R 27 EE O E AVERTEE I T BN

MEERE S (KER (BO). MikEER (1.
COP &, 2. REXMERBIRER /T T A
R 3. 5EARED) b LICHE. FhER
DD IPS WD EE & cGVHD BEEIHRZE T
B L % B, cGVHD BIEMTRZE TR0 %
ol REDN DD T FOHETEDL ) &
572 O 2FF L7z FEMHET DS —F L o 72
BAERUSE L o BRRAYEHIMIX B {5 T4
L& REDEFM#ZER L (Kaplan-Meier ZE7F
Hi#R) . Logrank 7S T & O ESFRITHEF
B2 Z=D38 5 O HEHI L 720
HEFMFOEBREILE—BHOBMMEITH» 5
20154E 8 H 30 HET& L7zo —EBID R THEEL
IR ZE ASFSE L 72 E B Cldde iz o B L 72 Bl
EOEED TR R L7z 8% 2 2 OB ES
DREBE G & FIM L Zha HVAEFERY FIT L
720

3. MR

IPS &M Sz 71 FEEBI O NERIE B 47, &
P24, FHERIL 18 - 70 % (F1 42.8 £ 144 7%).
FRBTEEEMEAMRE 29 6. SR
MEIRE 1 F. B osERERIE 96l
BHEEHEELE sfl. BARAIME 2 6,
EFHERBEER 1606, EEFTAELSREEN
400, Y UNE 26072070, AERBBERIZ
1[5 66 6.2 [E1%% 4 50,3 [E1A% 1 B172 5 720 (Table
1)

R IE S EEER (BO) #5306 (42.3%).
Fifi [ £ 7 7% 40 B (56.3%) 18 [ E B S E £
FBEERZEIED 1 6] (1%) 725 72, HilikEE R
WERMETRER /T H T A% (COPE)
9 (22.0%). KREXMERHE Y 7T A5
[ BEE 2561 (61.0%). UFAMAYTI AR
781 (17.1%) 725720 cGVHD BEMRE D%
FHTIISEREERID 26.8%, FifEERDS 73.2% &
Jfi & RIS > o 72 DI LIPS DE Tl &
EEER, MEEROEENITITFAEERE 72,
cGVHD B8 8 il 7% 28 0 # 51 C 1 Bl [ 55 20 61 0%
30 LEV—FHYIDIH)H COP P S Y —
K (16.7%). REZXMERET YT A% 1R
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BRI 23 ¥V — F (76.6%) 3 FEAREE (O
FAMTYVTIAE 1Y —F., LE#REEE
B 1Z¥V—F) #21¥E¥V—F (6.7%) &%
& L7. SE O IPS MiEERZE & cGVHD BE N
JHZA L B LIPS Tlid COP BIFRZE & 4 FEARERY
REDOEIEH cGVHD BEMIREDOREL ) b %
LEL L BICOERRIE LTOEAMT VTS
2E% 76l L cGVHD BEMRZE & B L Z o
HEDED o 72 (Table 2) o

Kaplan-Meier 4 7l TR EE ERZE (BO
BE) L MREEREE OEFHBISEVC IR Do
72 (Fig. 1o MiBEEIRZ 3 BEOALFMBIE S T
7 L COPH, [REEMBEREZ 07T A%
B, CFAMT Y 7T AZHONEIHEIIC 2 513
CHEEFETHEL FEPCOETEVEEZS
727 Logrank MZE CRRETHII A BENH o 72D
(X COPBIBEL NS AMT D T AE L DI
DHT (p=0.016<0.05), HFHDEFMMMIHEE
WAERT LTz, BB TIIEEZIIRD 2
oz (Figure 2)

