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WEEHR D7 A VA K

(isam)

A F D HEAEYE O E AN B FE &

1. NV YAF—=FT v 7iEFER (HPS) &
PEEVE M RS 2. Ml s bEsR s 3.0l
FAAERR X D KRB TEET v 7 —
bERAS, EFRRE, BT EE R - GRAEARE
THRIRSHER SR & (i L7z, PR 27 47
7 HIWCHPS 28 THREE R HEedE ] o—fBE L



ST 28 EHED E AEIISE I B Y B AR

THERIRE & 52V, A2 HPS B M
RPFIEE W&k E 20720 2O E
5 F A SAERE I HPS B R 4 o
BWr - HEEOTH & 2 HE L7z Ml iE
T EERRAZ T 5 2 &1 X ) RIEDOARSE
DFEEMRH L BIEOFH EDERE 1T > 720
DLlhoWNE %2 & A [HEEC T AR E
ZHWOFHIE] & LTHATY %, MiledEAE
WETIIBWEE, TEEEZUET L. Pl
27 4R 7 H 1 HART T [ H SR Mk 4
FIRE] & TOERMEMTE&E ] (&P T [l
fadrdE ] & LTREmE 2o/, Dho
PESEE TR & e, Sl fatk IR s
B9 A FgE : EAEEERLER & 2 omlik ] B
EWLERL 72,

B. #En s B R &

FEFETE PR ZE MM VB SC A H R E B | ZRRE S
72 (2747 1) o PAZEVEMSUE SCIIE B o BRIR T
. BIEER. BLOWNEERIERSIN, Ih
LofEiRE T Lo, GO T AMNRE 25
DF5&] & LTHATY %0 MERRREA 2ERE
(PCD) 13/NERE, H AR O IR & [ T ol
AT ER L 720 T ORR. 96 X DHEEZ Wi
AR S (W

C. H 5k MR PR 98 0B &

1. FEFE R RRAEE (IPF)
@ IPFHEETA F T4~ OFFTER
@ IPF & PEMIEIGIET A F oA ~
@ IPF FHEEE S HO R ERS
@ IPF ZWr oA
2. ZJE A BEAEMERE (CPFE) |, LSBT il i e
fiE (PPFE) &2 Wi ZEHE D3R i
3. ANCA PV B 1 9 DARET B2
FERREDDEIMEIZB VT [IPF 42 5 IZA
PRI O R SR ARAMERE DRI T A KT 4
2017 FAT. FEEESHEORE. ZWOELE
1t (Ii{% & 5%¥E) , CPFE, PPFE 22 D37

AN
I~
Kot o T N
RIELRE

10 —
14

ANCA BB 0 7 » o — P A &8
K& HETL,

D. 4 vaAf F—3 25

RIEDZED FIEE L 70 5 XXM ZRNEHE
HWE—ARIEEZRE LT [Fvaf F—=
ABBOTH & 2016] #EHL 720



NV Y AF—=NE Ty 7GRS OF VI 2

*FRX 28 4F BE Hermansky-Pudlak i f A B 8 i 24 il 9850 2 oy

M4 AT ' 2B A

1 SRR SRR AR AETR P S A
2 AT R RIS

xR

PR B

Hermansky-Pudlak FEMEHE (HPS) 1. ARB & OVFz /8 ot F B HE (2 /MBS BB K T 12 2%
2 BT % 7R3 R RS PE OSBRI ETZA A % o Th B HEGTE D R 1
% - BifAEE % X 72T BEOH L 2 E VR ERE LB L 2o T D, TR 26 IS
H AR 255745 707 G258 ik O W0 g WA ZEE (2 1R)V T o> HPS BE i & 1 98 12 B 3
B RKBUE R e F A % AT L7258 471 R S OBREDSH ) . D9 B 61 ikl B W
T2 20 FEMNC 71ER, D BEBEE EbN s 5ER% I < & EBIIT 66 IEBI DR
BaBl73dy 5 2 EAVHIBH L7z MAIOZEHE LTt 2 0EFREOMK RIS S, HPS
B B T 2 OB R ORI L 2 HRIRE X T2 L2 HIWE LCWw7z2s, F
% 27 457 AW HPS A% [IREZM AR AE] O—# e L CRgE % =15, 2> HPS B
BV D EREE 2SSt e ol SO E R ST A, SAEEEIL HPS B B
Mg DBW - BBEO T EEHETHIIEFHME L TR Z2BI o700

A. WFZEH

UL D HPS B £ OVF O [ - 1M %% 0 75 BE B 7
DHERZEEE 20D, HEIZBIT 5 HPS BE[H
BN S DI ATAN AT L CHURZ IR L 729
AT, B - wEOFFI 2R EZHIE L,

B. W%E)ik:

EINAL D HPS B 5 ] B 14 il %€ D FE hE B o
HERLDFLOTRMAL, T/2EHN2 S HPS B
HEETRE L) EARE BT IE LD
12, ZORBOHFMIZEDVIBIOFI| & &5
L7z L LIBHRIZE L Cid, EIWAHIB W T
WE ZZICHE R EEED L ST W22 2 &
ENS, SHROMBEREE LTEENLZ LI
o7z,
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C. WgesiH
19K & SERERE

iR MERE |2, BRIEIN T & BN T 0584k
B o TEB Y BHRHE S o £ 57 &l At
REOERIPEMTH b MitHEEICHED %3
EERBOHR T, BERICHEHEIL T & 723 RED
Hermansky-Pudlak #i 5 # (HPS) T & %, HPS
1. 1959 4EICF = T AT NE T OERITH 5 Dr.
Frantisek Hermansky & Dr. Paulus Padlak 12 & - T
R & B2 88 O H B KX OV IE ) %2 225 % 2 JEfBI 28
moTHE SN s ROEH.EZOFOY S —
Btk A 7 = VA RBLIGE, M/IMBEREIC T IC &
% MG & AR AR IS BT B0 A MRk
W DA SR E 35, B aks kB
BHETH Y. £ 70-80% (2B HRHERE 2 AP35
T 72 SEAEAEIE 1 50 ~ 100 HAIZ 1 A& T
HHH, TV aTiE, A1,800 A2 1A
EREHEDE L 2L AT AR F YY) 7T =T
& %o HSP-1 £ HSP3 ALY 74 4 T ThH Y,
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2. FIR & i PE

1976412 Davies & Tuddenham 7S HPS & [ & %
fiti 4 (IP) & O BEMEZ WO THEL T 57,
HPS O & /p CHIED M AWM %% 24 25 D
HPS-1, HPS-2 & HPS-4 T& % . ¥lZ HPS-1 T
1359 80% 12 IP A358HE S A Vo IP 1& HPS D fy2f
BOWRCHERTH) ., THREFCTTHEELR) A
7 Thbo FEEEMHMHMAMERE (IPF) A%8% 50 % LA
FCHEIET DIk LT, HPS-IP 1335 < 30-40
WEICTIET b0 LHEDOT DL . BHEOK 2 &
T&H 5 Y IPF, HPS-IP J: AR TH 5,
IPF (349 3 4E CTHEAME T A D12x LT, HPS-
IP D% IXBW 5/ 10 SEMAEFT L7720, F
BIZIZIFRAS E S b Y, fikkRe b, R E
BT LHD, MEREELETLIZLELH L.
WLy 7 AMEFETIX, IPF &£ 0, LHE,
THGER. MRETE . AENC BRI ISR E
ERETLH, MEHCT THOEAMICTY T A
5o, MOIRES 5 1SS SRR RN 23880 % o
SUEMZ LR BN b RAET 5 7o INBLAT R
(X, UIP OAFEAT R &L T 225, e~ 2
07y —YEARORREE. tuf FEWEO~ 7
077 —YNOLAE. 7 AT/ME (giant lamellar
body degeneration) % & E{@ARIRIZIE R - 221 L
72 11 BUR b Bz MiE % i e 5 % ¥

3. I & T

I FRAERE D IRRE L, FEFEMENTAAERE (idiopathic
pulmonary fibrosis:IPF) % HMZFEIIDSHEA T &
720 FHRRAMERE OTRREIL, REEIC X 218 5E K
Bed B 2 DIHHAL T 2 &) FREFLDE 2 9
5. RENEHBLETIESREI L, SR 75 RE S
B B T G0 IR R JIE D 12 O AT T B 1 Dk
DRBENDZ LI L > THREIEDERT 2 &
I, G EBEOREIREOTLEEZLND
E)2 o072 BHBO MY A=, T A VA
Yu WM. OABEEWLA ., fRERAME, FRILA ML A%
EDOBFER T Th %05, BRER T OBEEI LI
BT Y., BEE 4 U 505234 OEZEC
L%, BELEKEOMEMERIIBWT, 7/
L, ¥ 7 L (DNA AF k. & A b 56,

- 52 —
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noncoding RNA). 3 & OlEsIZf#F 9 % 4 7 flfig
PRI T O R, RBRAPET 2 1,

A LB TIZ, FFR Lo, BEICHT
2 B OB AT, HE MR OBkE 12
Lo T, MIRFICHFE S LS, IPF O 11 Bl L F2Af
Rl I3/ MR A N L AR 22 B A O S B DR
HDEHEMN, caspase Z I LOHEFTLTHRE—T AT
7 MzERT OB ITED X ONEELDRE 5
MBI RS R R 7Rk —
VARIZ LD E LT, LRI o i
Ak, BRI o Mgt R e E L IR 59 %,
IPF & %7 ), HPS-IP X, H— D& TRED
JEH R = 2 Mi#HERE CTH 5o HPS HARTRE~
7 AE T & I CRBBIET S A IPF & $EDL
L7-BeF A 59 % & & 412, IPF OFFREMRT
LEFGLTWw5,

a. HPS &L F

HPS 110 # 1 7 (HPS1-10) 1. T Zh
WMEOBMETREEHT 5o HSP-1 B b % <,
HPS-2, HPS-4 & &2, Dy 4 7L EAET
H5Y BERNOWSE L HPS-1 O IT L A
EThbo HPSH#InF553— N9 5 HPS &1L,
ZDE LD VY — L HEEAEEM (biogenesis
of lysosome-related organelle complex; BLOCs) D7
METTH %o BLOCs 12, U Vv — 2 Bl
/N E (lysosome—related organelles; LROs: X 7
VAER NN | ANV 27 ) A D] 2 5 AN |
fifife ERMRBICE E NS T A TAMK, =T 7 7
¥ v MEE (SP) 7% &) 128V, small GTPases
AWML L. BEEAWEICHS LTwD Y,
HPS2 1%, adaptor protein-3 (AP-3) @ b-subunit %
I—=FLTHEN, APBZELY FY =BV
v — ABEAEOME S EA L TwD Y,
fit> T, HPS 2B 2 EEFREIX, VvV —
2R LROs DAL - B ek & L2 M e N & 1 ik o
BEExE &72d. AT /%A MZBWTid, 27/
V= ANDY YN TEENEE SN, AT U
FOER. WEEEIZEE L, R, BE R
JER X729, MV/IMRIZBWTIE, M/RE G B
ANO+1 U b= R ADD, ATP O R T 254 L



