01 ) ——————— P<001
20 . 90
80 . P<ool , P<001 s . P=o04 , P050 -
0 P<00l et T o P<001  e— YT
60F L e e 5 pF 60 S IPF
o Voon=42 S n=-az
280 o e o 50 i
:\'5 40 35 IPPFE ; 40 IPPFE
30 ,5'_ i n=13 30 n=13
— = P=0.09
- — P=0.97 -
10 10
P=003 P=0.11
0 0
THAERT FBIEROMNA BIERIF BEREF TEAERT BIEROMA BERIE BERIT

13. FEHERIZDOUEVC, %FEV, D2k, T T — "—MEEFEEZ R T,

A. %FVC D%k, IPF TIIRHERT & e~ AE 6 20 H THEIZWFVC 1 3dGE L T D
(45.1+14.9% vs 65.6+16.8%, P < 0.01), IPPFE THUFVC I3FEAERT & Al

%6 HTHEICSEL TSN (36.9+17.2% vs 48.4+17.5%, P = 0.03)

DOEWRIIELS . Bl 2 4ER0ET 5 &, IPF &l 2 LiERICENBIX . Bl

% 2 FFOWVC | IPPFE THEIZIRETH - 7= (IPPFE 52.0+20.0% vs IPF

70.8+18.7%, P < 0.01),

B. %FEV, D2k, IPF TIIRBHERAN & BAEfE 6 72 H THEIZWFEY, [Tk L T D
(46.6415.5% vs 63.7%=18.7%, P < 0.01), IPPFE THEBHERTE BHE 6 2°H T
ElIZSEL TS (39.3+15.8% vs 52.9F+17.7%, P = 0.04) 723, Atk 2 4%

9% &, IPF & d 5 & iR c 203 B & | BhET% 2 AEO%FEV, | X IPPFE THE

KB C& > 7= (IPPFE 49.7+19.1% vs IPF 67.1+19.1% P < 0.01),

%FEV,, percent predicted forced expiratory volume in one second; %FVC, percent

predicted forced vital capacity; IPF, idiopathic pulmonary fibrosis; IPPFE,

idiopathic pleuroparenchymal fibroelastosis.

35




A o FEV1/FVC : 28 % B (%) %DLco : 2HBE
100 T P=013 - nl 100

o i p=057 P=014 - 90 P=015
2 i 80
% = — 70 T i
(>) 85 o 2 IPPFE P=008 i
r s n=13 g% D I 3
T 80 i Ss T 0 pm=====ee= S IPPFE
i ki o 3 =12
w7 PF x40 3 @ n=
70 ni=42 7 [ _ =
20 B iq— P<001 —» IP_F 34
N L ] 10 ,i s n=
i P <0.01 . P <001
FEHE AT HiERENA BHERIE BiE®RIEF k=2 LT FHEEs, A BAERIE

ﬂ 14. BRHFIZ D 1BV, UDLco DAL, =TT — \—|JHEEHE(FAEZ T,
1 PR b, BAERTIZIZ IPPFE BEF T IPF 2 L0 & W MEmIcH - 7=

(92. 3E6.9% vs 87.7H7.8% P =0.06), BhtkiL, 1 BRIIE T HHMIZH
0. PEMHREESEGR L CTE WD I EDVRIE I LD,
B. %DLco DZ{k, #ARiiL, IPPFE BBE D728 IPF B L $%Lco IHR/- T
7= (37.1%+17.2% vs 26.0+14.5%, P = 0.04), IPF BE&IIBHEE 6 7°H THEIC
xR LT- (B4R 26. 0 14. 5% vs BHilit% 6 7>H 52.6+£21. 0%, P<0.01), IPPFE
B CIIBEZ I CSEHEAI TG 2 b OO A EL 21T < (BAERT 37. 1£17. 2% vs
Behit% 6 22H 47.24£20. 1%, P = 0.08), At 1 4FRERClE IPF BE OY%DLeo 73
IPPFE (% L 0 & MEMIZ & - 7= (IPPFE47. 4+24. 0% vs IPF53.8+19.7%, P =
0.42),
%DLco, percent predicted diffusing capacity of carbon monoxide; FEV,, forced

expiratory volume in one second; FVC, forced vital capacity; IPF, idiopathic

pulmonary fibrosis; IPPFE, idiopathic pleuroparenchymal fibroelastosis.