i o

IPS & cGVHD BIEMTHE O E O B E & %
R TE cGVHD B ER R Clafifi[EE R A5 7
NI E L FED o 72DIR LIPS TRRIE AT
FRERD T2, IPS & cGVHD DORiiEER 3 DS
FEEIA % i3 5 &IPS D78 COP # & 448K
BET D FE 28 cGVHD BEMIRAE & R R F
Mo lze IPS DHBEAREKREIT L F AT
WH5 A% 2 L. cGVHD BLERHREREI O
FAMAY T T AZOBBEL LB LE» - 72,
IPS DFEEER] L i =R O A4 17t L, L
TV 7e7s, IPS MfiREES 3 O EFHMRIEL T 7
KRR o Tz, L LHEIENAEBEERZRD
DIFVFAM.T O H T AEHEL COPREE DB
DARTREAMT Y H T ARFEOEFREN COP
BB LEBIEDL o/ WTFABTHYI T X
1% IPS Tld cGVHD BETRAETRO S LD b
BEDPE  COREDTRIIME LB EE 2
bbb,
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Table 1 I PS SSAERERIOEERE &
FE | R | KBE B
31 51 M AML R-PBSCT
32 51 M AML. UR-BMT
33 32 M AML UR-BMT
34 43 F AML UR-BMT
35 20 M ALL allo-PBSCT
36 34 F AML UR~-BMT
37 18 M AML. UR-BMT
38 37 M SAA UR-BMT
39 32 M AML CBT
40 62 M AML UR-BMT
41 41 M AML UR-BMT
42 38 M ALL UR-BMT
43 52 F MDS UR-PBSCT
44 38 M BAL UR-BMT
45 68 M AML UR-BMT
46 54 M MDS UR-BMT
T Py 47 58 M AML UR-BMT
{f
1 53 | M| MDS UR-BMT 48 | 40 M ALL UR-BMT
= 18 F MDS UR-BMT 49 53 M AML UR-BMT
* 39 | M| Lymphoma | URPBSCT 50 29 M ALL UR-BMT
# | %6 | F}  MDS UR-BMT 51 63 F MDS UR-BMT
5 3 | M| MDS UR-BMT
LUR-BNT 52 38 F SAA UR-BMT
& | B M| SAA | HUR-BMT 1. UR-PBSCT
7 3 M CML. UR-PBSCT 53 35 F AML 2. UR-BMT
& 34 | F ALL UR-BMT 3. CBT
9 61 | M| MDS UR-BMT :
o | 60 |mM| AmL UR-BMT 54 | 42 M MDS UR-BMT
1% 58 | M AML UR-BMT 55 37 F MDS UR-BMT
12 | 57 (M1 AML UR-BMT 56 | 25 M CML UR-BMT
. 1.UR-PBSCT
13 30 {M AML 2 UR-BMT 57 23 M SAA UR-BMT
144 62 | M CML UR-BMT 1.UR-BMT
15 | 24 |M| aMmL | ur-sMT 5% | 27 | F | AML | ,UR-gMT
) 1. UR-BMT 59 38 F AML UR-BMT
186 37 | F AML 2. R-PBSCT
3R-PBSCT 60 23 M ALL UR-BMT
17 56 | M CML UR-BMT 61 56 M AML UR-BMT
18 2t | M AML allo-PBSCT 82 24 M BAL UR-BMT
1% 34 |M] oML UR-BMT
o | s | el aL UR-BT 63 | 70 M AML UR-BMT
2% 48 |F MDS UR-BMT , 1.UR-BMT
22 | 60 |M| wMDS UR-BMT 64 %8 F AML 2UR-BMT
23 | 85 M| MDS UR-BMT 65 | 65 F MDS UR-BMT
2 62 | F AML UR-BMT
66 39 F CML UR-BMT
- 55 1wl am 1. RPBSCT
2. RPBSCT 67 53 M CML UR-BMT
286 18 M AML R~-PBSCT 68 45 F NHL UR-BMT
27 53 | F AML UR-BMT 69 47 M ALL UR-BMT
28 50 |F ALL UR-BMT
s | a5 |F| om BT 70 | 29 M APL UR-BMT
3e 65 | M MDS PBSCT 71 22 F MDS CcBT
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Table 2 IPS & cGVHD BEMIHRZE D LIk
1) FEREER L EET oS4

RAREER JiiteRe=il
IPS 42.3% 56.3%
cGVHD BaEfiifH2 26.8% 7%.2%

2) M ERRAER O &

=y PR
cop EEREERT | swrkem
IPS 22.0% 61.0% 17.1%
<GVHD HERE 16.7% 76.6% 6.6%

Figure 1

IPS FEEER &
il i 55 B A A TR

Figure2

IPS fififEEE] 3 WO

HEASE L

— Al — B —CH

34N

1) Palma A, Tefferi A, Myers JL, et al. Late-onset
noninfectious pulmonary complications after
allogeneic bone marrow transplantation. Br J
Haematol. 1998; 100:680-7

2) Nishio N, Yangasaki H, Takahashi Y, et al. Late-
onset nin-infectious pulmonary complications

following allogeneic hematopoietic stem cell
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3)

AR Ccop#El

BE WEHMEEY/
NEEEs

CH SEAREE
(SBIE AT ) 75 A
ABEL C DI p=0.016

transplantation in children. Bone Marrow
Transplant. 2009; 44:303-8

N Yanagawa, F Sakai, N Kamata, et al. High-
resolution computed tomography features of
pulmonary chronic graft-versus-host disease
following hematopietic stem cell transplantation:
histpathological correlation. Jpn J Radiol. 2011;
29: 116-128



PPFE @ CT 1§ & 95 B R D %) kb
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RS EM AT T R AR TR

H i

Idiopathic pleuroparenchyman fibroelastosis (iPPFE) @ CT % &tk L. WEAMRER & 5tk
AT AL,

Materials and Methods:

AR AR (15 B1) 22w LEIR 2 #F) 2517 & L multidisciplinary diagnosis (MDD)
TEWOME L7217 B10 iPPFE = M H & L 72, WWEZ WL, pure PPFE 4% 5 #l. PPFE
with usual interstitial pneumonia (UIP) (PPFE+UIP) %% 9 #ll, PPFE with fibrosing non-specific
interstitial pneumonia (NSIP) (PPFE+fNSIP) %% 3 Bl TH o7z, Fhild 30 o5 85 & (F
¥ 65k, THINEBEE 106, ZE7BITH o7z, 2 BOBEHERES M LT
CTHRO®LEL LIRA Y #HET Lz, & CTRTRIE 13 1IHMRG b sz,
e

