20/5700450 A

JE A 7 R At e B

BEA VR BRI
% AR EBICBE S 5 SHETZE

g
VR 27 4F EEE TR A
Pk 28 4 3 H

merREE AR %



JEAE T BRI SE E B <

AR YRR BBOR MR
0% ARG IC RIS 2 BRERFZE

FRR 27 A EEE FE S

=]

~hk 28 - 3 H

R EE AN B S5



R BRI SRR A B B E MR BRI S
O F AVERTER BB % AR 78

YRE 27 SEE RS E
g K %
H &
MEZE
7N A=) A=
R R ==
B RS - Rk 27 FEME -
Rt dEE KRB % 03
WFZEHEF R 27 E R B E
14
U'o H
ﬁﬂ ar iﬁ —
| #mAERMURAMMERESBEIHRES
D AVTYRF ST Z RIS PR TR
wmEZ WL, ZHNE s
@ HREEELTS
HEF— MEBE s
® MMERERE
Wk %2, #FE GL— 59



Pk 27 FEOVE AMERB BT 5 AN

Il #EMEREREDHRRES
O MBI F AR E LK
BB FH, BEREN 6

@ BEMASEL %
ERINHHR, BEREAN 71

@ HERRER R
EA/N R, BEREAN 75

Il FREIEBE IR DB SRS
(1) FSFEMERTERAELE (IPF)

@ IPF OEHAA K74 ¥ ORFTES
PR BF], BELZEK 79

@ IPF &R A Fo4 v EwEE
__.._.‘% 83

)

E EE,

@ IPF EEESENKERS
EiE B, A0z 8s

@ IPF U ORI S

SO/, AER IEH 91

(2) TIESHITIRIEE - EEBRFMIRMEEZ I BEORERR

D EBRH, A EE 107

(3) ANCA BRE MR ORGSR
B RE POREF 1

V. IV 34 R~ AnB=HE
W B4, R IEE 115

— i -



= {8 fiff 5%

| EIEIERR
BZ - 2 (RR) (CET 2%
O F AR BIZ BB 5E SR SE B O B+ SRR EE T4 LA O

L.

10.

11.

FREOBE
R '

BRI BT E MR ERERE

N
FRMEMAAEEICBITLHADEREE S E
GAP index staging system DHLEARES

PR R
2011 4E ATS/ERS/JRS/ALAT @ IPE 54 K54 v % 7z
BT — R OME

e NE A
BB MR R EEABBNBITE, A=A 70—-DFREIZONT

TRH HE— AR

P ARS FUAR G OB E R K ORI § 2 e

EOE

HRCT | possible UIP pattern % £ L 7=V B4R B O ES
A g

125

129

135

141

145

151

155

fifERS Wy PET-CT . FIEMERMiJ & BEmRE G R H O M E RS ED

TR TR DRRES

Kl R
AFRIZ BV B e 5 VR B EE O B PR B
—15 FEH O EFEERT—

paE iy

& e A SRS R 2 EE B O . FRPRARET
Il B

Idiopathic Pleuroparenchymal Fibroelastosis; 17 B2 3317 %
CT BEREFE DX

EF R

— il -

159

165

171

175



SR 27 AEEEONE AMERRR BB B AT

12. PPFE ZWriz3135 TBLB 0% &)
Vel ERER 181

13, MEMERES ORI FAEGIORIR T 7 M AIZBIT5
thin-section CT 12 CEHMIi SN /-G JEMIR L HFE DO BRI B RO

TEA EA 183

I YILOA F—=2 X - EAMERR
B2 - 2 (IR [CRET D5

4. a4 F— AOBREBE ME~ — 5 —OLRE
(T BEBEE 189

MARRDOHITICEAT 2 —8EX

EE 195
MeEE 202

v -



JEAE 57 B R T Fe B B <o kTR P B BOR M JE 5 36

% AR BB 2 ARAEITEE &8 [CFK 27 ]
XK 5| KB % iR % B &
MEfEL | A B % | BAAEEERELHAREBENRENNESE KB 0 | #H B
WEsBE |85 B 8 B | LEENKEESMPIIE - 7 L F— AR R w &
TR | AR RE A IR AR B w B
WL W | REHAERE WREEY S — P
WO B | EBERKEER AR " B B
B3 % M| BEEAAEEMERL Yy — EEDEH w B
BOE % — | BBERAEHE S IERE 5 — TS
BOE OB A | (GH) BETHAREEET i
. O R | BHREE—ARER - ) v RERAR P
OB B E | RREREEREIR AR P
. T % RAK | HRERKAZE KERELTR HRIEARES PO
e I T ey B E
BOE B S| ERERREE AR BB
BRI W B | BEERERERESLRHRAHERIAR S w B
O HF | SR RERE TR E AR RIS R PO
T T e % B
WMOW B R KBAEREME B RN T A % B
WM % B | ERAEKEE EREEPAS RS- BEAANESE | % 2
W BN | BRI ERMRIARE w B
B om om | DR IERREERR TSR y =
BrimhE |ty # 8| JRAHE Ak E
T OB B T | LA AERESTIR AR W A W B
- BOF % | EREER KIS w B
. B B | BRERAEE - 7L E— R % g
KOE | MITEE AR R R B E




