EEBERE - U Y 7F—Ya Ve

EEBmEEL - UNEUTF—-2 3 82 @E0OEZ)

B HAA SRBEEA B2 00 i FE PRI R MERE -E G O
TRFEA & TR ORI & BET

INSEFRAETRRE FEES - T L L — R

AOfEs sk, RS, LR

FACRFRFRELHZER IR EARE  ZIGER
B ARERI KRG (s - R - JESEM BEEXAX
EIRERRSE RGENR BOREE
NHO T8 PRI iAo & —  BPRRA - BEAEIMR BT F R—
) BB R BRIERARR v & —  BREAR EEE
B K FERE 2 —RAH0E FFREAR ARRIE

RWERFE - U T—va e #ek

ELC&HIC

I S M IR HESE (IPF) 12313~ 2 R HIER VL (long
term oxygen therapy: LTOT)1Z, ATS/ERS/JIRS/ALAT {Z
EBIPFHAA RTAic kD e, TRFHREREZR
W HE 13, strong recommendation] & FEL LTINS,
KEOH FEZEIB TS, IPFICKT 5 LTOT 134
SHBASNTVDA, EECED LD RIPFEEZ
HEITEASNTNEOD, BAINTHDLDOEM
FRIZEORETH DO, EEmTEE TET
HERFIEMRD D, \TONTOT —F (TR,

B B

LTOT3# A &N 5 IPF O Em Tk & TR THIRF
ERETLZ L.

P - =

JEL A= 5B OV APERTZE R B 2 AT ZEBE S B
B 5 el BT b S sk R RiE S BIEEMTE L 3
%, 2AEROBGFEAE I, FORIC LTOTEA S5 IPF
DHL, AWFEBEICK L CREBNE LN DG Z %
FRL, BoHORGRE OBEREIFMAIBEIR & 5.
BEREEOINET — 4 .

LTOTE A B, £, R, EFEREEIC T TP
FefE ST EEl, SMVRHOITAMRE &, LTOT Uk E,
P Lo tirE, BRERE, VA NTA VICHELTZHRCT

%% — . ~45%H (Consistent, Possible, Inconsistent), CT

Wk B B OSEEE(LOEIE (B HIS% E I L),
BE, KE, MERERE(VC, FVC, FEVI/FVC,
DLco), Bh ik ¥ 4 A (£ il g o i 38 W A 5% 1F,
Pa0:, PaCOn), 643fIAATT A b (FRAMEF DB R W
ANk, 6 M AATHERE, 7 A2 FAETSpO:, &K
Sp02), LTOT#E ARFDIRHEIEH], EEMRCIZED
LR R EE, COPD 7 A RX L b7 A b (CAD)HE R,
Hospital Anxiety and Depression Scale (HAD)(%,
o), FRICEELEZD XD REHHE
BEREFOIET — 4

BRIE (L), BT B (BREAEFBIZEH), ECLT
WD A IEFER

FEEHEHT -

Kaplan-Meier #5(Z £ 0 LTOT 38 AR b O AEFFHh#R %
R B, £ THTHIKT A RS 72 91 Mantel-
Haenszel % AV, AREEZRDLHE/ A =X —IT
B L TN — FET VERAWTEFRIINTS
SHOERNORELE SN 5H. BREAET% LT D.

¥R

AHFFEHITR OMERIC BT, EVFEE CTHiM &
WWHET D LW FEEZRWT, s, FRRERE,
IPF & BB JFE, WRJE R, i~ — 7 — 72 EDRRRT — 4,
E&FTR, EExARE, FREZ, QOL, .LHH
K+ & W > 72 IPF O T4 THICBT 2 Z iR~
A—FIZHONWT, WEMWTTL2Z L2 HBET.
LTOTEASNDHIPFOERELZH LML, FET
BRFEAONCT A EITEELEZD.