M/ OB SR RE LS & 2 I &2 & 7297 £ 72,
GRS AR IR PR Ze & ORI
falz o A FEIEANEAE L. ASFIEEARN 2%
PRV . OFER &% & 7291,

b. g~ 207 7 —IDiEM(E

HPS-1 #1128 RE M bk i (BALF)
HRoMfaEeiifi~ 7 a7 7 — DFuEmL ., i
HALL Mg~ 207 7= o0 A4 Ay
B4 (MCP-1, MIP-1, GM-CSE, M-CSF) & #1
LTHY., HSP-IP TIZ & 5128y 5 7, iftk
b L7z BREMIIE 2 & b EEA: S B MCP-1 23
~oru7y—=UEEHFESE il rur -9
L VA SN D TGE-b Al LMD 7 R b —
TARFE L, HHESFART O HETE & i
~NOGALER L, B LT ITTHET L L EZ BN
%o HPS-IP |2 BT 2 Loy o—>o L LT,
) VY — A O FeE R M N & ik O 2
LoT, filg~ru 7y —JICER LS K
g 0B LEMRNoOYt—T 77 5~
N ERE DT CORIEDT | EEx2 5] &, Fifii
Wz~ a7y = OEMIbE A b A v
A, BLOBMESFMOEREICEL EEZ O
% 119

HPS-1 % HPS-2 D~ 7 AEF N (ZFNZEN pale
ear , pearl mice) Tl 11 Bl bRz Mg & 0 EAE
S % S-nitrosylated SP-D ®* MCP-1 12 & - T#H
LR~ 07 7 —VICk 2Rk E 2T 5
AL Nk & ISR AE TS oo, ik
VR U 2w 20202 0 = 2k LT, HSPI/2 double
mutant mice T &, BN L 72 S-nitrosylated
SP-D R MCP-1 I2 X o CHiifa~2 a7 7 =78
EREL, BWEIILDEEL %5, kIR
fa~2rua7y—JVEMORERIE. 1R -5
RO 7 R b — A LSO &L - T
FARAEREICZE 2 2 MMM E kOB EIZ X 5
Ty VY — AR E L X 72 LMl B R MR
kDT A4 b AA viZkoThifa~ra 77—
I LS I, B LD B S TOHE L 72 IRAB IS
bHbHEEZBNS,

— 53 —
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NV Y AF—=NE Ty 7GRS OF VI 2

c. || BYfHRa_ERFHRRRIC BT D EBFA R LR EU
YVY—LAKRVA
IPFIZBWT/MIERA ML AIZL BT R

ADNEH SN2 DIE RIEMENTHRAMERE O 8-15%

BEIL, =772 %Y VEEEETTH S

SFTPC, SFTPA2 DEENVRDOOLNTZ L& -

PITHE Y, BERY—T 7y NEAD

VN A - o il R SRR @ Y )

EA ML ZADER S, #iiZ i3 unfolded protein

response (UPR) & MHEN L UL EHRZ § .4 —7 7

7% v NBIETREDOR W IPF TO/NEAEA ML

AHEDHLNDL P AL ADBBE EN R ITN

X, MIBIZEBEEO A P L AEZITT A - AR

ZVEDHE
HPS-IP 3% @ BALF D filifla~ a7 77—

L IR LRI I IEE KR 5 & 5 /MEDS

EHEINTEY ., MENEABREOREEIZNED Y

VY — MMBRERE I L o T, BE AL ER

L. MEBEA L AR VY =LA RLRIZES

T AN LR B 7 R b — 2 ANER S,

AL S92 £ E 2 b b, MM/ Mo

IR 5 Rab38 DSHERE L 72 72 % &, SP-B 2%

)Y — ABEMEA/NFETH D . T A T/ME

HZHEIN L. BEEA A L5 2 & ST

WY, )YV A AL AL BT HE =

ANZ1d cathepsin D 3B 5- L. /MEAEA b L 22

LB 7R N—= AIZI1L ATF4, CHOP 7" 5-3 %

A5 TS OFB ) B B ICRED 5

Nbo
~ 7 Al B RN 22 B SP-C # iR TE A

WX D ERMEAPEEL, DMK ML AES

TAHTRN =TV ADERSINDD, TN T

MAHELICIEES v YA NVABER T L <

A G2 B Ay Ry N I2XoT#

ey N NE S 13- E a2 R S i 5 4

V2. pale ear, pearl mice TI&. 11 BUfilifid b Kz g~

D) UREEFRE L, e~ ra 7y -2k sl

FERAET HH, BiKEIZAEL LS00, ik

LI TRV, L, YUARTLERA T

P 502 & o> C TGF-b O EA T THE, 11 Bl 1 R7

MIBOT RN =2 A% fko THMiMHMEL &L %,
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5D~y A TIiE, BALF J1 0 SP-B % SP-C
PP LTBY, SPOFWMETARD 5N 5,
SP-B X°> SP-C &, MM D T X F/MEIZ 50k &
NFIEEERTVRE Y, ZA5DY Y AT
(&, pro-SP-C @ FEHL 4 % il |2 cleaved caspase-3
% TUNEL [HtEME 28 b b, £72. HPSI1/2
double knockout mice @ 11 ZIhlifn F Rz fHALIZ B
T/PEAEANLARY) VY =LA ML AL
RIftifE LRI D 7 R b — 2 AR #HEIL & o RE
WAFRD H5NT V5B P,

FARAEAE O FRRE (1, BERERETUHE . HARTLIE,
4 7I= V=240, KFEICEELT 5 Wie-b-
catenin X sonic hedgehog ¥ 7" )V, #HESF ML D
KR & R FE LT REFEEIE I TV
% o AT BT ARAERE DR RE I BT il B b4 —
N7 7V —OEENFEHEN TS, TH DR
ARSI 87 S N P R i - A N | S [ [ £
HEFFRRIE CH 5o I OMIETH 5 A%, HPS-IP
DITAETNVIZBWTA— b7 7T —%T0HES
5 Z LI & o THRME LS T S D & & 3R
HENTWwD Y, MHELIZ Db b siRNA b 3
HENTBY, TET ) LOBITEIILDELT
SHROMFER R F -5,

4 HRIZBIF DAV YV AF—INF T v 7 fifk
HEA DRIV 28 03 2 A

PR 26 AF B © OBEGEE BBORT Rk &
LCHtG S N7z [V F AMEIGEE BB 2 SN
32 ] OFVEGTEDC F AEMIRESRI S L LT,
HANZ BT % 18 T D Hermansky-Pudlak #i 5
(HPS) A Bf R MR 9512 B3 B KB 70 i 22 7
BIZEFL., TORETHET 2 THPS &0HE
MR R OFZW B L AR 75628520 A
AT B BRIZEEIREOITOIRERR & 72> T
W5 [HRECRE R AE ] CE#E 1) DSHEAT S 7z DI,
COEFRERDTF 27 F7H1IHIPLTHD
ANV Y AF =R R T v ZIEFEH OSBRI ERE
JEREHEDEMOE S N TV AR WETH - 72,
P 26 4F 9 I H AR 375743 707 7258 T i
DIFFZENEHMEEZ 1CHTTO T v — b % Pht
L. AERAFEFCIZZOREE T LD, TV

54 —
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FMARELLTEIAPEETHL L2 EE
L. BBXZ 20 EMICBIT 2B EERELFAET
BNEE LT EBOT v — FPARER 1 IR
R

Hermansky-Pudlak i 5 7 B8 3 ] B 14 il 9 12 B 5
BIEFREICET 7 v — N OfER, H AN
TP ETRIEMRE 707 MRk D 9 B 471 Hidk (66.6%)
PODORENHY, TDH) b6l ik (13.0%)
WZBWTHEZE 20 FHIC 71 ER. ) bEEL A
bitd S ER & Bk < & FEBIZIZ 66 EF O 5B
Wb ENbrolz?, T0HbL, WZED
R Vb D26 B, 20 LI LRI & OFEE L
DRVL OS5 B, 511 ERE Bz 55 EG
WMBHEDEINZ 7T 712 L2b D% K2 12RT,
Z DOFfE R BT 2.5 N> HPS BY i E
PER 9 B DI SR RARE iR X LT\ b
CEDIREND, INLDEEIIRRCERE T %
FAHIBIEZNENTH B 2 EDHEE S NS DN
BAAEZR MG L TV 501X 8 flifkd 8 FEFITH
%o TN FETOHPS BEMEMMEEZIZAT
Of RRELVT =Ny, A 70 AR vk
TR 2 EEREY Lz LRl H - -0, 16
fiiix (26.2%) DEF 19 i1 (28.8%) o 6 Htiik (26.2%)
DEF19 FEB (28.8%) 0 BITE D B 2 ke L T\
% DI 8 Jifisk d 8 FEBN 72H5, FEAR ) 2 {E R DRL
WL Zo) b 2ftize (25%) 2ER (25%) DA
ThHo72,
—RFAEDOFER D HRENI2Z Lix, HPS B#
R 28 S # X RRSE iRk 70 & D TR PR
IR ENTE2H5A. HPS TH D 2 L o
FTTICHEE L T 5D 2 LB, FEEHIZ HPS
HARIC L 2 EMEMi A2 EET 5 2 L DHEETH
LZENBHITOENL, EHLICFOMENTEEL
T HBRBUEIE AT ST B A% % G HREATE
FELTWEWI EbdH o T, MIGETRBEBIRY
ENTVBERIHNS N DR ENT Y,
Ak HPS B 8 [ B M il i B B ] 25 % &
7R RIS, S S IE L B A
FEMRE DM R B S ORBE 2 ) 2 THET
bo DI ZTHHRO HPS BER G A 0%
Wik OO 72012, BIED 1IPs &2 W IZHI L 72