Fpk 27 4ROV E AMERTER BB 5 AR

X i % R % W %

WM E | RO L | RRERRFERRARNEESE # #
” tan # | KoEMSERARFERERE EEE SR MR # %
” = B M ¥ | KEESERRENRE R AR AR # %
” W 0 # A BREAME GR% HifgiE L VR #B £
” i M OB E | BABEMARFENR SRS - R - BN # #
” F Ok F® A | HARERREEAT AFREZE e ?‘;E"‘
” B OB M A | IERERFEEIRNR # %
” ANoE B R | MERIELERERESR 7 — # EV
4 £ I — BB | TEERFE IR # #®
4 W 0B B | BAREMRFEEERERS - T LIV — AR # 4"%
” A 0O B 2| AYBAEREERES T LV E - RENR iR &
” H O # k| XKELSOHRFREFRFAR AR &
” £ H il OISR LA B S B U RS R #B =3
” oW IE BA | deERFERRBRES (RRKEE - EEMAEY) # #%
” o 2 4| BHREEFELE - PRGN # %
, o % RIGAFRAE B R EEFAR AR IO IR EFREITRAN | o i

BeEnt (BZARD

4 EEY B M| PERIRILF R i £
4 % b R A | EZAFREEEAEZERERIE Y — RN TR E
” = B A | EXRmEEANEZERERIE L~ & —REFRaE AR = &
” HF N OB B | ZHESWERREENE &R &
, s n R Egi;%ggggﬁﬂgﬁﬁ Vo FREEL Y Y — ) Tk W AE i
” fExR M5 — | ERERZFEFIMTBHLRE FRasAR # #H E
” fEOE A | BERIUREE  WERBETR il E
” & OB — | TERFAFREFMER WRSRRESRE # %
” P # AR FR R I STRia iR # %
” # B = | BILRERERES AR TR BE
” FOH M R | EERFEREREFF AR AR B # |
” B B R | ARRKE EFHMARERE RS - A - BERNRHERR # %
” %o OB £ B | RBKFEFHEEHARERETREGEAMESE (KK # i

- Vi -




o4 U 98 ¥
— PR 27 FEEME —




R AE I 28

Sk 27 R
JE A SR S 52 B i B 4 B TR MR BRI 72 B 2
N F AN BB 3 A RANIZEE

Whgefizd Am %
FHKFEEME LN REIPR BN ST 08 k)

HFRED

REFFEIIE T N F TR - FRAICHFZE AT
THONT o loHmPEIBHED T AMMER
(D) - B2 TeER R EFRELITV., £
E 3t mOBW AL BREESEEOMKLE BT,
T/, BEOLIEEICED CRBREDHEL LT
WS EIAH DN E AR E {(4)-(6)] IV T,
PR E £ - ST L, ZETF Y AIEDW
BT R A VEOERB L UWETS % i
L. BRBESH BT AEEOEDOM EAZKY . E
BNOEBRROBTLYIRET LI L2 HIE L
TWwh,

KREE) A b

(1) "V Y AF—ISNF Ty 7 EEHESHM
B 5

(2) MhRatsaiE

(3) #EWRMSERE (BB T AR
HA - PAEBEMRE L - HERER
SIEERE)

(4) Mifa&EEE

(5) WESSVERVEMER 2 (FREMERRMEE. K

FE A BERARRERE - b SR AT Y R A A e
ANCA B BV fh 45)

(6) FIaf F— 2

R AE

PR O HIZ, UTICHIT S L9 agfhs - &6
SHBEED . E0FE - BRCKE/BISES
LJUBZDOEEZBNT, ERMZERHIZONT
. XD RREDIE, MR D o THEREM LSS X
A L7, HELARS - B4 - JRES
EFDEEIRISERLUTO®EY TH b,

B, BRI HARIERER S, H AR
BFEa. BRMEZS, BRY VI F=2 2/
WEFEMREYS, MREDE - B E
ERIZHET 05, ESEEEEImE RIS L
B BRI BEL RO ED TV,

A, HOEBED T AR ESR&

1. ANV YAF—=ISFT v 7iEEBE (HPS)
AU RI S (BT / 2B RE)

2. FilssEBPiEdls (kb3 — /EHER)
MilamaEBs (AREE 1 FEL—)

B. #iBtERERES RS

(BRANEHR 1 BREN)

HRTEO T AR E L% (DPB)

2. HMSEMEMRESK
BRI

[y

C. HRMMEMMESF2
1. FERMERARKERE (IPF)
O IPFHEESTA KT 4 v OFATERS
(FREF / EELEKR)
@ IPFAPHET A ¥ 54 VEELE
(EEE /B —F)



SR 27 AR ONE AR BICE T A AR

® IPF BEEESEOKRELS
B A OEZ)

@ IPF WO LE A
(SN / A R E )

2. SUEEPHIAAERE (CPFE) , LIEEMBMMMEE (PPFE) W AMEDREN &
C2Ub- v N RN 4 =)

3. ANCA Bt E PR & OB i &
(ERr#&%R | WHREHE])

D. a4 F—v24584&
(U 4 / PR IEIR)

FER26~285E . EEFBEEHEHAMEERERARSE
U?hﬁﬂﬁﬁ%kﬁﬁ?énﬂﬁﬁﬁnﬂi Eﬁmmml

L SA{%FEXETHEH**BA(;Q%%/%%)
2. ffila & B E e (. LARE)
3. MRt L AE AR (FER/HUR)