b. MfTiEAE A

AIFTE CII A BE ORI ASRERA 2 it L7223, e & MR & D,
Fr R CUEmIATRAR 2 0 & FERASRE DU TR S AL 5 AIREMENN S X BT
MR I T IRE U TR L7, RERA X 15 13, S nIfmicid ttest ?b
L< & paired t-test 2\ /=, BHERTIIUFVC, %FEV, 3£\ IPPFE BB L. IPF & T

BRI T2 (WFVC @ 37.7+19. 8% vs 40. 2+11. 3%, P=0.67; %FEV, : 39. 8
+18.2% vs 40.613.0%, P =0.89), BiE% 2 FF0RT 5 &, i\%\%’@@*ﬁ%kﬁ
FRICHIRED U ZIT N E U, WFVC, %FEV, & % IPPFE BBEIIAEIZ IPF BE LV HIK
fEC& 7= (%FVC : IPPFE 54. 3+20. 9% vs IPF 74.2+17.9%, P = 0.01; %FEV, : IPPFE
50. 1420. 5% vs IPF 68.1+19.6% P = 0.03),
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A (%) %FVC : WlhiF&iE B (%) %FEV1 : WfhFEHE
100 100

P<0.01 ) ——— P<00] ————————

90 80 .

. . P<oor . P00 a0 _ p=ops | Pr0A ¢

70 T

60 g pF
&) i n=17
= 50 Q —
s a0 IPPFE

30 , n=10

> P=0.87 P=10.06 b S—— P=023 P=078
20 P=0.15 20 P=011
10 10 h
P=008 P=019
0 0
BEEM  BE%N A Bitk1E BiEE2E FREEAT RO A Eo2itakd Blatk2s

15. WINTRAARRTZDWEVC, %FEV, D2 b, =T — N—|3EHEREZ R T,

A. %FVC D2 b, BAERNCIXMEE CHEZEIT/R)~ 72 (IPPFE 37.7%+19.8% vs IPF
40.2+11. 3%, P = 0.67), BAH% 2 F0MT 5 &, SGERIZENBIE, IPPFE #ED
FFIMEBNLIAR A > 7= (IPPFE 54.3+20. 9% vs IPF 74.2+17.9%, P = 0.01),

B. %FEV, D2, FHERNZIZMEE CHEZ L7270 > 7= (IPPFE 39.8%18.2% vs IPF
40.6+13.0% P = 0.89) 23, UGERITENH Y, Bhitk 2 4TI, IPPFE #EDF
DMENLIZAE L 72> 7= (IPPFE 50. 1+20.5% vs IPF 68.1%+19.6%, P = 0.03),

FEV,, forced expiratory volume in one second; FVC, forced vital capacity; IPF,
idiopathic pulmonary fibrosis; IPPFE, idiopathic pleuroparenchymal

fibroelastosis.

5. MagdRmFEEDZH L

IPPFE 8350 APDT/TDT Lh DOFAER% COEAb A HET LT, FE PRI IZ I paired
t-test &V 7z, Bl & el L, Btk 6 2 A CAREICSEZ R Lz (0. 477%0. 07
vs 0.506%0.06, P <0.01), FEAH% 2 Gk L CTh, BAHATE Hlge U Tl iRy L
TU= (0.477+0.07 vs 0.503+0.07, P < 0.01) (X16), #r=BIcHET2 &, M
FEATREAE CIIAERT & thie L TR 6 22H CHRICEEEZ R L (0.498+0. 07 vs
0.5200.06, P < 0.01) FAff% 1 FFCTHHERF LTz (BAFRT 0. 498+0. 07 vs A
#% 14£0.52120.06, P < 0.01), —H5 T, AEERIEHETIX, BhEand i L CBhE%
6 7> (0.502+0.07 vs 0.514+0.06, P = 0.31), Btk 1 4 (0.502+0.07 vs
0.502%0.06, P = 0.97) WINbHEREGELZRDO TR0 Tz (X17),
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3L