NIV Y AF =288 Ty 7 e O R 982

£ TRAWLLEE L LISEAEOBART & M4 2 ZRABBEO N LET,

B4HIT

a4
1. EfiFRICk & F U CHIEHPSBhE B E MR E MR O BREHKEZ TR I TV E
j—z})o

(ONEVARORNAYS

2. 1O NIv) EBEZDRET~BI AWV LET,
TRESNTWABEB L F0OHM CERXX-E) &BEROK, IBEOFEICH>X F
LTHZTLEE N,

3. Bk d & F L CHRAT 204 I FR E O [ ZHPS BE L i) B ME VLRI 2% D B Ak &
pEINEZEREHY T2 (@ Ty @ vwWinz)

4. 3TO NIV EBE2DOEAT~BI DB LET
TREINTWIZBREFROHE ZOBE IZOBEMR CEAXX-4F)  1GEOH &
IZDEXFELTHLTIIEIN,

5. 1BIUP3ITELLHO NNz ERBBFEZICHSTEEFITEI PRV LE
75
BUE O s LAS C . HPSBE MV E T MERG R D B A TR SN 2 i3k d
DTN (@ vy @ vwiox)

6. 5TO NIV EBEZDREHT~BI AWV LET,

THIREIN TV BEROE T OB X ORFEHM CER XX-4F) | IGROA
HZOXFE L THZ T EE, EXZRTNIZOERKEZ# 2 TR0
HAD,

1 Hermansky-Pudlak fEfHE R S M B M 412 B 287 R/AEICH T 27 >~ r— b

2 —RFIAE TR S L7z HPS B B R S B % O SRR 4 >

— 55 —
20



il s & P 9 2%

fii el 2 PR X e

Ik og— L E s

1 EDZ Bt L el e i e > 7 —
2 JR AR R

¥t 3=1

2014-2016 4E O[T, Hifs&E HIE (PAP) #4313 AMED WFZEHE [T & EAE. BT
BN R BT AR EEEEALER & Foniik] PE] & EEE L DL oG E) & 5

WL 720

e 20154E7 H 1 H. HO®REM PAP & JEKVE PAP 1248 7EHENR IC AR S U720 2016 4F9%
FDWrFEHE - HEEE M, WAZGERERB L,
o 2011 26— —nl i & B e BB BT % FEht. FAEZIX 0.69 A /100 J5 N 1 4E,

WEARRIL6.11 A /100 Ao

e 2014 4F 11 A 23 HEIL, 20154 10 A 25 H KPR, 2016 4 10 A 22 HHETIZ TR &

FHEMGR S % Bifi L 720

o 2011 4F [Fild&EEEDOZN, R, BHOIEE | 2/ERL Twd,

TER (JREIUGET) DH#efi 2 G L7z,

A WFZEHI

s BUREEHE & LT, Fifa&iE (PAP) OIREHE
FRHRE., BT EhE LIEHT %,

o PAP BB FGRA & R A 12T VIR BRSE TR S
5o

o BE. FIENOHHRIEME, HEF LD
M AT 5.

 PAP ZWGE OIEME[L D /20, B ITHE DL
LDz DBHENA KT 4 M8 (F5]1 & OHH)
DS E BIGT 5,

B. W%k

 PAP DR HENT 12 B 9 5 & A HAH o #E Al 2014
£ 7> 5 AMED 28 B [PAP. a8 {2 14 fi B 14 i
BB RIT A W98 EREERALEN & 2 0wk
BESEM E 7 ). BWrAEdE, FAEE % RKE L.
ML L EHE L CIES A ICHEEEE R L7
HEEfR. SHEEAE, FRERE., EB T — FOAE
e i BIE L CHEERRE L 72,

- 57 —
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FGETA NI A

o BEBOMA  FAHE TILPL GM-CSF H O itk
e % Frim K, PR EE s 5 —,
THIERKRFETERL TV 5D, P22 4ED25 3
iz OFBAEEE L, O, FEOREE, &
SIZORBEREFE L, EELLHEE LT
HEAERELZFHRE L,

RS OB 2010 £ S4E 1 |, KK & HE
RHAIZ, BE. RiEE & D12 PAP iR 4 % B
LCT\wb, 2014 SEH 5 2016 F DO b AHRIZHE
i L7z HARME&DERE XL GRBEEL.
BESOBERNZIY) ANTT U T A% #fiL
7oo WMt CRGBEELAHET L,
THRAAFT A AER (HEAH) 2011 4 1F #
L7z [PAP O FZ . H#E. EHoIRE] & H
W Wb, BTE, FKATE TIX AMED [ fifi
EIGERIZ X % Salgramostim. 3R IC & 5
Molgramostim @ 4 GM-CSF % HJ \» 72 W A i i
HEM ST b, F 720 GM-CSF Prikifil 2
DXy MEDSHIRESNODOH B 05, TNH DR



PR 28 AEEE N E AEEE A B B A A S

BRI £ TS, PAP BN A KT 4 » & AF# Wige : ERESGELER L Z o5k (GREEFE
5, 063) ] BETId, BEBFAE MBI TR L
T&720 2015 4F 12 HR L TOOEHEHILFT
C. WrgekiR 1,005 B, 4F M Fr 3450103 B / 4E. RAEE
* PAP ON. HCAREME PAP, Jo K% PAP £ 2015 (2014 £T) 0.69/100 77 N [ ., HEEAHHE (B
7R 1HPSIBEERIC R o720 ZWEEER CHEPLHEE , 2014) 6.11/100 T A TH 572,
F1, BEEEIER20E) THDH, EHEEE o BEH. RIE~OFERIME, HHE L LEDOOM
I DL EA R BB O RTH D, ZHOT BH4Y 12010 4R 20 5 4F 1 [AIKRR & L ZE H I PAP
WI) ZA%E1IZRT, 2016 4, HAFED MRS AL TWb, HARPAP BB L —H
UET & EHEERE I 6 s MRATRERZ B L T 12, 2014 4F 11 H 23 H KT 6 [A] PAP il 5
BIEZ HFE L7z, (SEEH: #WRiEHRtE - ¥ — 43,2015 4 10 7 25 H KR T 7 1] PAP il 52
http://www.nanbyou.or.jp/entry/4774) 2016 4F 10 H 22 H ¥ LT 8 ] PAP 58 &
o [ AE. B MMM REICE T S Bt L 720

F 1 REERS ke

ERI Mo 2 HE 729 2 &
Lo WGP W CT ORI, =0f#ae CT) g < MlEIEZ LT 2 eHT 5.
2. B HIRSARIRT R T O a HE 7213 b TR 729,
a RUESNNA TS (BAL) M CHEOIMAZ R L, MiET 2 LK 2. T/ 8= a
=3B TT A 7)) — G D RCRO SRS B oiLs & jakik~ra 77—
(foamy macrophage) #3515,
b. 7 BRAR R (e S8 S AR AR AR It AL A 0 A) CIMTI B 19 % SR A T RS A H % o

1) MEESERE CT 12Ty AT O #T ZBEEE (GGO) SRLNE., GGO D4,
H OO IR 4 FE TR GEREAYEEN) Th 0 . Fesstii & s cixig— (8
EDAEE) THDHZ LS,
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i GM-CSF HOHEDOWED 2 SN TV WAL, SN E TOSHEIZHEW RS
BEIELIERICED 5,

2 A FUE O SO A P X ) S

PAPEJEE(CEEARIEZEL. EER S EREEFHET S, EBERSEHEENULENRET S,
[PAPEEE]

EREE(DSS) AEIR Pao,
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5 ENG 50 Torr>Pa0,
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RXNPAP RENPAPERL)

I BRI PAP EXLSDARBO—NR, 8, CAMBIZHS PAR (B MICHRRIELPIZA TV, 8<
(24X GM-CSF AIRE THS, It GM-CSF RIKIZLEBEN R END,

whe FRESAN (n56) | BROXMS S (nes7)
Hermatological dsorders 49 (88%) 43 (78%)

| Mysiodysplassc syndrome 49 (88%) 43 (76%)

1 Chrone myaiold loukemia 37 (88%) 6 (14%)

| Mysiohtrosis 3 (5%) 16 (37%)

im. myeknd leukemia 2 (4%) 1

| Acute ymphodd leukemia 2 (4%) 8 (14%)

| Adult T cel leukemia 2 (4%) 3 (5%)

: Aplastic anernia 1 0

| Lymphoma ' 1

| Multiple mysioma 1 3 (5%)

? Plasmacyloma 0 1

| Alymphoplasia 0 !

| Essential thrombocytosis 0 1
Infectious diseases 2 (3%) 3(5%)
Autoimmune diseasas 5 (9%) 4 (7%)
Post argan transplartaticn 0 4 (7%)
Non hematolegeal raligrarcy 0 3 (5%)
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(n=18):unmeasurable
— — = stage III (n=50):38.6(29.9-47.3)
— . - stage IV (n=44):22.9(18.6-27.2)
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STHL 28 RO E AN IS 2 AT

ERBEAITE RS0 )T FIVD GAP ET
VA BIBIE GAP EFIVOEHE S %X 4 128,
fEIE GAP E 7V Tld, HARAIZBWTS Bif7%
TR REE o7z (K5),

D. #%.

SO JSC &R D EAFRD LI TIE, BREH
ThHEMEE ] & EIERE 1. OFFHBEIEL.
PHEGIC BT 2 FRTHBEICHS S 2 LR EN
720 JCA L AHRB E LT 5 BE T EIRT S
EWVIHELEA, S ADLEHICE S BN TB Y,
FHEFUNCE L TOMGEIXIZE A EITDIL TV
Motz EHREHEE L L COREEHHED EE
Th D, FHTUREIC S EN-EREEGELIRKD
BN, S5IZ, JSCITEEmx R FE TIL If
ENTBY ., EBICRELEY RITS 2 WEE S L2
TH Do 5N FE L JSCIE AT T3 7% <
72O, ADLFHlOF) S 25 L. TR HlEE % 2L
FELZDDERS>TWA,