HFRE, DETRE s DWAAFE5A42

BEESEMET 1 Ve -SkET
2. BEMHERERE i)
3. BEBETSLERE O PFaBMENES, EEHE
e T (EER
o ©PFEFEESEOERE
, oo ] (BHE/B50) é‘%&;ﬁ{l‘%-f‘/
1. SRR (PF) (@) PF2HF0 B (L 52 ERL - T4ET
2. KBS GHIERHEAE CEH/ERE)
(CPFE), LEELEIMR Py Yy
(¢) CPFE, PPFEZ B £ B0 B X 52
HEAE (PPFE) (DL R)
(O ANCARSHMERBAD BH 52
CER/HRE)

By

EERE, DHLE LEAAESAY
BEREESERET Ve - 23T

BT A MY B S B DB SO T

| EAARTAY  emmm——
R DRSO e -
HEHEOEHE HRRL - BET




AFBERBKLOEE)

I. SFt&HE

A, TR T AR
1. Hermansky-Pudlak fEMFAE (HPS) Bo 2 E 1%
MiZIC BT 5 EERE (—RRE)

WEAEEE S CIZBE—EFRAE L L CHAEFR
FZLT07RERRICATTOT ¥ 7r— MEE%
T, 471 fiigk (66.6%) 75 DIRIE % 157245 5.
EFH 25 AN DEMEHRE L L., £/
8-15 NEEEDBENBEEZZITTnDH I L
HT&7/2e ATHAL FREN Tz Frig bz
X HRBMBH 2 IGE % T AIERIL 25% TH O, 7
Y- PRIBEEZITCwLEESADI L
B BB EZ T T EBEIT2 A (25%). 2
gk (25%) IZHE o T FOBRSEEDS
HPS % &t AE R O IR 7§ H R FE S TR BE T &
Y. MMHEEY 27T 5 HPS ZEEERELY %
TAZENREE ol ZORENIOITZEH
HomETIEb b A A, HPS BEER R HPS BE D
THRITHED Y RPBORT VT4 THICEETZH
fRl T SR ERERIEE OB R 2 &RV
T&7ze ZORE. HPS FE M E MK EEIC
25722 DOREGMEINEINTNS Z L8
BHOPIZ kol ThOLEBEGTEHOTE L E
BROEREETTEE & | RERRY R HAT B L R A R
R TH Do FIEFEMEMEMEERE DR
HLFRRT, BIETZHO0OBREKEHR)AZ
FTHRAEL TBLICL T, EBOBRBEICEL T
&M EAT HEATRRAEIE & V) BB & e TRk
LT BEDEH D, ZNb6DEBRPFDFIEH A
FI4 v OREBIIETDH 5o

2. MiMEBEREOZH. REXELBTEIAFT
A 7 AT 72 B D H A

ffifa s A (PAP) Wiz ldpEic [hhfa&

HAEDEE HILER ORE., . HE. EHOE

HAL & HE S OMELIIFRIE ] PECTIERL LB E BET

LT&7z. B, Tk 26 FEEFRTELER

RGO 7

EE MR B EWIRTEEE (PR 27 Er 6 BAE
BRI 2E B B 1M (AMED) W%, ZEOE
® B0 LIFRICHE) . [Ifa&AE. BiErrE
TERTRBICE T 2198 . EEEEILER L 05
ARl & ESRIT RS ER R B E RGeS
¥ [0 AMMIERICET 2R/ENZE] MitER
FEEBE DI L CIegBEmE L BT A K94
MEEEHIEL TV, FOMRR. FK 27 £
7R 1 BT [BCREEMREERE] & %
KU EEE] 36T [MBRERE] £ LT
TBEHRE 2 o7z, BIfE. BRESFHBESRT
VAH, RREREE, BAZICOWCOMESL, B
RAEED, BEETIRE LTV,

BT A NI A4 ARRIZANFTr ) = A
JIviarkBEEL, CHRE, izt T
WA, P28 FEROERE BEL T4,

3. MilafriE

iR a2 B3 A REDIEF L 1960 £
VAL DEEFREDHITONLTE LT, FEOR
B BEFOERITTH/IFIEEBS N TO A
Vi, T TER 26 FEICEEREREMEER
RITTARRBZLERE B—K) 21To -8R,
BIEAFINTW DS 6EG % &L 25 EBI DR
SNz 0%, BREUES L DREZITV, &
BT HES & BN BEFIL 2 EF TH o 720
S 4 DERICETAERFAELTFELTH
D, BERERTZZICHEEHOERERETT S
FETH D, T2, ZWEE (F) TOWTIL,
FEEHNARTA VY TEOLNTBMZEREIITFEEL
WO TROREBEFTH 5,
A ZrE#E (%)
(1) Wk