R L - R E L E SR D RMEE T @ consolidation 1 £H TR 6 7z, M
E3EDOFERERE AT pure PPFE O£ 5 6] (100%) . PPFE+UIP @ 3§ (33%) TH 51
7275, PPFE+NSIP Tld &< RO N4 o7z WEMMARE EOMREE . pure PPFE,
PPFE+UIP. PPFE+NSIP O % 1 I TR 67z Misc DM T @ 9 faid. pure PPFE @ 3 £
(60%) . PFE+UIP2 #5l (22%) TR & #1725, PPFE+NSIP TR SN %ol OO
@ 9 Bai% fibroelastosis 1238 HE L CV3720 Pure PPEE @9 5 2 6 (40%) (X FHEFIZ D HE
WA Tz, CTERTHIED S NS KWCHIRZIZHREERIT fibroelastosis 2SEFIR 72
L/NBERIPRRE ISR > TIAASA & LSRG L Tz, PPEE +UIP or fNSIP, Tld. #IRE=
BB AT T BRI A AT o Tz,

;'f‘l:l gﬂ%f

Pure PPFE IZ THIBFICERT 52 03B 0, 6T 5 CT RIZWED MU BMRETH
%o

PPFE O CT B, LR L - MAE BB 2 A ) IR MIEE T @ consolidation &
LFEOEBRAL DA% 5T, BF 5 { Fibroelastosis IZHHT 5. BWETO L TH 72,
MR RERE AR 43 L b 2

LD

2013 4 |2 11 4 5 Y 1T American Thoracic
Society (_ATS) /European Respiratory Society (ERS)
Internati-onal Multidisciplinary Classification of the
Idiopathi ¢ Interstitial Pneumonias (IIPs) (L2 &ET &
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NV, SRYETIT, HEINDLELLERRF
DEFEENTN, WS OPDEELREFTD
Holzo HFIZ, UPs T EFEIPs. i IIPs # L
THEAREFEOIEICSTITONZ LIZERC
B35, ZDFN% 1Ps 121 lymphoid interstitial
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pneumonia (LIP) & idiopathic pleuropulmonary
fibroelastosis (iPPFE) A3&8 5 177,

PPFE (3 EZED MR & IR T O EE 2 HED
HHEE T AWMREERTH B ¥, BB
A DBRIERRHME I B A TERMEIL 2 MR A0 2 i &
T% 7 RS  (RRE ST ) TH Y |
PRI Y F B B R E O BEE A
HBo 60% DIEBINTREEIT 2R Ly 40% 135E
WCE D, KFBTILZ @ PPFE @ variant TH 5 Y
BB O N TV B0, #EHDBE 3 iPPFE
OBZF LD SHAMEET, REWBERL.,
TFHEDIFR AL, X7 LFHARRTH S Y

AIEDOERATRIIRZ L CHoNTBHF. £
DRBFEHERDRARAFHETDH L, £2T Kb
Lo BIE, iPPFE @ CT &% 54T L. TR
BLEONILEBIR)IZETH S,

g & ik
A, FER

2009 4 72> 5 2014 FE 12 T3 M T A
B ER (15 #)) v LEIH Q#)) 25T &
U multidisciplinary diagnosis (MDD) T & i O
5E L7217 BID iPPFE Z MR & L 72o RERB
&, pure PPFE %% 5 #, PPFE with usual interstitial
pneumonia (UIP) (PPFE+UIP) 7% 9 #, PPFE with
fibrosing non-specific interstitial pneumonia (NSIP)
(PPFE+NSIP) %% 3 Bl T & - 720 i id 30 i 7>
5 85 1% (P39 65 %) CHERNZHEME 10 81, L&
7BITH o7,

B. CT &

CT i Z&fI T, WRK THRE S Nz CT
EHFHRY R W LEIB E OBIEIZFE 17 8 (
1H-50H) T& o7 CTIZ05%5 2-mm A
FAAE, 1-2cm MBTHRE S, BRBEEOEHA
RAECHEE S 7z EHRISATE & (window level
from -600 to -700 HU; window width from 1200 to
1500 HU) THERE N7,

%26, 28 FOREERE BT 5 2 HOMFHERE
PHMILTEECTHRODH|LLIED) &M
L7z
C. CTHERHEGL DXL
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D17 BIOERK R LEBEB > S, 35
& 2345 5 M. hematoxilin-eosin (HE) % 1 &
elastica-vangieson (EVG) At Sz, &5
NI EBALIL MR 2 v LEIARET CT THERE S
720 1 ADOHEEBMIE (BREBREK26044) 14
DIFHE (FEBRAESL 8 4F) V3 —fl IR IR & 342
T2 CTHRE &M HME L7z,

D. HMERHLEE .

CT FTROFED T kappa (1) % CTHEEE
Lo BHREILTOLHIZEHMIELZ : poor, k =0~
0.20; fair, k¥ =0.21 — 0.40; moderate, k¥ = 0.41 — 0.60;
good, k¥ =0.61 —0.80; excellent, x =0.81 —1.00.