GAP £ 7 )V DFFii T/R S 1172 Stagell & Stagelll
DAEAFMABR S EHE T 2 FHRIE. Kim 5 OFEED
HER% 12 BT 5 268 BlO R Kishaba 5 O i
0B D 54 BBV T HRFAEICED S
N, 7VT7EWH) AHICHEST S LD TH A HE
Wsdy 5 >V F1) VF LD GAP EF ML H AN
XL CIEAE L EIEEVEEC, BIER LICHA
ANHEIRT BT LIETELRVwEEZ BN, B
IEGAP ETI)IVTIE, T X =% —fllAEDbLED
FHRE 2 ST 7205, #AEDLEIZE L T, %
AR D ) Y F IV GAP [AlRE, TR 4Rk,
%VC. %DLco D AEDLEN TR E ko720 L
L. FERERE, 4512 %VC IcBWTiE, + 1Y
FIVETINDIEOELITELYD, HANIPE
BEOTFHTICB T, FRIHEASRED EE T
HHI L, EHIT, FUFERE L TR LS VA
BEREAAE 2B L C O MIRBR BRI T 28 ) A 7 [HF- &
o TWA I EDIRE SNz,
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E. Hiam

JSC b GAP 7V b P THlRIE T4 Tld 7z
Molze BATOISC O 1 EIZH GMWT % I
% 2L TYHTIRBICEN - EEE S S BIE
M EETH > 720 GAP E 7 IV LI AR 12 B4
BIRNT A= —DERDTFEBRLT LI ETHAR
MNZ#EA L7z GAP ETIVICBIERETH - 720

EE 34N
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Clinical characteristics of idiopathic pulmonary
fibrosis patients with gender, age, and physiology
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#£1 GAP EF N AT — JRIDOIETEE

At Stage I Stage I1 Stage 11
SR 87 (42.5%) 30 (42.3%) 42 (48.8%) 15 (31.3%)
PEPEIPIE AN 4 46 (22.4%) 15 (21.1%) 17 (19.8%) 14 (29.2%)
Jiti 9 22 (10.7%) 9 (12.7%) 9 (10.5%) 4( 8.3%)
Z DAt 38 (18.5%) 11 (15.5%) 16 (18.6%) 11 (22.9%)
AH 12 ( 5.9%) 6 ( 8.4%) 2 ( 2.3%) 4 ( 8.3%)
it 205 71 86 48
GAP index revised GAP index
Gender female 0 Gender female 0
male 1 male 1
Age =60 0 Age =65 0
61-65 1 65-75 1
>65 2 =75 2
PFVC >75 0 %V C =380 0
50-75 1 65-80 3
<50 2 <65 6
%DLCO >55 0 %DLCO =65 0
36-55 1 45-65 2
=35 2 <45 or cannot 4
Cannot perform 3 perform
Stage I 0-3 Stage I 0-4
Stage IT 4-5 Stage 11 5-9
Stage 111 6-8 Stage 1T 10-13
4 f51E GAP €7V
Revised GAP Stage
1.0
0.8
% Stage | (N = 103)
=
S o6 mﬁ\
z
3
" \L‘l
3
‘_E 0.4+ LL':‘*N
g wge I (N = 152)
3 +
. Stage Il (N = 70) "
0.0
0 20 0 60 &0 100
Survival hs after IPF diag
5 IBIE GAP & 7 VAT #ifE
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IPF W D= Hef L ER 4

IPF/UIP A TGE) s

P @il

B ERKERRER Y >~ & B{§Z M

HE

IPF/UIP W {§Z Wi b HAY T, CT 12 & A2 # 5 MR E LR 0B kit % H
e LT—BEROME 2170720 ZORER, IR ESILRD CT Z o —B R,
Fleischenr Society DL IZHNZ T, ORERE X T W2 &, QRFEEEZNTD 5\ ik
WFIALET 2 2 & ORI R RIS CTEF$ 462 &£ T, —FRom bk
B EDRETH B0 TOMIZKEEOFFHEIIH I L CEEEHliZ B2 % - 72,

1) IPF/UIP Hi{§&Z Wik HE O Rl
1. HiY

IPF/UIP {35 W o i F ke & LT, 2011 4F
@ IPF/UIP OB W, (GEICHT A A4 N4 0B
£ 0¥ 2013 4F O KSR E PG 22 D Z2 Wit (2B
TEHA T4 DD, TDOMIZL OO
G WREDIREE N T WD, 2011 4E, 2013 4F
DITA FF 4 > DOFWHEL#E|ZHES  IPF/UIP O
EZRIT, FFICEVERESINTVED, —F
TWOPOMBERLIEHEIN TV 2, Fr O
Tk, BWEEORELEHE Th LMEHEMO—
BOERD, BWEIZ L ) —BEEPEN L2 HEL
TwWh,

Alal, BHELO WG WTREE CTh 2 35 1R E
TIERAT ROE#E L X5 BHIWT, 5 [MHESE X
RO CT B Wikt O —FEE OGS & AL % 5
M7z

2.5k
(1) FFAMm {508 & Reference standard (RS) @
RIE

33 S DTSR S W B TR B & O 2 5 1 =
WARIE L. 35 R SRR e v L 2 AU
HEBbbNL CTHEZORBZKEL, 127
BIOBEIEME 2720 Zohhs, TS OH
BIZBE LT, 5 MHERE SRR % v L 2 AU H
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TLHTREM A O T~ —2 L7z, IR
WA E TNBEFICE L Tk, 2F & L CGEIRET
FHER S A L CHIBT RN N Z 726

SHOAT XY N=H127 HlO CT Fi 512 B

LT EGIMMEAE IR O A IR L CTHGET L.

Z OB % G IMERE IR WS 5089

% 3 BX % (grade 1; definitely or probably no /low-

confidence, grade 2:possibly yes/moderate-confidence;

grade 3; probably or definitely yes/high-confidence)

I T A7 L7z H WriZ 4 13, Fleischenr

Society @ & #& (Traction bronchiectasis represent

irregular bronchial dilatation caused by surrounding

retractile pulmonary fibrosis.) (ZHE V> WF L 72 25,

LUT o) Ze e 2 B 12N R 720

1. Traction bronchiectasis is exclusively seen in
chronic fibrosing interstitial pneumonia.

2. Dilatation of the airway within airspace
consolidation, focal lesions, and bronchiectasis
resulting from airway diseases must be excluded.

3. Traction bronchiectasis is located near or within a

pulmonary lesion

(2) FHIE 1 & 2 E{SEEA

IT AN E D S0 BlOFES [ PERE IR
ZWLIHIZEBT A BL bbb CT Wifgk% %
RU. NI 48 % DS (WY M EB SRR



ST 28 EHED E AEIISE I B Y B AR

31 %, MO8 LAV OSSR RLEE 4 44 TSt
LUT Y b 5%, OV AMERTEE IS L 7R
ar RHEE 8 44) |, IZ[AAED 3 BB A T 712 & B %
5IPESE LR DO AETE DA M0 58 2 K L 72,
FEBE (S, BB St JPEG & L CT&EEli#E 12
AL 720 FEMOKIEICH 725 TiE, 1 EH 0K
#HC Fleischner Society @ nomenclature (2 AfE -
T\ EGIMEESTILROMEE % 3 BRE CRFl§
&I L 720 £DH%30 BB T, [{—0
I I % 5 BE Fleischner Society @ nomenclature |2
LR 1A 5 3 O %M 2 T AR O R 2 K
L7ze H 1 HOFHL Y v a v, 82 BHOHE
v arlar7 Ay N—DOFEIZL S reference
standard D — 33 % weighted kappa i TFI4H L &F
fili L 725

i A
1) Reference standards

S0 BIDFEFIZEI L T, a7 A 2N —DHWF L
grade 3/high-confidence case group, 16 cases; grade 2/
moderate-confidence case group, 17 cases; and grade
1/low-confidence case group, 17 cases) T & o 72,
50 B DFEBIOWERIE, HIRFEZ LR M % & o
8 P AR A L B A e 3 R S B HE B 16
Bl (421 %% grade 3/high confidence) 78 J& 44 i
% COPD 7 E5GERZE A IHE S 5 B3 17 Bl
(44%) (21515 grade 1/low-confidence case group)
Thotzo BHEROFENZ, JEWEDHAET 5 HE
PERf 98 WL & 320 |1 S8 S Bk o 5 1) 23 PRI
B BRI RIS T E v
REIRB 22 EEENT0 KT NV—T D% L
DFEBNL, grade2 DATT 2R L7,

2) £l & reference standard D —3

48 L OFHIIE D 9 B 40 ZOFHIIE TIE, 2 [
Hotvy aryToOkfEA21BEDOLY 23T
DL ) FEIZYE LD, 6 ZHOFEi#E Tl
KMEMPME T L7 Table 1 2 M By ¥ 3 »
BT S OV (k w=0.75) 131 HHDFFE
filcBI 2 c HOFH LY SEAIZSEE L (
w=0.62) .(P<0.001) .
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G i

G E LR O CT Z o — FHE 1L,
Fleischenr Society DL 12T 2 T, OFERE %
GEnnil, ORFEEBEENTD L\ VI
BT 5, OMEBUERMEILIER M &IZR - T
T2 LT, —EEROM EE2MLZ LA EE
Thbo

2 IPF/UIP B2 W D 7 — & N — ZERK

BIELIEOMEL L LT, migaSClf Lz
IPF/UIP JEBI DFREE A T A4 N, W{RT— % DFET
LR % ke L 720

3 KA~ DIHT)
DT o#HENOW I %1757z

1) IPF 12 %F 3 % NAC-pyrifenidone O i B8 §k IF
O GHIE, FEHEBEE

2) PZEMEMI S RHR R BIT B EFIMET I 5
\F % BT & FIATH O REHR



IPF W D=L ER 4

¥

’

FEVEIE AR MENG 9 (NSIP) D4R iRRE (MDD)
2 & B B OFREEALIZE

a2, A s

| RBRSIRBERIB TR - AELE  NEDCP
2 Rl KRR MR BT e L

Bt

BRI BT AEZRIICB W T, E£FME <Multidisciplinary Discussion: MDD) {2 X
LHWITBEERIZCT =V FAY &= FE LTI b Twb, LA L. SR
MEAE (IPF) DIAFOBEBICB W TZOH At Z2 R L2 138, RIFZE Tk, IPF 12K
WTE W E SN IERF RV AT 25 (NSIP) 128\ T MDD Z#i2s & DR E—3H§ %
MO EFHI % 1T 5 720

ik

AVEFE I A % 52 1 7E B TR TR IZ C NSIP & W S N73ERID 9 &, IPF. B IEN.
B L OB & R & T o T RER & £ 4 2 BT OENEE L, BRG. BRIEHR. F
PR R A L%, 137 B OMRZRAEE ., FGHHRRE, WEEIZ L ) MDD @i o X2
f‘f?ﬁ:o f:o