1R L. 222 Fit 2. 3. 4EHHFD 1 DL
R (WA AN

1. WA RSy 2 28M%, 2130

CTHRZ2Y5

2. BRI X0 ARIEANZ IR, ERIROBA
R % HEREY 5o
T 7203, RE MR EET AT b
D e MERT B



R 27 EEEUNE AMMB I T 5 AT

3. FFEETHRET S, MARLERDTLEHD
MIEASIE % T 5,

4. SLC34A2 BT HEXHRT 5,

(2) BH TR & FERE

TROBEN LW & FHERT S

1. BV AV IIEE SRR TR R TR 5 ER
B AIKALE

2. BAREIHEN, EANVY Y AMEERES .
EErEAIKAL

3. UF ARG

(&) BLFRY 70 T5RPT R

SWTE B B WA R EEETR & k. DU

DL LR TH 5B,

a. BT v 7 A TOMEBE O F AMICEI
AT HEHERLR O B

b. MELHLML CT TORE MBI, /INERIE
BEVZF e A IRAb. RENCIZREE .
JETICRIE 2 B AT A IR AL

B. EEE S

REL L TOEEESEIIFEL L2\, (BT

WAL Z L5 E. BEPRAEDEERESHE

AL CEEESRESN TN 5,

(Broets 0% - BRABTRBE R SLAENE R,

FoumEke BEOED

ENC i AC

Pl

B. HEAMESERR
1. UF ABRMRE %

U F AMINMISRE LXK (diffuse panbronchiolitis;
DPB) 1. 1960 FEAXICARE - (LRSI X D RE
R ASHESL S . 1983 2RI TRICKER ICHEHL
ENTEBR, 7 V7 NFHE OB IIE R R
BE LTEBWICHSNTE 2, £F, DPB®D
BEZRIZELLBILTREY ., WL ERDIR
WEETHL WU ENE—FT, AXDBRET
T HMERBLE Td 5 HLA-B54 DREHEL R
EFICHRTHEEICE (. HLA BEDR BT
HEIETOGEPHEE SN TE T,

DPB DEEREFRABFIZOVTIE, EEEEE
e B E R R BRI SR BRI X . BEAT 55 ~
S7TAEEL [0 AR E L REEERS—IK,
WA BERS N TWDSH, 1980 £ T

BEolzkazyruvwfyy (vras4F) 4
sERIFESERIL S CLR, #ER 2 DPB
DRI R AT AEMIL R 2. EFAE
bENLUETORTB 5T, BAE. HARO DPB
DEFBIEHLEDNP TR BN DDH B, 22T,
AWIFEHETIE, HARMNRIEFE O ERME & BE
W% DAEN 894 ik B L UN, LR B < HAR
BE4x 300 JREL oD ftiak 320 fERk 2R L €. — &k
Ty = NRAEERERLZ. TOKE. BRI
BWFERD 4D ) LB ML D, wWTh
ORI DPB WA 72 S, FR264FE 1 B
£ 12 BFTCOMMICZZ Lz (Il i,
Az gte) [#EFE] 391 6. [FITFEE] 265 61
DBEEBSESTENT, ZIRT v — VRE (B
HER. ARER, 2 REBEER. 20
fit EEVE B 72 &) ~DHITIZ DT 34% T BE,
% 72, DPB OFZ W OF5| & JGEREICOWTE,
AW, BMEEOD Y K. HEEE OEAN
J. ERT A s uIA FEREILT, 33
SERBEAVPEELNI,

2. PAZEMEMRE s

T A R H A MAE LR AED % 78 L
TeWRFRIEBR O NTB Y. BWHOFEIEBHFEL 2
Vo EAENIZBWTIE, OV AR B AR 2
P2 BT, 2004 EICERDSEIW O 1 E £ E
ENEBI NI, RFERIETIE, ThE5] Sk
E2011F41HLYE2REERETEHL
7o &EI8ISTREICT 7 — M &2 &R L. 595
I 5 B DS - 720 FEBIAF Y A% 150 HEFT 5
LB SN, FOFTEHEMZ 2 WESIFHERZE
WZWHIITTRE & DIRE DS 69 H» S/ oz, =
DRERE DT 2012 4F & X 0 WFFEH 0 W] BE e Rk
DIEB & F0MS. BBOBRRE - BEZHE - 7K
HED S 22 5F — 512 X BIEFKE (CPRE
&) BB L7z, I E TIZEN 4 B CPR #5T
SHREHL. 16 EMICOWTEEMLZRE 21T -
7oo WEZEICHEE T LT\ /2 15 ERIOH T 13
Bl., REETH-/- 1 FIEHEEL. BEH 1480
BO JEH % HEEZ W L 7z EBOERIRIFHR, W%
B B L OTREERAER S . EBIEERIC



M)V ) C HEfil 2 G L 720

3. MBS SERE
[BIZTF ZWOMELIZIANT T

MERGEN SEEEL, FICERB AL TSR
A% &b, MEOHEE, gy VX DEE
WRRTZHEETH D, REBOFERERET X,
20154 11 BBAETH 30 B FHPEET— & X—
ANZBERENTBY . EbLDOTEHREICEORE
BOBZTREEZEF R RETLDITE. K
R — 7z o —BR 2R L72REOR W
HEEHEES AT LAORENLETH b, G4
. FEM 7% B REET O DNAIL & DNAHS 12
DWW, 2EBIEFTHRETOEICBIEL VY
& TUEE %Y. 41 ® PCRIZE D AE130kb O 7
) E LTHEEL, kit -7z -
(Hlumina MiSeq) % AV CIRZEEY |z REL, %
BT ETHIATLAREEL, PCD SEVEE
4 ZOIENT T, DNAHS 12 2 DD 7z JEFI B
SNP % f&ii L7z TOFER Avild, DNAHS
DL e RELEBETTLRETEFORFENE
ZTHD, 72, PCRTITA Y —DEETDAT,
H—iry beTHBETFEEMLUTHENT A &
LUFETH b, 5T, T—F R—RIZBHFS N
TWHERIEFHRS, S, BT 5 EET &£ OHESE
EREO, HAEhbELI LT, EOIIBAVER
FEF L AT LE LT ZEDRREEEZ S
5o

[KE PCD #£%% (PCD Foundation) DIFBIHEE]