2011 FEOE AR BIZ B4 A a9

&

il

ATS/ERS/IRS/ALATDIPF T A Ko A4 V2L b
&, FERMEEE L LT, [KERFEE D IPF X9
L RHIBAFE L (long term oxygen therapy: LTOT) 4
TEFUARZ LWV OO, “BRSHEEST S LR
SNTHY, BEBRIZBWTHIAL T TS
DRBIRTH DY, LoxLen s, LTOTEA SR
LIPFEFEOERLCTFRITIFEA LTSN &
W<, ZOXIITHET LIZIREED IPF BE OF 1%
RERFHAHTH D,

B B

LTOT#E A X1 5 IPF BB O T %0 F 1% T IR F
ERETH L.

D B~

W7 A o ZHaak A < Bl

WHFER IR« RSB OVE AR BB 5
AN FEIFTR T 5 A fisk

KIGEG] - R MR I B WO THRICLTOTE A
SNDIPFEED S L, AFERSEICH L CREN
B OISR, IPF D2 W7 % ATS/ERS/JRS/ALAT @
IPF A KT A T 5.

WRSCEIE « BHERRICB W THEBZEBSDBEBH2E
M2 B ER I & U, B ARSI DR 3 M % BB
HM LT 5.

IPF B D LTOTEARFICFRBEE 2 A LR E T
D. BERSNICBREOTHREWNEITS .

BlZEA -

LTOTEAH, s, MER, EEHEBIC T TH
BRI & Fai S 7o, SVRHROIN AR R A
LTOT#I#IRRE, MR

2 fEE R

HART AL HELZHRCT N X — 55 4
(Consistent, Possible, Inconsistent)

CTIZ& 2D B ORIEMEZELOEIE (BHEIS% & X))
1 (&, 1KHE)

FELERERR# (VC, FVC, FEVI/FVC, DLco)

B IR R A A (BRI B O B8 38 W AN S, PaOs,
PaCQO»)

6 BT T A b (FHERF OEERW AL, 647 R
1TEEREE, 7 A MAETSPO:, K SpOy)

BT — & (A MEREL, ~F 7 o v R, fi/ MR,
LDH, BNP, KL-6, SP-D, ZEHi? CRP)
LTOTEAROIERIES (BT == N, N-T+
FNCATA VRN, ATaA R, r7uaxRY v,
VIBRATy I R, THEFAETY VTS T
Ny, BET TN, Ry, ToT Vg,
NZ 7R N, FRAD)

{EIEMRC

COPD 7 EA X M7 A I (CAT)#E A

Hospital Anxiety and Depression Scale (HADY)( R4z,
#5o)

TFRICHEL 525 &2 B OHE

EAT F 15

Kaplan-Meier $51Z & ¥ LTOT AR > & O A 17 i
ZRODL. FLETHTHR T2 AHET 20
Mantel-Haenszel IR % VY, AEEZRO HE/8T
A—Z =L THHIANT— FEFLERWTER
T T DR OBRDOEEL WS 5. HEKYE

o
1X5% &35,
A DFE
FHLUCLTOTE A & I 7E L 72 IPF B 1256 L A
DA & [FE O RS

FIERSERAECTHIE, RFICEEMRCZTER L,
CAT & HAD Z[E|%

l
[BERE(F 1)) S5

!
[BERE (F 1) 2HRESEB~FAX LBEET

l
WM TR R R R L 0 (4 &h 5 [(#E
JF) B EE (382)) ZiEEL, HEKT

£ %

—MREIZIPF O P TRIRT & LTk, "—2 7
A > DI IREEE, CEREKME, EEhREEL 3,
HRCT TOMENT O, MisifEa 0 a3 e
LT3, CAT X COPD O fEERS S QOL % 2Eii 3
DEERERZEL LT, BEINFERALLESNLTWE
25, B, FEMERRBE K L CoF BENRE
SNTVDO. HADIEARE « 9 D& EEANCFHMS