(P S

GIEBID NSIP © ) &, ERIEHRZ S L CWEHE H 2 W IZ I E 2 H (2 W % 17 - 72
AL NSIP & L < 1X UIP & NSIP 2585l & 72 5 &\ 9 HIRE SN % 5 b 72 JE B I 2 4E
BIZER & 11720 3 HEF]IEL NSIP %° UIP AN OB & 585 & v ) HIlr sl b B &2 H o, 1
BT 1& probable UTP O ¥ Wi A% b BEAL & 72 o 720 FRERFZWIClL. NSIP 25815 % 5
72DE 268 TH Y, 36113 NSIP X UIP SO MK W 2 58 D & v ) IS @5z 5
O, 1L UIP OZ W@z o7z, ZEREOHFE#RD A IZHED 72 MDD #Z i T,
Unclassifiable IP D52 WA 3 BB W T 50% Hod, 1 601 B IE I BE G5 P A e i A% 8
Bxbhoiz, 0o 2EFTIE, @Y% 05T 3. 1601 IPF 55 49%. 1
1% Unclassifiable IP & Z 1LLIAADZWIAY 31.5% & 73T & o 720 F#5E1ME NSIP & HII#r L 72
EAIE, 28.6% wHAE Ly IRWT 22.1%, 10.2%, 3.5%, 2.7%, 0.8% &K - 72, BRRAE
B % BIRBEOEHEIZT MDD ZWHEEEMIZ B W TELZ R L2 RRmIc %0
NSIP O ZWIAMENL & 7 o 72BN T K381 NSIP 32 W A3 B R B G R 4 O &%
Wr &[5 D 43.2% % 505 1EFIOKRIZBR)G L7z 2N ORERITiE, 4 Bl 3 Fi2s
Unclassifiable IP & O¥| {77 88.2%, 82.3%, 61.4% & B & /R L7,

d A
ARR: )

58T NSIP @ MDD 2 — I35 e {, BH#ELDPLETH Lo #FI2 NSIP & &l
SNTIERI D% P Unclassifiable IP & Z2 W & U5 T BEEDSE V.
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HTREHW

BN BT WIS BWT, WEZ T
RO, HEZWICB W T ZIrEH—3eR
TN EDPHSON TS, BHOEHEILETS L
LTAT) NEWIFENE & LT, FEFS I R A
(IPF) 12K\WVTH & S5 RS R BT 46
(Nonspecific Interstitial Pneuonia: NSIP) &5 W5

HALZITH S EIIMOTCEE L T2 Y 27 FTh

HEFEZ T,
HAE O VR 223§ A 2 Wi B8\ CLURRIR -
M5 - R, WD B CHEFE LBV

LHLOTHL, BT A ANy va vIilHEkD
< (Multidisciplinary Discussion: MDD) &2 25 T —
WTFVAY ¥ —FNilebh e LTHmHERINT
W2V, 2% ) MDD Z47\, MO B H
R L, $0abELIETLDIE
RISV EAR L, —BEP LA T LES
7%@%%#‘ﬁ%ﬁ?%®$%%&ﬁ¢éﬁi
RO TRONTEY, IPF DA OREIZB T
BARR 122 D& R % RERH L 72 WF 981 iﬁ%wo
NSIP 1%, Katzenstein (& 2B OFEE 5 ]
B D5 ISR E B v 5 2 7205, 2013
$L7/7f—béntAmmm0nmuﬁ\%
VIR EERRKEE R E R RO — B L L TH
? 1@0T%ﬂt — T, FEEME NSIP 13
(RS ERTARAEE (IPF) & OBl 2 ho. BIE
TR R B R % & OE A EY L 7
E. ZOTZMICEVEMENER SN D, T2,
ULAETld, 2013 4ED ATS/ERS 1 K5 4 » Dk
FICCru— X7 v 7 E NI A RE - TR
4% (Unclassifiable IP) O HIRIZ L b, FR - W%k -
RHEOM TERDOE D % Wi B DY Unclassifiable
PICEEINLEERIITEINTBY, KA
®%%m%&wﬁb®ﬁgﬁ%% ZWr. FFIC
NSIP OZWHIZEE 252 5 2 L HEI S 7z,
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F 1 EGINGET OEIT Ak

HEFT BN eSS
B R A ek B2
TRCET R ] {5 L
ey ERZWIZ DN T MNEHE
21i5i[@) MR WTIZ DT HCGHREE
FRELZ T A WALE
=) FRHLRSWIT R D\ T I ELR
@ MDD ##iizowT Eod=|
O] BRI OWT 4B
R O 5
WA
BER® MDD @iz owT &H
=16 BRI ONWT o

#2 7 MOEMFEH

Ql WEIOEAEDABE 2 728\, BIEZHNIL 2
1. UIP 2. Probable UIP

3. Indeterminate with either UIP or NSIP

4. NSIP

5. Suggestive of alternative diagnosis (others)

Q2 WSRO RAEDABE 2 L 728 WG Z
1. UIP 2. Probable UIP

3. Indeterminate with either UIP or NSIP

4. NSIP

5. Suggestive of alternative diagnosis (others)

Q3 RHOEEDHRBEZ LSV IREI Y — ik

1. NSIP 2. UIP

3. Others

Q4 #hrd: (@REBEZEEW)
1. Idiopathic NSIP 2. IPF

3. CTD-ILD 4. Chronic HP

5. Unclassifiable IP 6. other than the above

Q5 A& FPMIIERE ST e AL TE T2

1. A7 a4 RHM 2. AT UA R 4 SR
3PMHLIE (EV T 2= N b nid=r 75 =7)
4N-TEF VY AFTA >~ (NAC)

5. R

Q6 LWL (LH
1. Idiopathic NSIP

BEZLIZEW)
2. IPF

3. CTD-ILD 4. Chronic HP

5. Unclassifiable 1P 6. other than the above
Q7 AW PMIEE T 2 AT E T2
1. A7 a4 FHH

2. AT 04K+ S
3. ML (YL 722 Ry dhornid=r 54 =7)
4.N-TEF LY AFTA4 > (NAC)

5. FERBIE




ik

AVERI BT A2t & 52 VT 72 iE B C A5 B R L2 C NSIP
WIS NER O D B, IPF, BEGH,. B X
O VR 7% & S5l & 70 o 7HE B % 4 4 2 197D
EIATE L BRIR IR RIS BT L 2 LB ik
137 % OIFIRZRNEHE . BUSHRE. HREEIZ LD
W {RZ W, HEZ B L 0" MDD o= %
fTo7ze 9. BREIC L A EREROIRRIZO
WC, BRI X B R IRE A AT o 721 IR
WAREB X OHERE D £ 22 UIP 7 A
RT A NZEDW I Z ) 720 RWTL REE
B & 2 B R ORR 21T SHRELE S
L DBMOTELR T o720 TOBRBIMEEBIZX
% MDD #Z W3 X Oiafi Iy st 2 v, 5 — BRE
?O MDD i & L7zo 2Dk, EREE% 2R
RICEEHFwE T To 72, BESINEEAR
I CMDD #Z b L OEE L2 72, I
ZEER O MDD Zir e L7z, ERRBIE&
FEG] 7 BT, BRMEEIX. H20E B0, BEE,
T =8y B ORFHN) TR L 72

i A

B L0 R L 72 6 IEBIOERIRIEHIZE 3 O
EBY . WIS I ERE B ORI 2> 5 ORE
BT, EmWEMMEE AT S i N MDD # i &
FECNSIP & B S NIIEBIDOEFRTH > 720 IE
BIRRET IS B 5 & BBEE IS 5 [IE 13K 4
DT EL & oTze GIEBID NSIP D9 ., iR
Hhz 2 L CARE® 2 WCITHEHRE DSR2
Wr %217 - 725 % NSIP & L < 13 UIP & NSIP 2¢
BRI L 7 B &) HIBT AN x5 72 E BN
2HEBNZIR & 720 3 FEBIIE NSIP % UIP LAt
D& B &) HIESEEE o, 1 BT
probable UIP OH W H% -4z 5720 HELS I
IZBWVT, NSIP &) s & F o 720
X 26B1TH Y. 3 60iE NSIP X UIP DAt #kZ
Wz %89 &) HIr SRR o, 16 UIP
DLW E D72 WO IERO M
DWWz BBl MDD &2 Wi Tld. Unclassifiable IP
DFZWAH 3 BN BV THEEE D, 1 IR
g B MRS BN e H o 7z, TR D 2 0E
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IPF W D=L ER 4

BIClE, EPEEE HOLZMIIAEST, 1
IPF 2% 49%. 1 flid Unclassifiable IP & Z LAt D
ZWIHS 31.5% & 53T & o720 FE5EME NSIP & ik
L7zEE1, 28.6% i AK & L. kT 22.1%,
10.2%, 3.5%, 2.7%, 0.8% &Ko 720 BRI
DR B L R a e O I EI TG L 72
85 BBy MDD 2T IE &E B B\ T — BBy
MDD Z Wi 6 ZA L% 7R L7255, ®AEIIZHE5
% NSIP D5 W HS B CTHEAL & 72 o 72 REBNIAFAE
9, EFNII BT, FE5EME NSIP A3 5
B R A DM & [ D 43.2% % D 5 D
AZE ST FNLHOIERITIE, 4 Bl 3 Bl
Unclassifiable 1P & @ K77 88.2%, 82.3%, 61.4%
CEMEIRL 720

£33

H & &2 5 O S8R Bl AE ek & - 7238
EEIZAT> TW T, MDD 22179 2 & ®
T & Bk & K502 IPF. BBIERG . Sl 5
MR & % B NSIPERI 2 524E L72e TOHE RIS
lZ. NSIP (2% 12 IPF R BRI 3 & OV gk il
RKDERE D TS OBEEERICR S R
WNSIP IO TENTHAHH L) Filllicd &
DWNWTW5h, 2, Kinder 512 & 5 NSIP OJE
D13 134T 7Y Undifferentiated Connective Tissue
Disease 1= & AHlifEZETHh 5 L OFHER Y| Travis
51 X B HEFEME NSIP OFE 2BV TH, i a#
BERG eS EBNC 72 B LRI SN TWA T L2 X
%7,