PCD Foundation &, KE I £ 7 K1) ATEED
# £ Michele Manion & AL2 & ) 2001 (27 32
SN, BEXE., ARTEDS S BRRFES R E
ML TY5d, KRE8H26H~28HIZ [PCD
on the Move! Advances in PCD Research, Diagnosis
& Care] & & 72 Scientific Meeting 2% 3 % 7
RYATRESN, 2T LHREERT. B
DEBENFROFEERN S, B D720 D on the job
training, 7 A N T4 » DEFIZONWT, BEHE,

MIEIT R

EHRAY v 7. BE, BEROA Y N=PLDIC
JEERBEILS LT3 HMAZBI Lz, HAEDHD
HEZIIMDOTTHALEDT L TH o7, PCD
Foundation Scientific Meeting {22\ THET 5o

C. H5MER YRR &
1. FEEVERGRRMERE (IPF)
D IPE DT 4 F 54 > OF4T

KE& Tk, Minds DFEIZED V72 EBM 12
AU AENMATERERB L UTEED
DDIPEZET A FF 42 (GL) % BT
LHFETHo7, LA L 2011EB L U215 4F
AR S N-EBR Y A K54 T b ATS/ERS/
JRS/ALAT Clinical Practice guideline % #5F L. #*
DHADBEEFICH o2 GL #ERTRETH
B EDRFIZED IR ETIZ L 505K - BH
WHMEL 72 GL 21E A 2 &I L7z,

INFETIHBECHET L 407 )= Vs
2AFav (CQ WHLT, YAFTT 4y
Ea— (SR) F— 205 XEMREOTHE, SRD
R (ZEFVR - 77 40), HEEIRH L
. 11 B 1529 HIZ GLERF — 2 CTHE S h
5 GL/SA VLB L7, 5121 GL B ZE
B&ICTGLOHE - N ®#ERE L. GLIE
MEEDIH L GRADE B0 E0 (R B &
UHE ST AHHALOPEEELCFIET 5 TETH
bo TDH, FHOERESIC &L 2 ERFHEL L U3
Ty raxy MIESLBERBEYTo2 L
T, 2016 4 12 AoFAT% B ¥

10 A 24 BIZBifE L 7RI R 4% / B AR AEIE T
EARICBMLUEZE 2 HRICEML/2 GLICHET
BEBRBATERIIOVTOIME L,

@ IPF & BERRE T A4 K94 V3EE

1. IPEABEED A N A4 id. IPRIGET A
FIA V&L L DIRERELED T WD,
IPF & HFifEICET 52 ) = VI T AT 3
V&, [IPF A BERGHE B (S /M BRI I SR &
nF3202] & [1PF &HrETTRIRE B 0Lz



R 27 U APENB RS 5 AR

BEGHEREINE T D 2D0THh DB, HEE,
AR — o GRECKREFRENE, TERE
IR g8 VR RO PR BEIEIR 251 » & — )
ERRF — & (HARERIFRENR, HRE
KEMFRZFEAF BEOMBEREITFRE L 5 —
WE) TYATIT4 v 7L Ea—%1ToT
Who

2. IPF &R EH S TIE. HARPRGFFES
JEE i E (& MILREFH AR
RBBATHIR) & &b (RS A%
B BRI BE ONEHEEICE T %A X
] #EBL TV 5. ShIMEEKIE 189 Mgk T
FEBIFITH 3,000 Bl &2 FEL T 5B, FEEEM
R ERG 2 A BFEITRIE OWBEICOWT, &
HOERRELTH) CENELENTH S,

3. Bk O H AR ZFFEXEREFMBETIE,
¥ AMMEREM TS (Bak  M&E)IEAL
TER BTN ERIR L v ¥ — INEEELE), £
L TUE A IPE O RERRE & & b2,
B T 2 A BRI RE (B89 % statement DFIAT
ZEE L T,

@ IPF EEESEHOKE

[FR] IPFOBKRZBILHETH Y. BEFHE
REDIOIEA DEFIOTFHRE FHTEH I LD
BEETHL, KETETFRFUIEN H/-LE
FEREHE L LT GAP 7V (5. FE#. K
WHRED O 2 %) ARG S N7z, REFFECItdbiEE
FRx A~ E LT, BITOHROEEESE
& GAP ET VDI AT 5 E T IVIERE
DEMZ AT o720 EHIZ, BARANES LI2HE
FEFESEORELIT) o

[#4 & k] 2003 464 5 2007 £E OB B2 A6
BICBWIRERERELZTIPFEAEDH b
326 Bl & RIIENT 21T o720 HAREERESEB
T ONGAP EFNIZDWT , A7 — VEIZAETFH
WMEER LB 24T o720 GAP ETFNVIZDOWT
3. EHICHANIPF BEIZBIT AT A7 F
HEEDFMEIT o720 SNOLDFERZET 2 T,
HAEANDFHRDOFINENTET V2R L 72,

(W8] BARAEEESHE I, FHRITEESN (15
EIE) CEER MLEEIVE) ORENIC2
BRI SN, MWT 2B AEBEMEOH
ERRINIEG L TBEEZ SN, HERE
FEFE I BETh . GAP E7 )0V Tl stage IICHHE T
LRELL PO THEEL. CNOLDEEDOT
BIIABRTH o720 GAP E TNV TIE. Stagell &
Stagelll DEFFHBE OB A B EZVRO LD >
720 3EFRTDOFHREII LB RIFTH L L DD,
1 EBLU2ERTOTENIER LY K RHE
b LIS o720 GAP ETFNVIZEDTE, BA
DEFEFEZ AT TILLTIA S & FHEAIIEEICK
ERHR LN,