S
A CTHR

FTROBY FOBRBEMIIERIFTH o7 (Kappa
value>0.7) o

PR L MR B E G e D) e iR E T
@ consolidation (X 1), MET O/ R BEEE
¥ (K2). NEMBEOARELZEE (K3).
JERD OB EORIRE (K4) 3efltihon
7oo Wl EEOEBRA. MAKETER (K
5) BEXRELZREXZMER (KM6) . &
8 (48%). 12 (72%). 1261 (72%) TR & h
7oo WA _EZEDEFE AL pure PPFE D42 5 4l
(100%) \PPFE+UIP @ 3 8l (33%) TR.5 775,
PPEE+NSIP. Tid& < ROk d o /e i
T % 8 13 pure PPFE O 3 $5] (60%). PPFE+UIP
D26 (22%) TR S N7z, PPFE+NSIP T
L RN o7,

Wie CTAHFR & LT, /AINER.OERIREED 3
Bl (18%) v air trapping 7 > L8R A 5 41 (29%)
THIERIRFEDS 5 B (29%) THROLNT:,

C.CT g LmHEBR L Otk

CT B Lo DILik L 72 ISR E BB 1
I S IRETE T @ consolidation (3 /& T fifi A o> 5
TEREHME DR T Bt (fibroelastosis) ZAHY L T\
72 (F1)o CT & EDHIROILRL 7R E S E
SEARIT fibroelastosis (2B & ML 72 FE0R L 7o SBT3
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WA L (K1),
MIRET /N S e BRI e 2 13 M e/ N BE R PR B 3
ERJE BT 32 O fbroelastosis \ XS L7z (B 2),

CT 1§ b O/NFER FREE DO AR 7 LRI RIS

X/ NEEREIBRBE 1236 o 72 i EE O fibroelastosis % L
MLl Cva7e (K3). /ANERMIRE B KO RIEIZHE
BECIER N h o7, CT TROND KED,
SR Z O IRIR R AR S A0 2/ N ZE A R R
2R - 7= Hfi%E - @ fibroelastosis TH o 72 (X 4),
Pure PPFE ® 9 £ 2 Bl (40%) 13T AGFEFIZ bR
EBRR ATV, THETRONLHT AL, K
TS BERE, NERREORELLE,

=Y N

M SR B AERIRETH - 720

MBBE TR S EEDOHP DD ) B3IT fibroelastosis
R LT (F5)e ZOFRYSIZMET
FZRD, MR T i 5EE @ fibroelastosis (2K T 5
CERLTWIZ, CTTRONDELEE LK
BXMERIE, HEIRNRENE G 720
FH D fibroelastosis (X 6) (23S L 720

PPEE +UIP or NSIP OHERFITIE. THEFIZ CT
TIEHIREDS R S, JHESRY 2 UIP % INSIP
DFT RIS L 720 AR 2 MR AEE 13X pure
PPEE, PPFE+UIP or PPFE+NSIP O£ 1 5l TH 5
NIZORTH o7,

1 Bi9<0EiR U7 MEE BB % O iR MEE T @ consolidation
A () CT# B () #M##&E (EVG %t 24)

2 MEET /NS 2BEEE
A (FB) CT# B (f) #i#fE (BEVG %t 245)
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B0 3 /N R BE 0 A S 72 IR
A () CT# B (F) ##kf% (EVG 4 2 %)

B4 B SO S FOREIRE
A (I5) CT% B () #M#kfE (EVG %2 )

5 Figehuie T
A (B) CT# B () M (EVG Zefh 2 f%5)
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6 ELXPRELAREXMER
A () CT# B (5) M#& (EVG 4t 8 %)

]

T
Exl

Pure PPFE X FATEFICHER T2 Z &05H 1 . XF 5)
J6T 5 CTRIZAED? ML IRETH 5,
PPFE O CT B3, R L -MRESE
Tl % ) B IEE T @ consolidation & FEED
BB DAL 5T, BFH < Fibroelastosis IZH
KI5 METOIRE TH o7z, WELREBSITE
T LHED RV,

SCHR

1) Travis WL, Costabel U, Hansell DMet al. An
official American Thoracic Society/European
Res piratory Society statement: Update of the
inte rnational multidisciplinary classification of
the idiopathic interstitial pneumonias. AJRCCM
201 3; 188: 733-748

2) Becker CD, Gil J, Padilla ML. Idiopathic
ple uroparenchymal fibroelastosis: an
unr ecognized or misdiagnosed entity? Mod
Patlaol 2008;21:784-787.

3) Frarikel SK, Cool CD, Lynch DA, Brown KK.
Idiepathic pleuroparenchymal fibroelastosis:
description of a novel clinicopathologic entity.
Chest2004;126:2007-2013.

4) Red dy TL, Tominaga M, Hansell DM, et. al.
Pleusroparenchymal fibroelastosis: a spectrum of

histsopathological and imaging phenotypes. Eur
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Respir ] 2012: 40; 377-385.

Amitani R, Niimi A, Kuze F. Idiopathic
pulmonary upper lobe fibrosis (IPUF) . Kokyu
1992;11:693-699.