S0 O RE S THRALAYIZ NSIP & v 9 MDD
TWISEAL L e o 7HEBNL TR L EES
Unclassifiable IP & HI B & 722 & 13, @I
NSIP & HIlr & 72 5EH1 234 % Unclassifiable IP &
FWF ST EE % 7R IE L T 4 o Unclassifiable
IP & SN BRI IE, BB % 58D AT
TIZRIT A, BEREF —N—F v 73 BIEIR,
A 2\ IXER - AHRRE 2 7R3 2SR &
ETE %\ (bW IPAFIER]) . BE & iR
WAL )SEE DL A AY, DIP X RB-ILD 7% ESFED
NG — IZOARIZ W, BEEG - Eifg L
BOREH L G WREVPEITENLD, TH Vo7



PR 28 4RO E AN ENC B % B AR

3 MEHER O ERIRIE R
Casel Case2 Case3 Case4 Case5 Caseb
Age/Sex 41/M 69/F 41/F 71/M 68/M 66/F
Presentation chronic chronic chronic chronic chronic subacute/chronic
Smoking Hx never never never ex (BI:300) ex (BI:860) ex (BI:200-300)
CTD symptom | none none none none none none
Auto-Ab none ANA:x1280 ANA:x40 (spe) | EJ+ (2014) ANA:x40 (spe) | none
Exposure ?/]:«E%E[j/ none none none HEAH - none
P 3 b
R i
immunoCap 17.6
Je b N/A N/A N/A N/A N/A AT 461
F A 262
KL-6/SP-D 615/188 N/A 2133/149 N/A 1918/586 3518/1760
BALF 0.2% N/A N/A N/A N/A 26.0%
(lymphocytes)
4 BRI T 2 RE D5
Case 1 Case 2 Case 3 Case 4 Caseb Case6
0T EEZE (ARE) n % n % n % n % n % n %
UP 0 0 8 10.8 1 08 0 0 0 00 0
prob U P 9 8.3 51 689 2 1.7 1 1.1 10 122 5 5.3
UP vs.NSP 33 303 9 122 5 42 0 0 12 146 4 4.2
NSP 23 211 4 54 90 75.0 43 457 6 7.3 10 10.5
altemative D x 44 404 2 2.1 22 18.3 50 53.2 54 659 76 80.0
02 EEZEH (BRE)
UupP 0 00 00 0 0 0 0 00 0
prob U P 0 05 625 0 0 0 0 1 1.1 1 11.1
UP vs.NSP 3 333 0 00 0 0 0 0 00 0
NSP 2 22.2 1 125 8 889 3 300 1 111 0 0
altemative D x 4 444 2 250 1 111 7 700 7 718 8 88.9
03 REZEH (RER)
NSP 10 526 1 50 11 579 2 118 2 133 6 28.6
UP 5 26.3 15 750 0 0 0 0 3 200 1 4.8
0 thers 4 211 4 200 8 42.1 15 88.2 10 66.7 14 66.7
04"MDDEZEr (ZH)
Idiopathic NS P 40 28.6 4 2.1 28 221 11 102 1 08 4 3.5
PF 3 2.1 72 490 O 0 1 09 6 46 0 0
CTD-LD 9 6.4 44 299 64 50.4 27 250 0 00 0
ChronicHP 11 79 1 07 0 0 1 09 28 21.2 19 16.4
Unclassifiable P 71 50.7 23 15.7 25 19.7 34 315 83 62.9 56 48.3
others 6 43 3 2.0 10 7.9 34 315 14 10.6 37 31.9
05 & R 2k (£8)
ldiopathic NSP 10 7.1 1 0.6 63 43.2 1 56 1 0.7 3 2.6
PF 7 5.0 30 17.8 1 07 0 0 2 13 0 0
CTD-LD 1 0.7 84 49.7 63 43.2 67 532 0 00 0
Chronic HP 3 21 0 0 1 0.7 1 08 8 52 9 1.9
Unclassifiable P 116 82.3 53 314 15 10.3 32 254 135 88.2 10 61.4
others 4 2.8 1 06 3 2.1 19 151 17 46 32 28.1
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FEBI D%  ASNSIP 788 — > Ok G 2 R4 2 &
ML\ Tz, NSIP LB S A HED TH > C
VB ITREMEATHERI S 7z

NSIP &\ 9 /8% — %, FEBRIICZF DB %
PeEDF AT RIZZ L . UIP, OP, DIB, LIP 7% &
THWEHESINDEGIZE VAL, L LI
FEIZNSIP IEZENH DT RXTEF—N—F v 7§
LHTRARLTEBY . EBINZHENIZ L) HES
NH Ny - D—2LF 25, TNETIPEIC
WNTEH VR LR SN TE /2 NSIP OB %
ZHefb5 5 2 L IZHEMEMI OB HEICB VW TEE
ThbrbEEZLNT,

i

FEFE 1 NSIP @ MDD #2 Wr—E 135 < 72 <
AL DS ETH B o 7T NSIP & Bl & 7z
SEB D% { H34 1 Unclassifiable IP & ZHr & 5
TREED D % o

23 Wk

1) Walsh SL, Wells AU, Desai SR, et al. Multicentre
evaluation of multidisciplinary team meeting
agreement on diagnosis in diffuse parenchymal
lung disease: a case-cohort study. Lancet Respir
Med. 2016; 4: 557-65.

2) Kinder BW, Shariat C, Collard HR, et al.
Undifferentiated connective tissue disease-
associated interstitial lung disease: changes in
lung function. Lung. 2010; 188: 143-9.

3) Travis WD, Hunninghake G, King TE, Jr., et al.
Idiopathic nonspecific interstitial pneumonia:
report of an American Thoracic Society project.
Am ] Respir Crit Care Med. 2008; 177: 1338-
47.
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S DRI ARAEE b S A U T A AEIE 25 b B oD e e B

PPFE O 5 Wi JEH#E 3 %
~HHROF A BZE S ORI 2 B ¥ 2 C

B EORW Y R E B T R SO e mREC

| H KIS P
QIERKRFET A 74 ) RN—3 3 v EFWZERT
3 ARSI - B 5 —

Pleuroparenchymal fibroelastosis (PPFE) % F N BlifHERE Y &b Tw b, EEM 2
RHERSH T ). DABENICBWTHMEDSHEML T 5, 2015 4 10 H 17 HIZ PPFE %
T =< LT 16 MR O AR B SE R 05l S 7z, &ES 25 PPFE & 75
Wr &7z 59 EBIAFE B A H AL, BRIRIE. BUHREHE. WHEEOF HEOM R, R&AZWIZ 52
BI73 PPFE L Wi S 7ze 52 BlOMETRE R4 b £ 12 LC. PPFE O Wik E 4 (EL 2 &

N

1. %518 MR OV F AR BT FE 2 T & A
W7o 72T A

52 ) D FRIRE 5= R T B O T R LT ©
EBNTH A,

1) PE#

B k= 3:2
2) FEREAF
FAESERE D O B W 5 IE T CIRJL \ FAE i C
HHD, BLERTOZAXIFFEEMARAEE (IPF)
DEFEFRE DTN EDL R\,
3) MR

IPF ([ZH LT, BHEENRD N2 EDKE 0
HMTH b,
4) FKIGME

KIEFERE D PPFE 235 ST\ 5%,

5) FEAERR. FIFIEIR

FRARIZEIE L G71ERE U MR 23R 5612
NP AV
6) BT

(1) ¢

R 1L PPFE 2O IT 5 2 b T =—7 %
FTRTH 5 WD S D50 72 DERA S
Vi,
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(2) Pl Es
PPFE (23 MFE ORI A L TREEDT R VW E
M (M) 2d 5. WMk, L3
BB TR ARARRE (M) ICA DN DRI Z%
FTREEZ 5N TV, BRIICHIET 56
bdH Y. WIRDETT 21206, EORFL
PRHET B LSRN oTWVDE Y, 4
DEES TS PPFE O R TL$ % 2 & 5H
SN0 7z,

(3) I¥H¥E
EHEIRIEIIPFICLITLIEASNLFTRTH S
A, PPFE IZIZ E NI LA LR v, 5RO
M THIEHIRII 2BICDARSNLITBE %
Do 77,

(4) crackles
IPF Tl KFDIEBI T fine crackles 2SFEIL S 41
%73, PPFE TIIAYFEOFER TR S 7z,

2. BWIEEER

PPFE D W 2 e 13 AV fili 240 2 HiAT S T
W5 IR & AEMATER SN TR WE D
FRIRFZWTRE L 0T TR L 720 ARt D BB HE -
C. definite (certain). probable. possible ® 5 3



ST 28 EHED E AEIISE I B Y B AR

DN S %, ZNENBBLZ 95%. 70%. 20%
FHZIIBVW Y,
1) MRS W
KLIRT LI, MoOBMELE BT LT
RO D 5 MR ESCERIWEL R ETE IR
REIZBWTC, IWES CT AT, AR AR AT 7 23
fii 2 13 PPFE O 28] (PPFE, definite) 12 L 726
WRARAEIR, MBS RRAT i, BT IEARM & L7z,
Apical cap & PPFE & i MpT A2F U TH %
A5 HER ORI ZRIFEETH 5
2) WRIREZ W RE
(1) PPFE, possible (3% 2)
PPFE (Z#LER =M A 20 F TRRAIC L 72K
BETH L5, REL L CGET 5 M X
IREEIZ & > CTHER i {5 " CTd 5. PPFE 128
Wi, IR CT CThligREB D M 2423 5 AN EE
R AEEIROFEFEMEREE D 1) . W IZMD - T
TR - ZREZ > T b, T2BEEONERIC
UIE UIXEES MR ik 2% % (PPFE /¥ —

~ :subpleural alveolar consolidation with traction

£ 1 MKW

bronchiectasis)o L7 L. ZOFTRZITTHN
X, BRIBYENGT#54% % IPF %13 U & 3§ % PPFE
DS OBFEMERE 72 E12 BT b H Y ) TR T
BHbo LELFEMTIED DM FTEHEMTIE RV,
F72 WEPRRORBNZ2S61L. BRNE
Feld ¥ apical cap & BIXBILIZ v T2
bh, KEHORTHIL, PPFE & b 7% <
G ZENTELY, L OMEENEENS
Tl b, Lol EHEERLEYINL EOiE
RPF BN T WEEO PPFE # %619 5%
Z LiE, PPFEDOHAR ZHI A L TH D THE
TCTHY) . KEEDHFIEDUELRTTLTH 5,
(2) PPEE, probable (¥ 2)

F2IIRT LI, KR BN EORRIR
FERDS S B &) A2 ZIKAYIZ PPFE
IR LD MR ERCHE GREMEImRI, 7
AN MR, BER, SnemagaE, mifg
M, 427073 X7 734 RREDL) R
AR 2 2 7ER 7 &) R L7z b
C PPFE (27 G L 7 WHE{RET /A 5 iviuid,