[£%2] BAREEESHED GAP model b FHF
BEld o Cidde b o7e HAAD IPEF BEIZBIS
5 EREESHITETF OB R FHIFETEOE
e ERAT e E R RE LT CLEDR D
5o

@ IPF W oiZ#eAL

EREEH

1) IPF ® MDD #Z I #@% O it & Hi 3% < MDD
W AT b7z 95 51 IPF/UIP E B 12 D\
T\ BE expert 12 & 2B WIHERE DRET & 21T
DRE L 2IT o720 BWIHER L 5 KR T
BIhole &0 34% OEHI T, HEEZ
Wy DFE DMK < . 3% D IESI TR Wik E HME
Mol, TR EBEMEEDHEOKERTY
39 B (41%) THEHEEIEro7, Zhb
DOERZWT & U CBEURG. (2B E %,
FFEEBEMEM LS T 6 N7z, IPF/UIP
& MDD ZIF sz, B EiEdE
HABIPE L EENS,

2) IPF/UIP, CTD, CHP D E &8I BE§ 5#%
&1 :IPF/UIP (48). JREZ W T UIP /%% — >~
% 8¢ CTD (43). CHP (47) O Hi{% Ay 8%
B DST] BE DB R SEBR % AT\ & DG R % AT L
770
H 1R 2 W E O & ¥ B id, IPF D EZ Ik
20/48 CTD @ IE % 2 X 19/43, CHP & 26/47



EARREHEVERNLDOTE Lo &FT
RTIPFEL CID TEEEN® o 72H DI,
lem LEDOER & RE ) » /NEiE KD A,
CTD & CHP THEZEODH - 72T RIx. Thi
B, &) Y HIEROATH 572,

3) HEIE) IPF/UIP JEBI O E R, Al MM E O F
Mgt
IPF/UIP EF O H R, WWHERDO BT, &
FICBI AR S N BRI O ER, HREE
KONEEBI o7,

SRIEECUR
Unclassifiable Interstitial Pneumonia (UCIP) (DE2#T—
HER(ICEI 92

MEEMEOZETIE. ZERERIZE A ZCITR
EME, RAEME. WEEF EFZWRE
(Multidisciplinary Discussion; MDD) % 4T V>, i,
RRLTBEEIIBNTLZEVNEETH S, L2 L,
MDD % 75T %8, ILD DB X £ 10 % (35
FEOBBEEMEOBWICE TIDL I LTS
e ENTW5A, 2013 4ED ATS/ERS statement
Tid. Z 1 6 @ ILD X Unclassifiable Interstitial
Pneumonia (UCIP) & E#E S N7/z. UCIP & BT
SNDHIEHDOHIZIL, Idiopathic pulmonary fibrosis
(IPF) =BEMEM KL & BEOBMEHYTH T
HONLEREEEVNEFIN TV AIRESD D,
ZOHBHIIHEERIC L o TE SO WREENE W &
HH S 2, ZPWIEELOBA, S, UCIP 2B
FTABMTOELOEZ 2 RHT I L IMOTEET
HbhEE 21,

LK R - T L v — AR R
B EEREBER IR v & — BIZITBREANE
SRR T R EEE L 5 — D3RR
IZBWT UCIP LTSN Efl 2 E£FE L. &
HTHIEFEME. REHEME, REEIZL S
MDD %47\, ZOBM—BELRTH L LD
12y UCIP L W SN B RBORFE B X UKD
BRTHF LA 201341 A1 HA2 5 201448
A31 HETOMIZ, LD 3MRIZERE T 2
ABE L EEMSM AR U TR R 2 20T
UCIP L WS NfER 2 HE L, &£228%

TR e

ER L7 EFEZEHRILL T3 MEICHRA L.
£ MiF% MDD Zr2sfrb iz, 11 H22H (H)
ICRIGRFERE, WIBRFED 2 2% TREAIRG &
FE L7,

FHRETIC BT 5B —H R B LU, BHEY
WTHREBE T4 ANy a v 210Dk
DEALR EIZ DV THE L2,

2. RIEADEMIRRMELE (CPFE) - R IEME LA 4
MeRE (PPFE) ZWrAEDORE

@ PPFE DEZME%

R4 10 H 17 HPPFE # £/ & L T8 16 [ME
WO FE AR B0 FE S o, IDERE
59 BIDIERTASE 72T LTS, BRRRTR
DN % TRET 50
O RPEIZE V.