PPEE O ZWil2 517 % TBLB D% 4]

L BRI, Hm ET°

1 18 B R S R S BRI 2 P
2 B R NEER Y v 5 —

PSR AR

EZEEALRURTARAMESRE (pleruoparenchymal fibroelastosis, PPFE) % ¥4~ (955 W 12 (XS4 R AO Bl
ERALEL ST 2%, PPRE T EAE OMEE T IRED EMEAH Y . PPFE O

PN BT D IESVE MR (TBLB) OFHBIFEEEZ b b, LA L,

INETOH

RSB D IR & VEMME DA IEE T O A% 53, WEICHU L2 RETMERIC
Bo7-HHREOEELBEEINTWS, TBLB #1T\ ., FHEHEEEIZZF o 72D
WA % FHARSERYICEERE L. PPFE ORI TRLB BB TH o7 1 Bl BRE L 720

wR

SRR MR 40 /NS BT BIRE DL
MY PHEBFENZWOBEELFIP VIR 579
2y BREZH v T A4 XA/NE v TBLB O & %
WV,

P B PIRRAE AL & BEPERRAE D I8 AR & ) ARy
¥# % ¥ % PPFE 28\ T, TBLB %% PPEFE O
MEFrIE LR BWICEERERTRMET
ELUREWED D 5,

HE B

25 R, ERER, 17% (2005 4F) DOFRK
RZCHMEXBEEORERELRB SN 4
F£% (2009 F) ORBFO X BRECHERT
oS A =t R (WAL

ML aA4 F—32 AP E8bR, 2011 4
TBLB ¥ {1 7h, ZWHEEICW/2 6 THET
NRkT 0 —7 v T eirol, 4 FHBEENE
L. B=ZLhols

H& 169cm, HE 43kg, HWVEZ)DPEHTH -
770

JER CT Tl LB B AL O MAEREDN B 5,
T OMEREME I8 L TRETDS 5 L T\ b,
—7 T BRI EAEIC S B MRE I ERE T A A
iR g LR LT LA LR (H), HitgiER
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AL AN T A M) — LAFEATTE TR0,

FVC 7% 1,820mL (43.5%) Ta& O s\ s iEEE
THo7,

PPFE % £E\ . 2011 4R IZHEAT S 47z TBLB f2A
) FERE Lze EVG $efiEAR % 8 e
LTHRE L7282 A, RIEFEEEC £ o THMER
MEDEIRE & b IBIEMME T/ S /il (B
RaARAE(L) DREFRTE 72,

5

PPFE % ##EF MW T 5 720 12134 RO Bf
ERPLEE SNTWh, Ll E@FREREK
M DOBIELE 5 O IAHRDEBHE DGR T /&
L. ZRHOBT AR DT b e WIEE D%V,
&L~ @ fibroelastosis # TBLB TiLHHT 5121k, &
M FEZMET £ CHRALABRERIL 2100
69, BH TR v, LA L., PPEEIZBIT
% fibroelastosis {ZIET D A 7% 6§ RIGFEEE 2
HoThbNALZLHHY, TBLB THEHATE %
TEEEY»H 5, SEOEFMD L 512, KEBED
TP A 0D B AR R0 it e AR ME AL & RERA © & Ui,
PPFE D FZWEEDS 0 L 5 W ReED S 5o
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) R Pl 25 & BEM e B FRASER DOERIR 7 7 b A HZI2BIT 5
thin-section CT {2 T #Hill & 7> ME IR 2 P AE D
i R Y B 3R DR RY

BAEM . BRINHR &85 65" #F &P’

| BEEREREREE R PREBAHE
2 HERKERFREERIIGR RO

3 4 MRS K R RS

[E&]

PR AV

B R AR EE FATESNC B 2 BRI B L CEFET 7 b AT 2 ERIEH
% %3, thin-section computed tomography (TSCT) 2 & o THE & 15 JEMWREGFEDOR
BT O D TlE RV, BB RZERZIMEREICH VT 2006 4F 1 A5 2011 4 12 A
F CIZFEM S N7z 686 BIORTFE FATAEGN X L CTHEAT S /2 TSCT W5 % 57 L <. #
HALHZEIZ BT AEIERE S ORENER TR Lz, AN R TIE. £EFAD
11.1% (76 B1) (ZHHEALAT R 2 20 T, 2D 75% (ZRJEFT R % 58072 (CPFE ), itk
EBHED CPFE B CHEILE (. BMMEE X CPFE # T ABZE S 7z, CPFE# Tk
TREHEE TEHEF OB EIER L UMMRIEI L AT EEICE D o 2o CPFE OFTRIE
BEICEEGFHHMOBLEBEEL R L7, SEEMTTIL. FFMEER I Lz FRE
BER T2 7% & e 2o 7225, CPFE BRI &AEFHIMICB I 2 M L-fEMEFTh oz, M
B YRGS A BERIE VR RATE BN B 1T B TSCT 12 & » TREE S5 SJEIHZE O BIFIE
B R FANESIC BT 2 ENHB X UCEET T P LA0ELE 72 5T,