————— P<00 —m8

0.58
0.56
0.54
0.52
05 b = IPPFE
n=17
048 o Bit:6
= P=0.49 ZE 11

0.46 P=0.1

P <0.01 —
0.44 > -

APDT/TDT ratio

042
0.4

BIEERN  igiggend BERIE  BERE

16. IPPFE f5 D APDT/TDT LhDZEb, =T — S—HFHERAZ T

Tl & bl U, Bhlt% 6 20 A T EICSE 21 (0. 477%0. 07 vs 0. 506+0. 06,
P <0.01), ZTORITBUTNTROBE L, BAE#E 2 e LT, Blibai& tige LT
UEELAHERF L CvD (0.477£0.07 vs 0.503£0.07, P < 0.01),

APDT/TDT, ratio of anteroposterior and transverse diameters of the thoracic

cage; IPPFE, idiopathic pleuroparenchymal fibroelastosis.

A B ZE i B (R AR
0.6 0.58
r P<0.01 Y
0.56
0.55 0.54
.% -% 052
= TTIPPFE\Z g — — IPPFE
Eo.s n=14 ja] 048 n=11
= BiE:6 ,'E : Bik:2
o it 8 Q 045 — p=031 » |+ P=005 » =9
< 045 < p44
0.42 P=097
oz BIEEA  BE®NE BRI U mmmm BEEENE  BREEZIE

17. =8> APDT/TDT b2k, =T — — |3 REZ T~ T,

A RMFERTREAE, REAAT L i U TR AESL 6 70 H CHREICSGELZ R L (0. 498+0. 07
vs 0.52020. 06, P <0.01) Atk | FECTHHERF LT D (BBHAT 0. 4980. 07 vs
Fhitit% 14£0.52140.06, P < 0.01),

B. AERITREAE, FEAEAT & bl U CRBRER. 6 72 (0. 5020. 07 vs 0. 5140. 06, P
= 0.31), Bl 1 4 (0.502+0.07 vs 0.502+0.06, P = 0.97) W bHER
UEEATRD TR,

APDT/TDT, ratio of anteroposterior and transverse diameters of the thoracic

cage; IPPFE, idiopathic pleuroparenchymal fibroelastosis.

38



6. HOEROD R & REREREOFEES

IPPFE &2 331) D1ft% 1 AEME 5 CoD APDT/TDT b & PR RERR AR 0D BAR I 454 2 (X
18 1273, %FVC (P=0.03, R?=0.19). %FEV, (P=0.04, R*=0.18). %DLco (P=0.03,
R* = 0.25) FAEHUTIUNT, APDT/IDT & DFFVFEBEIA - H 7=,

A n=25 B n=25 C n=20
%FVC P=003 %FEV, P=004 %DLco  P=0.03
r=0436 r=0.419 r=0.499
R2=0.19 R2=0.18 R2=0.25
100 : 100 . 100
90 . 90 90 s i
80 . 80 : . 80 :
70 . 70 - . . 70 . =
60 ¢ * i MW 80 . . 60 .
50 .. 50 o . 50 - e
40 1.2 T4 40 — -, p
30 - . . 30 P . 30
20 . 20 . 20
10 10 10
045 05 055 06 045 05 055 06 045 05 055 0.6
APDT/TDT ratio APDT/TDT ratio APDT/TDT ratio

18. APDT/TDT & A&-MPRASRED HENFHTIC X HFHEIRILR,

A. %FVC, P =0.03, r = 0.436, R* = 0.19 OF5\FHEEN A BT,

B. %FEV,, P =0.04, r = 0.419, R* = 0. 18 D55V HEAR A BTz,

C. %DLco, P = 0.03, r = 0.499, R* = 0.25 OFH VAN A BT,

%DLco, percent predicted diffusing capacity of carbon monoxide; %FEV,, percent
predicted forced expiratory volume in one second; %FVC, percent predicted
forced vital capacity; APDT/TIDT, ratio of anteroposterior and transverse

diameters of the thoracic cage.