@FEk: FERBREI EEEMEIL ) HEEOMHE
258 %o

KR X bEEETLEMTIENTH S,
SHEOMEF T 1B L2 7% o720 Crackles %
TEECS 2 FEBIE 40

OE g EORE S A HEHN LI ICIZIZRFBT 5
EF (EERRF) & LEOARLTTEIDLS
i BRES (LEEM) (&M% 0BEsmE
) I 17O TH o7,

OMIF AL FVC DR T OREIZEH L T DLeo 1
REBIR- T b, RVITLC IF1E & A EDIE
BlICHEmMT %,

@M/ A F % — 7 — : 14 SP-D O LA DRE
IZH LT, KL-6 D LR 6T 2 EH
L\,

DFFR « BRARIIC O MR b . BRI A
L OENEBET DIEFANE VDS, HUETHET
Tz,

3. ANCA BrPER B R 5 Dkt e

(BFRE W] & - ARINEROEERBETH 5L
FrEkM L E PR (ANCA) BEME % (AAV)
(MBS EIME 4. S5 ME KR FERE.
IFERER L BB REAFEE) &, MEFRO
ANCA HH L B RE % L T2 BIEHH



Tk 27 AEEOVE AMERIE B B SA gL

BURETHY ., BEROBEMIRBEOZHRT - 16
BIZHED o T b, TPENIBY BRI
LAAVEZROTY M AmMEFEKELT, U
F AR BICE T 5 AR, EETEE R
(2B B ARANIZEEE, EREEMAE KICB T A A
FFFEHED 3 BEid [ANCA BEIME RO ZHEN A
FI A4 ] OEEYEROVES A EDTE 72,
[ 8] SEERTAHA FIA42iE220
= I ofEREN5, GRADEEIZL A ET
v AR O FHMASE] BE 2 SRS D Wik, HEETE
M 2 B4 A AT Fe st o - /NELI A 28 BRIR 45
BEDVTBETA FI4 U851 LTERT 5,
51T, AAV OREENR E T HRHETERD [
G AL LR 3UAAFE TR L, MEEZ A
T, Fr7z7 [ANCABEMEROLEN A
FoA4 0] ELTHRET L [BETA NIV
] OVEREHED B 2DI2, A I 4 ik
FEE A NTA MRV —T (O3RN .
VAFRTFA VI L a—F— L, BEROA
IN—% AT L. ENENAPN L7235 TR %
FEfL 7o [HEHERD ] 122w Tid, BULDZ
REZICLLEHEELHAEL. MERTRE L.
(% Bl (2854 P54 V85 Tid, 318
DIV ZANTTAF g v EILT, FRHIIHT
AR MED o7 VNI T AT a v & LT,
CQl1 AAV DERBEAGFEITIED LI R LI A Y
WHERAD, CQQEEFIIEELEEELME)
AAV O 5 8 A R 3T IMAE R H T E B 2 CQ3
AAV D EBMEFFIERITE DL I R LI A VK
B, 2E L7 6 7 BICREYATYT 4
Ll Va— b2 lOMHERELRET. VATV
FA VI VEL—F—LAPBEIA KT /8%
WEHT— 7 v — NEER L. A4 FI4 e
TIW—TIIZRB L7z HA N4 MERT V—T
. FRL274E8 AB LU HICARI 2 E D/ SR
WRBEEAHBL. BESA FIA V3R VEE
T—0 v — NOWNEZHELLZOSL, HRELE
HLTz [ETA RS 4 VES ] BIU [
ol OBEEE, WA, &L, =YL L
¥ RE L. [ANCABIEMERDBEN A NI 4
v | BB R EE LT,

- 10 -

[  £2] AAV ZBEHOBEMFEIBIC E 255 K
BTHY, HcOBBETIIR CRELEE SR L
THEHTARITA Y OERE. BYPENZBIT BARE
BOBRBELIERLL, BROBEREICEST 2
L CUERNREEZ 5b, GRADE EidfEE
TR TH ). LR EER, BHHEEO
SHRHE TNOICHEIBERELELT H7:0,
SHOYETIIBVT L, ZHXHH L TEDIEE
O T MEDDH S,

[ W] BFHOBEFA P4 VERTFER
b EOEANCABEMERDOBETA K54 ]
DEHWUEIEREEZ ED T2,

D. ¥ raf F—Y &
P af F—=2 2ADBMEROWET & BREEHHE
DYERL

FaAf F—T ADBWEELE & R IZHET
L. feedim e L COBWEEE & BREESHEOME
% 2015 AT o720 /2 I F=2 R
BWIAA T A V%P 28 FEET TIIERT 5
720, ERER R E L B, £RERORE
TR L. TERHRTo 5o
1. EHEECEAULT

TRk EB Y . AR L BRI
HEE L7z

AARRZ TR IS, JE LRI A IR ASEERA & .
PO, MORERIZ & 5 AFEEREELBRNTE S
ZLELT S0, BAMRATHLDOT, ¥
B LBRERRB L UL 5 ORHRE LT +0K
HTAZ MR, BRRZBWIEI. 1)
WEHRZE . IRRA., DERED 3EEHED ) bD 2
Egg L ETH Va4 F— A& CRIRT B K
FTRPRH DL, 2) B RRAEE 2D ToO
SHEBELEL, SHEH 2EHBEBEROS A
& L7 (R A s HEOmMEATR Y /%
BRfERR. QIE 7 » VA T v o v EREERE (ACE)
HEEEEEIXNE) VS — AESE . OmFE
W L2 SAAREE . @ Gallium-67 citrate
¥ F 7 F A % 7213 fluorine-18 fluorodeoxygluose
PET 2B \J 5 EW 2 &M R, ©OFE ik