"R

B B 48 & OF B 8 SV BE AR RE B 1, R
fifi 9 I BRAED & B L A B BT & OF 1
MEFHARERT " —F, KA - chronic
obstructiwe pulmonary disease & BEFIFES MR FAITAE
BlZBTH, ZOMFERIFFHELBLTHE
AT &P E FHEAEERT > combined
pulmonary fibrosis and emphysema (CPFE) &, &
FEERERRT T M LOB RIS, [IERM, #
MEEHEMEL IR HRBLEZ SN TS % CPFE
& BRI RE SR AT E B1IC 51) 5 CPEE BRAT O ik
R7 Wb LB BB HILT 53 TldZR Ve thin-
section computed tomography (TSCT) . 2mm
DTFDOR G4 AED A A=V FE MR % high-speed
multi-det ector row CT A% v TEH LTI IEHE
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BV R BOFMZTiEE T2 > % 4,
TSCT (2 Lo TR S RHEIEIC B1T 5 KR ISR
ROPHr & & OEEE DRI FAESNIZS 2
5 RRHER R L7z,

HIEAIE S

YT B R FEFER MR R BT 12 35\ T 2006 4F 1
H 5 2011 48 12 A F TIZHEH & 7258 FAlr
FEBINZ B\ T TSCT T8 HEIFEIK 275 B O 7 2
& N7z 686 Bl

WF9E 75 8

TSCT (2T RIEMRE & RHLRE DI %
S L 72 RIEMEFRZE OFEE 1 Goddard 734812
3 2w, 0, normal; 1, mild; 2, moderate; and 3,
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severe & EREEEMI % 1T % o 72 Vo MMEILHE D
B 1Z. 0, normal; 1, possible UIP pattern; 2, UIP
pattern & EREFEFME TR o7 P ZNHIL, 2
GO E OZMEIZ, 20 £ 0 CT HE
AT 5 MEHHRRHEIC X o TREFHEA 2 S
fzo BEMGE (ALD OFEIL. (@) BT 5
IR EEE e (b) MAEEICHEDI TR TTA
KEELPRERET (O OAEPiigEkhi o
FOMDEEDHEAFTEL DL LIz,

R

A study population TIEFHiEE, SIERE, #RAL
1b#E. CPFE Bld, 1N 56.5%, 32,4%, 2.8%,
83% THolz (1) £EMD 11.1% (76 B)
IZHRAELAT R A2 B T, 2D 75% I RIEERE
RO Tzo 222 FEFPNEMAELET R 2 b 2 WRE
FEB] (Emphysema #) T# o7z, 388 BlANHIEH
TR T&® o7z, CPFE #£ 13, Normal B & Wi L
THBEM CTHERICBERE Lo Twiz (K1),
CPFE BECIZRWEIC L 0 ETHORAEZ R LT
RELERBEOEEDE o7z (B1). RIFFER
KT, WBREPIHED CPFE BETHEILEL., &
VR %X CPFE BECO A EIE S /2, CPFE #
TIHERE T HER OB LB L MR
X AR EEILE» o7, CPFE OFTRIZEE
AT OB/ BELZR L (K 1A, 1B,
1C)o 4t M. REREER. MRS X o TH

BN SERHAT T, BRI L
7T RfEBER T % S o 7205, CPFE BEld4
AR B A Lo falR R FTh o7z (&
2)o

E3

BESR C B RE VR RE 51 o [V B MEAG KA 01
#1 6% Tho72h Y, TSCT & B\ 72 AW Tt
11.1% (76 1 686 fil) THo7ze ZOW. REE
BEERFNE 75% (57 1 76 FEBI) Tdh o7z FEM
Fiti 95 & BB AV EATREBILC B 1T 5 BB AT R O
EMEEICHET ARSI STV Y, KIE
MIRE DY DV TORNTIE I R ENTW»
2\ TSCT % F\V 72 ARRIZEIC BT, B MM
REEO R CEIEE H-FF LT\ 5 CPFE B0 6 628
ALL &2 &8 L7z (10.5%; 6 / 57 EB1) o s /4 H}
FHIZ BT 2 BRFHIE. FERHICKRET 5 &
ENTWAEN Y, SEERBIT THMEILBEDN T
R FIC R ShholzZ Lz LT, &RJE &
HEAL O PETET A CPFE B3 EREN & 13z L7
FREBERTFTHEIENHLNI R o7 Th
&, CT THMALIEET 2 HE10. RIEERE
DEEFZZOEEEVIBRETH S Z L bd YRR
HEFRDH S D ThD o7z BIE. MEIEHEH
EMIZEPEE SN TWT, B LD S
EZxtd A1) A7 A3 T FHICK T % validation
WEEDS 2 SN T W5, KBFgEix. MEMMEICE

(A) all stages (B) stage | (©) other stages
100 1] 100 1 . 100
=80 < 80 1 . ] <y 80 1
@ @ . L [
-
® 60 ® 60 ~ T 60
= K] ©
Smr——— normal E R normal r
';" 40 —+ censorad ‘; 40 - censored ";' 40 e sor
e e @TIPhYSEMa b — emphysema b e gEphysema
g 1 -+ censored é” 1 + sensorsd u:; 1 -+ censored T
20 §———— fibrosis =0.000: 20 §~—— fibrosis - 20 }—~—— fibrosis = 0.0001
-+ cansored p=0.0001 -4 censorsd p=0.0001 -+ censored p=0.
e GPFE Jog-rank test CPFE fog-rank test CPFE tog-rank test
Q 4 + censored Q k + censored 01 + cansored
20 40 60 80 100 120 20 40 60 80 100 120 0 20 40 60 80 100 120
:‘;‘ﬂ";?' Months after surgery ::v’vir:;er Months after surgery :t":i";;:” Months after surgery
normal 388 370 313 176 86 14 normal 292 281 247 133 69 10 normal 96 89 66 43 17 4
emphysema 222 195 160 86 32 4 emphysema129 120 102 48 21 3 emphysema 93 75 58 37 M1 5
fibrosis 19 17 11 5 3 1 fibrosis 12 10 7 2 2 1 fibrosis 7 7 4 3 1 1]
CPFE 57 40 26 10 5 1] CPFE 33 28 19 6 3 o CPFE 24 14 7 4 2 o