7. IPPFE OJiiiffE% D12 T-RIKH-

AR ORI & A% D T4 & OMRES% cox proportional hazard model Z >
TR L7ce RERER 5 IR, A2 ML GECE) 1312 ThHoTe, HARMMTT
1%, IPPFE B OBAEZR DO TR R 13780 o 72,
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% 5. BRI KA - & IPPFE BB ORilt: O 1% DOFERE

HE S

BHERIEF HR (95% CI) P-value
FH5. =50 1.10 (0.33 - 367) 0.87
TR, B 1.79 (057 - 561) 0.32
BMI, 18 - 26 1.29 (0.39 - 4.31) 0.68
FAR)L¥O—7, HY 1.70 (0.36 — 7.98) 0.50
LHXTO(RERE . HY 0.63 (0.20 - 2.00) 043
RHEIEEE. HY 2.02 (0.51 - 8.00) 0.32
SUDEEE. HY 0.64 (021 - 2.04) 045
B, HY 0.93 (0.25 - 3.46) 0.92
BUERE, HlY) 1.82 (058 - 5.71) 0.30
E¥EIARE. >25 mmHg 0.66 (0.13 - 3.63) 0.67
fir =X, EARMEHE 040 (0.11 - 1.38) 0.15
APDT/TDT ratio, >0.5 1.88 (0.57 - 6.22) 0.30
R HRE

%FVC, 1%%8 1.01 (0.97 - 1.04) 0.56

%FEV,, 1% 1.00 (0.96 — 1.04) 0.85

%DLco, 1%%5 1.00 (0.96 — 1.04) 0.90

%DLco, percent predicted diffusing capacity of carbon monoxide; %FEV, percent
predicted forced expiratory volume in one second; %FVC, percent predicted forced
vital capacity; APDT/TDT, ratio of anteroposterior and transverse diameters of

the thoracic cage; BMI, body mass index.
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AMFZEZ L0 | IPPFE B3 & IPF B OS2 FHRI I IZ 278D 727 »
b OO, IPPFE &I T 10U AWM, ABTHIRITARICEM TH 5 Z & BII
VIR S HEE L2 2 & FEIREEREIT TPF R L CHGE LRV 2 & 3 57

2780tz ZNHOREFIL, ERERICET D [TPPFE BEIIBAEE D ADL OSEN L
IROEIZ BT DR TH -T2, BWEORAbIE, ISR Tl i ck
T DRI CIIdEE LW 2 & n, WEORTHEOUGEET, MDA RIS
THEZEZOND, THUT D0 BT IFREEREDS TPF FBE & Hhlg U CaER MR
Z X0, Bt 3 00H. 6 D H CIEERFE A VI L T HRIEITITEN G Tz
Zenn, SEESCRE LSRR -ETS T Cld7Ze <. IPPFE BEOMIZRORE S 72 &
BliLISDBERIN, FERASRELGE A HIFR L T D 2 & AMEER X U7z, TPPFE IZBR S 720,
T=F=> IPF 72 & OIEMAREIZAE O MEl O R b2 &0 LT BE TR DR
BRClIX, AR Ch > THIEORAITSGE L, EFRERES & BUL 136 EE
M72< 725 (Miyoshi et al., 2017) Z &=, BMSEAREAET iU IMFRFSEED L E
KITIEFME RS & 20720y (Miyahara et al., 2019) & W\Zo7=Z EAHE I LTV
% Z &%, IPPFE B3&1E IPPFE LISA ORGSR LT i & IR DOME D #72 %
ZEEXFFTALEEZOND,