HRA ) NBRILE EA. CD4/CDS 5

P af F—Y ADfEEHEHREE LTHEE) BT

R2FREt L, WlREERRE. RRE. CERE.
BIEREED 408 L, WHREERREDH EEZ 5
FrRE LT, MMy » 38 ER (BHL) &
) U SERIZIR o TR & L
FOMMOMIRICE LTIt ZoMolgsEmRs L
P A F— T AOBEREICIED £ OMmolEzE
WA & LTI3HBICHCRE L, 131HH
LT, &EEOZBWOFFI & Li3Es. A
KREEH | S EREESE & b e WHH E IR A SERE %
ROTIBGEIIFDOEFEZSET, PVl F—T X
AR T ARMAREL LTHRRAAHLHITL
2o
EHMERRTHALINIA F—Y ADEREES
IR L CIRE R R 6RO LEMDF .
P T A F— 3 AEE L 7o KT8 fiEes O G E
DRBEOREZ A7 —LLTIT) L& Lz
2. BWIHA RSA ERICBELT
AARY-Vag F—T R [ RFEEEREFS LI
BLT, FH228EFEFTTIZH VIS F—T ABE
HA NS A VEERT B, TiohkERFE L L7
TR TH 5L,
DIbobdbiERETELIT VI FN=—VADE
Bl PHEREICOLDLLDDEROET, 250
[EEIWELMET 2NE LT 5o
2) EAREYIZIE [Minds 2014 BN A4 K74 U 1E

BOZF5E | 2B B,

3) ERER AR 27 F 12 & L, HHEEHR T

T

FEAsZBE LT

a) VAFIFA VI LEa—%4T7% 9 HAFE,
HEEDR Lo EFIFRED T LT 5,

b) BELBICZEF AL (I~V) %
DT, HREE A~D) #RT. IR
THobdLnEEbNIBEARTZ HELE
LTid. (V,Cl%&E)

4) TV )y iy ME—FHE AR - LA R=D

CHEET A L TEREESL,

- 11 —

IS

I . #&fEwFse

=¥ - 2l (BRR) ICR8T DR

o UM E AMERIRBIC BT 55 E Mk O E
FEEEE T A0 U AT O F EDOMET

® = IRIZ BT B REFE MR B AT Je EREFH A

O MM RAMEREIC BT A HAOEREE S E
GAP index staging system O HEHRET

® 2011 4F ATS/ERS/JRS/ALAT @ IPE 7' 4 FF A

¥ ERWCB—BEORE

® R MR EE AR BIT B, A —F A
Ta—DOFRMEIZOWT

O L7 I/ 7 V)V (RNA B EBERMEGIEOME
TR R ORI BT A e

® HRCT | possible UIP pattern % £ L 7z 74 FH 89
Jiti A2 AR B DARES

® iiEZWriF PET-CT T, MIEMMMEEBEIIRES
P OB I KIS E O TR D T RE»E DR

&
® I BT B BEF NN FUE O B R B —
15 4 M 0 S ERE LA —

® 35 1115 D A8 L 1 S R A MR M 7 2 A 1) D T4
RIS

® Idiopathic Pleuroparenchymal Fibroelastosis; 17 1

2B A CT1hEREBZRE OXFL

® PPFE W81 % TBLB D% E

® [ & IRt 2 & BERtRE LR FRHEGI O RRIR 7 7 &
71 LI BT B thin-section CT (2 TEHli & 72K
JEVEREOHE O RRIR I B R OMET

O FEFVEIRMERE (2§ 2 R EREERE

(it

A TP R AR B RS

1. NV YAF—SFT v 7 EBRBAEN
WigEs 2. MRBERERSS 3. MiamsaiE
HEXOZMEIIBTELET ¥ 7 — MRAE.
BEERINIE, HERERE - A - BEiRs
EBEE, A BT A4 BRI TR E CHI
H# L7, MleEBERE TIEZ AL, EiE



PR 27 R OVE AR B S B AT

EryEIL, fEEiRCREs iz, Lo
TEIE [HffRd EE, BRI E MR R
B3 2050 EEMGILERE 2 0%k Bt
EWILERL 7,

B. HEAMARERESH &

1LEREE O F AR E S22 2. AR
BEH 3 RERBASEBRIED 3 EBIZOVT
TEETA, BEkE - BETEHRE. EAED
VEREDSHEIT L T\ b, BAEEMSREZRITEE
HRICEEE SN (CFR2747 A)o

C. Fr oV VR PRG 2¢ 50Fh &

1. FEFEVERTARAEE (IPF)
@ IPEWRETA ¥4 v OTHTEE
@ IPE & BERHIEIRET A K94 VEEWE
@ IPF HrEEESEORKETNR
@ 1PF W OEMEALE &
2. RJEEBEMAEAMEE (CPFE) . L 3E@ AL B ARAE
fE (PPFE) B DRERS
3. ANCA Btk B B I R O ET &
FE 6 O DBEEIT B W TEFIRFZE, IPF 72
5UNICEPIEDEEN A Ko 14 VIKE. HTE
EESHEORE. SRoOREL (EEHE).
CPFE, PPFE Wi ¥ DR E 7 E0VK & { T
L7,
D. v aAf F—v A58 4&

P aAf K=Y ADZWEEOUET & BEES
OB EIT o720 HARYVIA =T 2 W
JEMEBZEROEKREH/ 2, /2. Fraf F—
VABWIAA BT A VPR 28 EFEE TIT/ERR
THLOIC, fEREES % LH BT, PR 26 4F
10 B, geAl. BB AR TEEREFAEL
WRNBOBEMEB L7 FNA 1) —R— KT
MG A8 1 ABENA P94 VIRERBREH
W70 Ty BESTA N4 MEROREE
(Ra—7) &{ERL. BEHEFRTH S,

~ 12 -



A A

ZR It
R 27 4R BE A