LUF D 1),2),3) &7z 34, 9<% PPFE (PPFE, definite) &3 %,
1 HEB CT T, Wil LA EF (2B R i oL 2D O . 2> LA IC PPFE /8% —

~ (subpleural alveolar consolidation with traction bronchiectasis) 5,

2 B AERCTLLT @ PPFE 288 — » & FEIAT %,
1) BT REERAER A subpleural elastosis
2) AL intra-alveolar collagenosis
3)  IEAEEOSHEMENEE  pleural thickening
1) & 2) BEEA, 3) 1< Th Iw
3 MMHLERTHREELZTETES

E Y SR

PPFE, possible

B CT CTHgffl_EAli%F 12 PPFE 784 — > (subpleural alveolar consolidation with traction
bronchiectasis) 2% % %%, PPFE, possible &35 %, 7272 L. T OWREDH I -

FERZIEMI D 220

PPFE, probable
UT?D1,2,3 24 CTh7/z$HE . PPEE, probable & 5
1. FBRHEICFIE L. D L IXBYINDH %

2. JHES CT T RIWEF IS M b2sd ) . 2> FI%FIC PPFE /X% — &
(subpleural alveolar consolidation with traction bronchiectasis) 23 %

3. MiEtE S FMREEZTETS S
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A o #EREIR OB @ PPFE % R\ 722 T D
PPFE #H5WV FIF A 2 e TE 5259, Ly
L. PPFE DA OO FESS LRV B %8 (TIPs)
&) DT IPF 8 2 @ #& # % i 72 L T PPFE,
probable L ZWI SN D Z &N D LN Lz n
AL END OIEFNIRZWEEEMAED 10%. £
CHREDL->TH20% LT THA 9

(3) PPFE, definite

*

AVEFA MR DS AT & 1172 > PPEE, definite D& HiF
FEHEZ L HIEE ERIKRIEH 2 5 7% %, PPFE,
probable DFZ W IZ W7 5L # 2 WHIHHE & L
"C. PPFE OFEE 7 BRI L & IR AR %
KL 7-BIKIEE &%) 72,

PPFE, definite D Wik #E %8 % 2 DERL L 72,
IPF & DFERZH ST 572002, #3210 4F
L2 A B o B Ml 2 N B &2 5222 Ly IPF &
I S 7z 121 Bl o BLE B O F)72 HE D BMIL
FER O 482 *. RV/TLC%pred.. FVC%pred.
& TLC%pred. DIt (FVC%/TLC%) % &L,
HE T AMD 2BI0ZFNS LKL 720

3 BMI & RV_LTC ®%#FE IPF &

S DA - L SRS R WA A 7 0 S

"

DOiEF, IPF 12X T. PPFE @ BMI 7%F & 12
A, PR R A BN, RV/TLCY%pred.
A EICEE, FVC%/TLC% 75A B K fE T
HHIEDBHELPIZR ST (K3),

* MEBR S O ACEWT CT D5 6 gk L~ v B
HEMRIORBRE L RAHEEORT L - T
e L w7z W R Uy
BITLRMEIC AL (K1) Y,

a. PPFE, definite (45 1 %8) (3 4)

F1RORIKIEE & LT, BMIL, BRI E
RV/TLC%pred. Z H\v>, BT AT 1 v 7 fi#T 2 3
#72o PPFE & IPF % 559 572 @, BMIL. W
P85, RV/TLC%pred. D 7 v b F 7 fiti & J&JE,
FREIIDTOMEY) Th b, BMI =20 (JEEE
80.77%, FFHEFE 82.1%). RV/TLC%pred = 113%
(&P 82.9%, JFHLFE 87.6%) i a3 = 0.63 (&
£ 90.4%. FFEEFE 63.6%). FFL3HHD ) B 1
HH%ZW72 L. 22 RV/TLC%pred = 80% T &b
UL PPFE, definite & L 726

IPF
N Mean (SD)

PPFE

N Mean (SD)

BMI (kg/m®) 83 235 (3.0) 52 181 (27)
CIE PR vt 27 0.650 (0.051) 27 0.558 (0.075)
RV/TLC %pred 80  88.6 (22.2) 41 1319 (26.3)
FVC (%) /TLC (%) 93 1.125 (0.015) 42 0.905 (0.020)
F 4 BRIRZWEE |ZITHEFE S PPFE (PPFE, definite) 5 1 &

DT oMEB EBIREHO WS L0723 %6,

definite) &35,

1.

W/HIEH
D BRIISEL ., RS LCIEEYUNDY S 5

|3 (2% 9% 7 PPFE(PPFE,

2) W CT T_LEAFER ISR LML H ) . 22 LA 2 PPFE /8% — »

(subpleural alveolar consolidation with traction bronchiectasis) %@ %

) WM LA X TMREESEETE S
) ,2) ,3) BINTiizd,
I csE H

— W

i

1) 5\wZH BMI=20

2)  BEAEODLH RV/TLC %pred. = 113%

3)  MAORPL RFER = 0.63

1,2 ,3) ®55, Al ld 1HEEMA L, 5D RV/TLC %pred. 7% 80%
PLE
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PR 28 AEEE N E AEEE A B B A A S

b. PPFE, definite (%5 2 %) (¥ 5)

B1F TR EIREE O 1 212Nz 72
AL OB HIITREIC X 5% 5§40 HEM
HOT, H2ETIIR P Z R &, BML, RV/
TLC%pred.. FVC%pred./TLC%pred. % El X T H
\ZERH L 720 PPFE & IPF % 759 5 B FUil 12 7%
HL., ThZEIKREHOLEMEHEE L, 728
Z X BMI O¥p6. 4alkEES L7z 52 1o PPEE &
121 B @ IPF (2B \V>T, BMI #%25.5 % 8 2 A i
LT _TIPF THh-72. §7%bHE PPFE O BMI
9 255 L FCTH o720 £ o TBMI = 255
A EIRIEH OFMEBMEO 1212 Lz FARIC LT,
RV/TLC%pred = 80% (RV/TLC%pred 2° 80%
{iti D JEBIE § X TIPF TdHh 5 72). FVC%pred./

%5

<

TLC%pred. 1.15 (FVC%pred./TLC%pred. 7%
L15 i 2 AIEBIL SN TIPE TH-72) &Ik
ML, ERE33HHZ X Tiw/z 36 « PPEE,
definite & L 72,

3. EE

PPFE (LB MMA LI B2 TH D . o
PRI 98 & [k 0> AR BRAE 1 E R C d B $H i 3R
SREE L TARMEENH D, LA L, — Kk
VBN 2 & —# 2 B3 %, PPFE IZDAEIHES
NEIFFIZL=— 7 AP H L. TDE I
PHYEE &) EEDLETE - SRALICHRT 50 &
WO FF F AR EIFFE S T OAEBIRRT 5
& MBI BT B ML 10 F 0 fe 121 Bl IPF &

WEPRZS WitE 121 ZHESE 7 PPFE  (PPFE, definite) %5 2 %

DUToHEEREBIREHOWT L3846,
definite) & 3%,
1. WZHIEH

1) FRICFEL. %S L BN D %

|3 | #E 52 7 PPFE (PPFE,

2)  J@ER CT TN I ES 2 LA d 0 . D LB 2 PPFE /8% — >~
(subpleural alveolar consolidation with traction bronchiectasis) 2% %
3) ML 2o TMREELETE S

1),2),3) 3 XCiili729,
2. EIRIEH

1) AWw%9H BMI =255
2)  BERAFEOEH RV/TLC %pred. = 80%
3) FVC DT FVC%pred./TLC%pred. = 1.15

1),2),3) &3 X Tii7z 7

#D

RTEBMBOER ~ RBREER

B EHHEDOLANIL
MIZBDRTRE HERE

1) ERICHIEEHMEORN
B&ICR->TERAZSIK

2) AICHi f TR E#RB% B4k

‘ fﬂﬁﬁﬁwlﬂﬁl:;ﬁot%l

3) A-BREIDEEREE C
4) BHEMZINEORKIE

5) R¥FHE%=c/D

s P B A A ~ i PR 2
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BT A 2 E TESICHL PR o7,

AREAT O NAUR, FEEBWT & OB WL
BOHINERTE B, R EIRE D 2R TOZ
WrA:#e (PPFE, definite) (2R & 2R ML W72
%9 o W{ED PPFE /8% — » OREMEAL DS T 727 &
NTWRWOT, ©¥ZFTHPPFE /Sy — v & F
LD THELRE HIZK>TW5b, FHlO A
? PPFE /3% — »d apical cap D Z £ b B 5 DT,
T DRI E L7zo PPFE XTS5 & F
MEFICRE DS KO, 3 L b RIEEMTlEe < %
B, _EHGEREAL L IPF <o fiod f - VAT % % 45 51
THRELBRIIC R S, BEOEHEY L E2—F
HIEMELIZEETHA ),

PPFE %3588 D 1L % i B VR il A M A e 47 &
N5l hve 520nE ) hm ., ik
. BPHES L COMBROEBEYT 2507 &5
D, BREIZEMRT AR5, Lichio
THEMRD 2 WIGEOB M EEDOIER A L (HET
H5o

PPFE, possible @ % 7 25 # 13 PPFE @ W] fg 14 O
HHIEB % TXT, & IZHEO PPFE #95wv k
F27:00bDTH 5L, iEoT. TOHIZITEHK
® PPFE C7Z WER], & < 12 PPEE DAL o [ &1
MR EROLEUEA > T B HRENDH 5 &
V9 Hii$2 T PPFE, possible & \» 9 #fLIZ L 720

LA L. 5ME 5 e BN 2 & o R E
WEMMALE 72T MRBELRETE D L0
SMEEMABIEIZE T, L DR, &
EWIPERBAENDL Z LI b, ZOTME
# (PPFE, probable) T & #Li%, PPFE LA} %
B ZLICIPFIZEhD 10%. £ RfED - C
b 20% LRI ON D EHEL TWh,

AR D F i & 1172 > PPFE, definite O 35 7 25 1
OVERRAS D - & L8 L\, PPFE (XM E M4 &
L CoAHLEMEER L & 12, EERE L LTo
LA LTW5, RPRIEHE VI RRs N
JFBANZ B LA Nl R 3 5 2 < DR
» b, PPFE 2B W TIE, FVC b TLC b &4 ¥
DY, FPRENIZ E U2 & N7zl o ks
IR LI2 < <, TLC O F L 3 FVC OIEF
DIFHI ALY EHIZAR S, RV/TLC O EH LA