AMFFETIX, IPPFE BAIE IPF BB 0 & BML MK, A el Tz, 2
N OFERIIBFFORE & —8d % (Bonifazi et al., 2017), AWFFETIL IPPFE 1%
BN T, BRI ST, 60 LA FOFETIT LMD ITRE N L i &
ALTW% (Von der Thusen, 2013) 723, AMFEDOXIE TH HMBfHEL L, MifghEo
FEHIR DN B0 70 < & B BERIETIT 60 R CTh D Z LD, ZOWHEITEET 5,
JtRE A n A . C ORI AERER AT Cld, IPPFE B & IPF & T | BREFRNT
HE 72755 RD 723> 7=, IPPFE [ 34 aME OREREREE ASHR Y = & <0 DLco [ XLLE IR -
D Z EDRE SIVTW DS, AR A xR & LTERIOETH Y | @H O
IPPFE <> IPF OREM LV T LIIRIETH D L& 2 Bivd, TPPFE, IPF W9 iLh
T D EEHEDOMNALEETHI LD, ZEATIIS T2 bDEEZD, +
NTH—FPRMN IPPFE BE TR -72Z & D, WM OBRERENE U &N
D RHEAVRH IR & AR S D, ITRIO R AT 1A RO IPPFE BH T
B oTeDiL, ERKTEF AT v A REGOHEDMROGEEERDNILAE>TNDH I &%
KBEL TS EEX D, —RIIIRAIO AT a4 FEAZ, &0 K- Tk
DWeFHbZ R E FINEZEE L < 525 2 &0, KT ER EI%OEE 28 51 5 K]
E70%, L, AWFSETIL IPPFE TR T A ROFEHODI2 N H 530 &34
DEHERENZ Eve, ZORETIE 212 <, FERBEOHERK & Bbihvsd, A5
(2R TR R TAIRE S C IPPFE BB CIEXKL-6 28 IPF BB L 0 B 722 LI
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HEFOWE L —9 % (Watanabe et al., 2013), IPF 72 EOMOMHEIZ L Y KL-6
DR AT IR LV IFAERTF NI D Z L o T 5, IPF Clidfiife Bz X
o, B U C& 7= TARA R & 5 KL-6 DFEAE DUt LY, il i gt
DOFLHEZ LV fififah oo KL-6 28 i R IZiwiu 5 2 & TKL-6 3 @Efi L 705 L& 2 B
T 5723, IPPFE CIIATHNZIIMMRe R DBEED D72 < KL-6 28 B -LIZ< e noTz
R E 2 bivd, AT TE LIRS R DHEECX 5 IPPFE & IPF @%Eﬁ%%f?@
EVE LT, IPF Dl EOSE SO ROEB TH 5 & 9570 HIE, IPPFE 13l
IEOIIE L D L HMEREEN RO RERBTHL AR H D, T7obh, &F
RMIZRDORIEZR SN L0 B olGE (k) 7L, BlENEO RS2 4ET -
BERRTOMENTER B E 5 2 & THRASCILFRICA SN A Uik R & LT, kM
i35 C & 2 MalsOIE. F OIiZEEINZ PR - BRI A U D & W o o HELE T
X%, IPPFE OHIZIE ERROBEFIC L > TRWVRE THRIRISETT 28035 0 . 9%
OTrRINT L D 7e, RWIRNCAAET 2 BB HEE QO D AlREMED 8 5, —J7C, IPPFE
DOHIZHAMHE, L oaRE 7= 80 | BINEC T DB EMFIET 5, IPPFE A
FHOFRNZ UIP NP = Zm T HBEDMAET 5 2 ENHE STV DA (Oda et al.,
2014) . ZAUHIX IPPFE & IPF 2AEDF L72AER. IPF O S al e o adirafk
WEZRTIRR & 72 o TND E Vo T FF R R S D,

AMFZECIE IPF 238 69 it LC IPPFE [ 31 6l (A3t 100 i LT 31%) %
8TV 5, Shioya H ORI G OEWE T | MR GHEF IZRE L TRV,
IPF67 f3ili256k LC IPPFE29 4] (IPF & IPPFE & E} 96 il LCTHI 30%) T (Shioya et
al., 2018), ZOEEIIARGEEITIL TN D, D B AFSE CltfE A e T
fili 2 ST RV MR < SE 29 51irh IPPFE B 8 Bl (29%) L EWVEIRZ ST
Z L AFUR LTS, AFOWmEDOEIEBNT 9T 6 [FIRRIC IPPFE B33 CldZen 2
&R & IR T,