1 TSCTHiRIC#EHD C FiREiM (A &, (B) WEBH 1. (C) £ 0MomEm
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P ETER 2 & PRI R R RE S OR 7 b 2 2B 5
thin-section CT {2 CFMli & N/ RIERRE T ORERNEROBRE

F1 TSCT BHHEIC L 2 BEMNHER L REOEEE
All cases Normal Emphysema Fibrosis CPFE P value
(n=686) (n=388) (n=222) (n=19) (n=57)
e % 100 55.6 32.4 2.8 8.3
Age, years*  67.4(26-87) 66.9 (26-87) 67.4 (41-85) 70.1(58-84) 70.0(52-84) 0.065
Gender, male  66.2(454) 48.2(187) 90.1 (200) 73.7 (14) 93.0(53) 0.001
History of
srnolriyng 71.5 (491) 51.3 (199) 98.7 (219) 89.5(17) 98.2 (56) 0.001
Thin section CT
Emphysema Goddard 73 8
Girade 0 59.3 (407) 100 (388) 0(0) 100 (19) 0 (0)
Grade 1 24.8 (170) 0 (0) 59.9 (133) 0 (0) 64.9 (37)
Girade 2 11.5(79) 0 (0) 27.9 (62) 0 (0) 29.8(17)
Grade 3 4.4 (30) 0 (0) 12.2(27) 0(0) 5.3 (3)
Fibrosis An official ATS/ERS/JRS/ALAT statement 2011
Grade 0 88.9(610)  100(388) 100 (222) 0(0) 0(0)
Grade 1
(possible UIP) 8.6 (59) 0(0) 0 (0) 89.4 (17) 73.7 (42)
G rade 2
(31:) 2.5(17) 0(0) 0(0) 10.5(2) 26.3 (15)
K2 ZERBEATICL 2 &4 B1) 2 BRETHRE )
. MR RERA. EEEL TSCT BEATRIC L - TlE I,
Variables Unadjusted HR ~ 95% CI P Adjusted HR 959 cCI va‘l’ue
Patheelogical stage
I reference reference
11 2,188 1.493-3.207 0.001 1.936 1.294-2.896 0.001
IEI and IV 3.042 2.082-4.444 0.001 2,970 2.015-4.376 0.001
C¥ findings
Normal reference reference
Emphysema 1.693 1.190-2.409 0.001 1.307 0.876-1.950 0,189
Fibrosis 2.439 1.119-5.316 0.003 1.679 0.750-3.757 0.207
CPFE 4.313 2.732-3.609 0.001 3.046 1.844-5.031 0.001
7% TSCT 12 & 5 K HE WKL O B AF 3R 5 9 ZE R

LIRITER 2R R L TV b,

«
W

=y
iE]

i P Al g% & OF B RE SR B RAEBIIC B 1T B
TSCT 12 & 2 5UEMREFFM ORI ERZ R L
PABE R EHAIHES L R TR 2 eE
SEHZ LEBBEETHMRMIEDORII RS &
ZAho
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BR VNV IS PV AOBKREB L, TBAVPRBLAFRINEY— I —Thbh 77
> S (CTSS). HERkD~V—5—TH5HACE, )V F -0k tOl#EY, £~x—F—RHT
WEBIRET U7z SIRITESRE 40 /T, B L-MEIZhgfE 1150 ~ A (#HE. 178 -
2,976 7 B) O 2EEEOMEEAVT, £v—h—%E L. FBIImiE % L 72K
HTORBIEHBEOERTHE L. ZOME CTSS IE, BREBE D> L DR PITL
720 ACEZ—EBOEALBICHREMA L fBE L 2B LA R L7z UV F — 2 EHRWER L E
LB, B & AT LB R R E ah o 7o CTSS O HARLEBNIZ B BITTMHEH 5 DL
LR RBOT—H — L Y REVWE[MEZR L, CTSS i~ — — & OB, TV
BL otz CTSSIIHERO— A =X VI F—2 ADHEEE L) BEICET