SR S DR A - A 2Rl i 5 T B 44 0 3
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"

BT BHOIRDSIT SN RIc LA L
DR E Vo M2 BB DR TRERFEH I 22 U A
2 WEIHED D LI WS, Sl okET T
L C PPFE & MBI EMEM &% 7503 5 121k, I
WA RERGREIZ b & DKM S 0O EE#E, 7 v |k
T 7L, BLEEE L, LAl SH0OR
4 ES5ITRLIEREEIHCETL, HEOT AN
D 52 B & UFTHREER L 72 121 B IPF O M-I %
REDFFBICEED IS HKIE L 2B W IR TH
o THIZKDEIR, 2L BT, PPFET
RVEBIDFIVAAIZE LT 4~5% Wik F
Lo LML o LS L OREFIVERS UL S v
FAT LRI o LD RIEIZR 57259

E R ))

PPFE (IR HERE Clx & 5 A%, HL7Z2 2 Blifi e
TlE e\ GREMEFHE LR MEED X 9 2 MgBE o
TINEED BB FE I o 7o = — 7 72 JRKE
EL TS, AL 7% THEIRORR L Bk
FIRFBCRED ADIE, A7 ) O\ #EZE T PPFE
ARV ETLZENTE D, SHICRFRELE W
B HREIZ B Uik S 7z 4E5E L2 < Wit
AR 2 SRR 1 ) AR, S S 2D
RBWEIEI R D25,

SCHR
1) Travis WD., et al. An official American Thoracic
Society/European Respiratory Society Statement:
Update of the International Multidisciplinary
Classification of the Idiopathic Interscitial
Pneumonias. Am ] Resipr Crit Care Med 2103;
188: 733-748.

2) Harada T, et al. The Thoracic cage becomes
flattened in the progression of pleuroparenchymal
fibroelstosis. Eur Respir Rev 2014; 23: 263-266.
3) Kong A, et al. How medical professhionals

evaluate expressions of probability. New Engl ]
Med 1986; 315 (12) : 740-744.



S DRI ARAEE b S A U T A AEIE 25 b B oD e e B

MG PRI RAERE  (Combined pulmonary fibrosis and
emphysema : CPFE) DB Wi JEH#E DYERL

VD BRI A

1 AR RS B2 O A

¥t 3=1

-
2
TN

2 RN SR BR AR i £ > & —

SE A PR ARAMEAE  (Combined pulmonary fibrosis and emphysema : CPFE) (34137, L 7% &
BaTlEnERKETHL, D720, CPFE & L COBMILMEZER T 2 FIEHEEE L b
Z2BH. HRIZBWTCPFE %2 &9 & 52 200HBO N — VOVERIL, FEHEKTE
bOTEETH L, MEAMMEOEMMELIZ, CPFE 2 BUROZHETLE )L T2 212
DWW, T v — MFE%E L7z fiEL LT CPFE &\ ) HEEZ A L T\ A Hiaxs% <\
el L 72 A0HE (S ME. MsA) 263 2EERETH ). SEEEOLENZ KL T
VB BRI W ASBLRE TR D & 2 FLHEDS 70 O TR HE 2 VERL 9 2 O IX R HE &

EZTWDKEEN % H o720 A& &\, CPFE @ FREI.

UMM QT % & L7k a % 0o 72,

A. CPFEIZDOWTHRF THM I TV L H
2005412 Cottin & 7% combined pulmonary fibrosis
and emphysema (CPFE) & \»9 HEEZ A L 72,
Z D% b CPFE O BE B ENzns, Bk T
DOIHFEFR SN TV ELHLE LTI TOEN DT
5Nb. OFHAE L CIIBE ORI S- 235 b 5 E
BEHTHLH QAN T X M) —=HIEF I,
H AL T LT\ b, @EFTFITld,
L7z2E0HE (g, BismE. 7 AV )L A
ge) OREED V. BIFEIL CPFE (RUEA BRI
HERE) 12DOWTId, FEERETH D . —D DMz L
TR AL LTTIE RV &V ) BRI
Thhb, TD2O, TWEELERT S Z L ITN
b EZ D, 7272, CPFE D FHIZOWT L #]
EREFLFHLTHLDOL . [IEDOREEE R MHHEE
DI AEIR L T D RITDFK TOHRED
% {\d. S EPEEDIPF Th B REBIEEICIRE L T
CPFE Z & L T\ %,

2011 FEORILFEIZ B VT, O F AFEIZSINO
I E MR RO BEM MG DY CPFE % &9 & 5 2 TWw»
L% P T 572012, CPFE OJERIRET & & 7
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IPF (2 [R7%E8 3712 IPF LAt

Y= MNREERGT Lo EE L TIEMUT
DENBEF 57z, O CPFE ICB 2 5MEOFE
BIZOWTid, SEREOEAE B bRV (11
M) R OSMERZE AT 10% L& 35 (1 H
). bR oSMERE D 25% kT 5 (6
%) National Emphysema Treatment Trial (NETT)
scoring system % F\», SUE IR ZE 2% & OFAL T
bsw B2 HEREES Q). OMEM
gD/ =% EDXHIZEBZTWDLNIC
DWTlde IPDNF — > ZRb ARV (19 Fifk) .
IPF (ZFR % (1 fEg%) Tdh o720 HATIXIPF I
P E ST, NSIP HE 5 R il S D B3 0 i v 3 3
REERIDIERIH CPFE & & 6 2 THifkb 2 &
DO 572,

B. 4l CPFE KT 57 v 47— billfk

MM S DO HE P fiR% 12 CPFE % BUR O
TEIRZTVRDERIZDONWT, 2016 FFFEICT &~
r— FRAEZ KT L2 S1MEREA S & 25T
W5,
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T — N OB OWNE AR

1. Bfiix T CPFE &\ ) HEEZ i L T 222

A SHE A BERSRMERE 72 & O FFEIXEH L T 5
7%, CPFE OHFE IEH L Ty 3 fiiak

BJRAEL LC. CPFE &\ ) HFEZ M L Tw
% 41 Hik

CEHA%ELT, CPFE &) B2 LT
Wh o7 iRk

2. CPFE OFZWiHEEZEN T RETH L0 2
AVER L 9 ik
BULETH 575, IS CIEEEECTH %

28 fitix
CHETH Y. CT OGS IEMRA D
MAGHETHEERTHIERITETH S
14 ftizk
1 DEMT, B, CHBIRL2EELZITIE, 3,
41ZHELTLE 8w
3. CPFE & L CWi§ 2D SRIEDFE L 2
A SHED S IUSEREE ZRT b 2 v
(FZEDEF) 21 ik

B CT T_LAiO5UEDFEE A 10% DL 1
8 Jtirix

CCT T MoK EDFEDS 25% VL I
13 fitiix

D Zoft (BEORIEILE D RV, % Tl
HELTWRWEW) BRD LI, XE
EMD 10% DLk b v BER) 6 ik

4. CPFE D#AESEIZ DT

A CPFE OB, IPF IZFRE L T T %

9 Jitizx
B CPFE & 7% 1%, IPF LIAL D [ a B Ml 9512
LT % 39 ffink

FRe& Y. EREL LC CPFE &\ ) HFEZ i
LT liaxnsg <. el L72& bR (il i
JE. Wi A) 28T 2EERTH ), BREED
VB Z K U T 2 B MED L W ABLRE T TR
WD b % FHED e N O THMEME A ER T 5 DI
Wi & Z 2 CTWBHIRD S Do 72e WEF &,
CPFE @ H7E1Z. IPF IZBR%E & 9712 IPF LISt o
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BRI bR 2 & LR L 0o 72,

C. CPFEOFBWHMED 2 VIV — IV E2/EKT 5
72D D5 %D

L% IIPs ICDOWTHATRHBEZRL D A b

) =R TFEINT NS, ZOFTIE, UTD

M % CPFE I L THMES 95 TETH 5o

O CT % HWTHIRMIE NI ERIIZ EZEDR
fE % F¥Mli L. CPFE ®##E%E 10% & 25% D
20% FITHWTHRET %,

@M FIZKIED D B 1IPs & Fie % il 72 &
2\ 1IPs & O F %, FVC X DLco D #5341,

SRR, i s AR e A E DRI |

6MWT 7% &% PRIRIIZHE T %0

(® CPFE IZE 09 5 M E MM 46 /X8 — 12D
TOMRT %0 7207 T A =W 2T\,
CPFE O % i 4 % o

o

. BFgEsER

e
IR

BRSSP A ) B A e —
DIP, RBILD, CPFE & &9 & 52 57—
Respiratory Medical Research 2014

IEEE it s SR & O ARAEE)
HAIRI 2557 OV F APERTBE SRLEp)
A RTA MR ERES  FFZEE R E G
% L BEOTIIE WET3M Mt
,2016.P123.
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ANCA P PE R VR 7 DRGSR 2

ANCA B RICB T B0 E (FEMEM ) 235
I 2 SR (Y F APEATE R ERRY) ~o 7 v 7 — M4

WOR BECE] ' BB L BOR O, B B A 280 ARR 4

1 FRERREIR SR

2 BUFRR AR AR EE AR R A G R NI B P B2 0 B ORAR)

3 WIBR PSR v & — KR B 25 A A

4 ENLREERE NAORE R R R AR PR B A AR S W 78R 28 F BE A 2Rl
S MR — R E B - ) v~ FIBEUR AR

HRBLUCHW

ANCA B #1145 ¢ (ANCA-associated vasculitis :
AAV) 1213, OB L FEIMAE % (microscopic
polyangiitis : MPA) . @ % % Ifll & % 1k W 3 I
®
I Bk BRVE % 38 14 95 1% A 3F & JiE (eosinophilic
granulomartosis with polyangiitis : EGPA) @ 3 #£ &
WEEIND, F72, AAV ORI 4 B FElK AR 12
MEREFES HEGHE | —HiROAIZME %
ZIIET AR SEE TS Y, iR
R &L, ERATEMAE I 2 P ZE 2
> & 72 D AT 5 72 myeloperoxidase (MPO) -AAV (2
B4 2 EREE NG 70 b a— L ofF AR S
2T 2 R & BEERIZE JMAAV) 21235 T [
WAL ONif i ®E 2 b 7 v AAV] EIEFR S

fit. (granulomatosis with polyangiitis : GPA)

F1 AAV OEREESB L WA 54
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