AMFEDY I 7 —a & LT, ®5E Lz IPPFE B#FIL 31 T, EHIZFEDOHT
PR BERERR AT 72 & DR 2188 C & TEFHU IR S AURFHI | TIE RN 2 L3z
F oD, Fi-. AMFSET IPPFE BT BUL 2SE LW 2 & AR LT=2S, [
PHINZNE W FERTH B -T2, AFRTIE, RN LPED TN B L Y 4 BUL MK
WZ ERTRISNDT-D, BT Dieitai % 5B U T 2 53035 59> ré)
LR, AR CEL N fERE L0 FaE/e b O L3 5100F, X0 KHRF5E
HEEND, UL, AFRIFIAFRIZIBO - CEEITHIA T S 07 i 4iE m%fﬁ%é: L
T2 B S CAIRIC BT 2 KBOT—X e CTh D, L BHEA LT DI ZERR 7
ERFFED, JEBRLD S 572 5B FEOBDBHMENLETH D, Mgtk DO F1%K+
DOHEE TlE, AR TRIK IR SN2 o T-, ARFSEClE LR @ q AR
RCOEMEZEH LT D, AFOIFRHEIIRAS 800 HUA ETH D Z Lo, ks
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R SRRRER L D b ISR CTIE L WIS EIT L Q0D &Pl S, 7]
HE CHIUTIHAE IR AT OEME Z =T N2 E Ly, & ISHfimiiEoA
BREZOTHRICHEEL 525 2 LML TS (Diamond et al., 2013), LA,
ARH I M OV AiE % FE i3~ D sk & R ORBIER & D sk RN R/ 5 Z &
H %<, T—HOIEDPRETH 7o, AFFETIE, R T—MioREEZBEICANT
WRNWZ e B IT—arDO—D2Thbd, LNLRNRD, FIA4 30 —mE7e
BB D R —iOFE O RE1SD Z LITREETH 5, ABFIE TIIEIORE S 7a L
DRSS DOFERNT L 5 MERFEREDHIRRSHELS ST 23, Z VA BT 5 BB 7o FERED
720N, B Z A ZBHREAE ORI, « B CT 23R 2 70 & BBzl E
XOFRIE L | MERBSREOUGEDARE /2 & AR 2 BN B D £ B 2 D,
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[Fadfids KOV
V2N Vel VIR SY C 1SV Wit SV TR =€

« IPPFE &, —fBAOITHE L SILTOD 0, D7 & S AFRIZIU TSR DO x5
PR L U QIR ERTEMERI R O P Clitb R m < EERBTH D 2 LV ST,

- FPREPERVE MR — XN T TR R & S D TR AR SRR 5 C BT 2MEK
VY, 6 ST TIEEEDNEL Y, P/F HEAMEUY, DLco 2NALE TX 72V MEE FVC 2MIR S
TWD & W o 7o IPPFE BBEDOHIC S, EHIAAAE UM HE & CRIE U7 5EF3 2% <
fF1E L7z, IPPFE BETIE, MR RREENEE CTH R IMBE OIS & L
WZ L THREERD Z LN TE D AREM I R SN,

- IPPFE SBEDOIE DR LED H DIL, FBAERHET O T1450, ML D T4 &
IZARBE L72vy, BMI DA T, BEROR AL EI T 25 LIREDEIT L GRS UG5
N, AR EOESER T TR AHEET D 2 & OfalREaTEE L7,

« IPPFE FBE DRSS DRAAFERIL IPF B & a7 E R TH - 7228, BML (3841
BHoGEET, MEREEREOUGEIX IPF B L T 5 LIRESNL TV Z Enb, B
FEATOZ BT CIIRI C X 72V IER D & 72 EO AN O BRI OB G- A HEE LTz,

- ABFFEIE TPPRE (2569 2 itifSHE % DRGE 2 fiet L 7o R0 O L sk L FRFE CTh U |
IPPFE (ZxF 3 D i Ol — a2 U D LD Th 5,

QA% DR & i
IPPFE BBEDAFNZ DI IR D DS, 8D WIFHERIC b iEkEbhiu T

L0 LHENREOONE N HEED, L0 KB EREILRIFZEIC K > TRIFZED
BRERAMT O MERH D, ABTETREB S T, ORIV MR & OO DVE
U AJEK, s OZEROFEE L MERELED IO DA, FPRAFIEAA - B2 W
1 - BN b IRETT D NEDR B D B X D,
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(4]

AWFFEZATOIZHTED . ZRLEZTEE £ L, BUTRFREE FSRIIERIT:
WS VRlEEREED VORISR, B PR B Rl dbsE R
FACERE MIEERNLA, ARE R R EdR IR = ek, R R
WIGSE, GEAT g, ARE RS SR R RS TR
BLET. £, AFREZITT DICHIc>TERRe T IEHY £ Lz, AR
F OV e 2 B THY A ISR L £
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