BN S 5o

DI

HT 7S (CTSS) WA Ivaf F—
2 (LT HHE) B~ s a7y — Y OMERN
BZFRIAMEI»LRE LZMEY -7 —Tdh
Bo CISSIZV AT Ay 7usr7—¥n 1T,
ZDFEENIPURRRIIEL 2 b o TWwh, HR
PRI T, BOEORR 2 WH ¢ 2 B
T. MHC 7 7 A L5 FOHEREEE IR IEAR
7548 (invariant chain, Ii) 2%&& L Cwb, CTSS
20— E YW L. HUEE I CLIP (Class II-
associated invariant chain peptide) # 5% 3, L72%%o
T CTSS DiFHIEHMERRICKRELSEETLH I L
WHEE S b,

oL LT O ME THE & 2 F & 05
IZB8 L ROC #i#F o i #7 F H A& (AUC) 1.
CTSS>ACE>sIL-2R> ') V' F — A D JJE T, CTSS
VDEEBEIZEWI L2 /RB L7z, ViE & MBS
fige & &R L TiE, AUCIEY V' F — A
>ACE>CTSS>sIL-2R D IEIZ &\ A5, e & BEfi
HDHVIEMPIBREEOHEFICE L Tid, 4D
== HIIEBEEERBOLVWI LR EERHRE L
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TWh, SEIIREE E OBEIZDOWTENLS
DT —H—DEEIT o7,

Jits

SRITHERE 40 % (BN 11 4. K29 %)
T, BRBESEONREE1IRT . BHRRE
DEMEE, BEOAMDE, LEIISLTOKRE
B2, IRR2E. WL v NS UEER, A1k
WA % & G MRS Pk Re DB L o —
VB UCHER MRI & *F-FDG PET 2 &, &
FREOL L WHETHE L. BREEIZIN
5CTHE Lo REBSREOBH THE L. REE
AR, BB THEA L72FlEBARSES. Bl
FREATOA MGEICLLEDPIEATOA K
SERl, HEMEILEALE & L,

CTSS i Human Cathepsin S Duo Set (R & D).
ACE %1% ACE Color (Fuji Rebio) 1) V'F— A
{% Human Lysozyme ELISA kit (AssayPro) % % #L
FHHAWTHE L7z &~ — 7 — ORIRDLEH#
FHE. Wilcoxon fF51F NEMARE TB I % o720
EX— N —OEE (REXAETRLZE) o



SR 27 AEEEUNE AMERTR BB A AR

F1. R
gl B
n B | EET (R B ()
2k 40 11/29 53 [27-77] 1150 [178-2976]
N 9 0/9 54 [27-77] 934 [238-2306]
B E 19 7/12 54 [31-76] 1615 [340-2976]
AF A FYE 7 2/5 51 [33-67] 524 [178-963]
Bk 5 2/3 53 [29-71] 647 [249-1166]
% 1. 2BEN DD OKIME<— 7 — O ROC MG T HEE (AUC) &
JRAEIRER 0.5 2 B OFEZO KR
95% CI
Markers | AUC SE p value
lower | upper
CTSS 989 006 .000 978 1.000
Control vs ACE 956 015 .000 927 = 985
Sarcoidosis sIL-2R .884 .026 .000 .833 936
lyzsozyme | .846 034 .000 779 0 913
CTSS 809 047 .000 716 902
Sarcoidosisvs [ ACE | 895  .040 000 = .818 .973
Interstitial
Preumonia sIL-2R 634 054 035 528 740
lyzsozyme | .989 .007 .000 975 1 1.000
CTSS 684 051 .004 585 784
Sarcoidosis vs ACE 681 063 | .005 557 .805
Pneumoconiosis | sIL-2R 727 .043 .000 643 811
lyzsozyme | 779 051 .000 679  .879
CTSS 912 036 .000 841 983
Sarcoidosis vs ACE | 804  .051  .000 = .704 .905
Pulmonary
Mycobacteriosis | ST"2R 645 058 .040 531759
lyzsozyme | .847 .052 .000 746 949

#E2 2 EENOL-DOLIMEY—F — O ROC i THEME (AUC) @

O E R
Markers Lysozyme sIL-2R ACE
CTSS 0.0000 0.0001 0.0019
Control vs ACE 0.0058 0.0917
Sarcoidosis
sIL-2R 0.0547
Sarcoidosis vs CTSS 0.0010 0.0086 0.1800
Interstitial ACE ~ 0.0033 0.0011
Pneumonia sIL-2R 0.0000
o CTSS 0.1142 0.2462 0.2213
Sarcoidosis vs ACE 0.0871 0.0884
Pneumoconiosis
sIL-2R 0.2642
Sarcoidosis vs CTSS 0.4756 0.0033 0.2608
Pulmonary ACE 0.3469 0.1044
Mycobacteriosis sIL-2R 0.0000
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HHEIE. Kruskal-Wallis #2572 %, Mann-Whitney 1
ExPBIholze &~ — 7 — DML, Spearman
NEAZARBEARE TGRS L 720
FFEARZDOMEER S OARER (R
REHFRE XN HS 260-3)0

IMiE CTSS IR IZRRRZEE & B CAHB L, B
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WIET ORENSKE VBRI D -7 —F. Eb
BT Eeds LTEHE~Y— D — M THEE L L%
Do 7zhS, CTSS 1Z EAEENE W E]H % 58
D70

K~ —h—OMEAZRET 5 &, CTSS & ACE
BTix. p =0.44, p=3.7 x 10°, CTSS &V /' F —
L 0 =0.40, p=2.9 x 10%. ACE & V' F — A
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Fhad F— ZAOMRRER & MG~ — & — 0 hE
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