EEMRERE - VALY F— g LEE

<UVFEAMIMEREICETZ2REME BE-UNEYT—av8e BEmE>

REABRRRE(LTOT) ZEI SRR EMRHED PRAE EHR

KATS/ERS/JRS/ALAT guideline/ZZELC T>>
5 C:Consistent with UIP Pattern

GI: P:Possible UIP Pattern

I Inconsnstent with UIP Pattern

_83_



2011 FFEEOVE AR BIC B 2 A5

LTOTE AR AEREHR

BEEMRC(0~4) (R OB BED b A b H
MRC 0: ELLEERZRE, BN TEAZ&IFEN

CA

MRC 1: 2\ THN=E, HAWNTBVIREEZET-EBEYINLTES
¥IMRC 2: BTN DO =HBEERD A ZYED oKYS HBWLIE BHDR—RTE
hESETHEEREDOIbIEESHRITNIELRSEN, ,

MRC 3:FE#1F100m, HANEIH D SN - TCEBRED-HIBIEFS,
MRC 4: BUIN AR THHETELRL, HAWNE. KIROFBHEHTEYINT S,

HAD

FRIZEEBESZDEBDONDLIGEHE

LEMEL LTRIEENTEY?, SEOXSIER
OLEMK T 2T 5 DIWICE R EE 272, Aifse
PERTB DOMERRIZ BT, @V VEE TRl & IZRAET
D&V FEZRNT, Fln, MEIRIERE, IPF BB,
WL, My~ — 0 — 72 EOBRKRT — 4, BT A,
EEIRTARE, PR R EE, fEEREHEQOL, LEMK
FEWVSZIPFO TR TR LRV ELAREEOH 5

_84__

SN2 R5 A—F — 2O, INEMTT 5 2 &
B,

b=

]

Z D7, LTOT#EA S5 IPF B & Jim X 12
JEBISERE L, LTOTE AR BEE R, AaTiE,



<UFAMMKEBICETLREARYE BE-INEYT—Lavils

TEEIRSRIRIE -

VALY F— s R

REWME>

FREMRMEDORPBRRE (LTOT) EAXERE
BEFERER

7§EtE| BLAE aﬁzﬁaga

THRBREDOTRRE 2 2 7= D DHim & 7 a b
a—VERAERL LT, [AEROMEHTIZRTEI 3 72 <, BESR
FIEEAIND KD RIEITHIOIPFEE DIRK &
ﬁofw<t6,ﬁm&7—&#%6M6k@ﬁé
LD, LTOTEA XN AHIPFDOEREEZ B L 2T

?%%%ﬁ%%%%ﬂm#égkmiﬁk%zé.

SE X

1) Raghu G, Collard HR, Egan JJ, et al. An official
ATS/ERS/JRS/ALAT statement: idiopathic pulmonary
fibrosis: evidence-based guidelines for diagnosis and
management. ATS/ERS/JRS/ALAT Committee on
Idiopathic Pulmonary Fibrosis. Am J Respir Crit Care
Med. 2011;183:788-824.

2) HARMRZHTE WERAFMEES EEF
W T AEV XTI N—T RS T BE
2010. BRAEAEA T o BV L B =2 —1E2010.

3)
and first validation of the COPD Assessment Test. Fur
Respir J. 2009;34:648-654.

4) Nishiyama O, Taniguchi H, Kondoh Y, et al. A

simple assessment of dyspnoea as a prognostic

Jones PW, Harding G, Berry P, et al. Development

indicator in idiopathic pulmonary fibrosis. Eur Respir
J. 2010 Nov;36:1067-1072.

5) Zigmond AS, Snaith RP. The hospital anxiety and
depression scale. Acta Psychiatr Scand. 1983;67:361-
370.

6) Nagata K, Tomii K, Otsuka K, et al. Evaluation of
the COPD assessment test (CAT) for measurement of
health-related quality of life in patients with interstitial
lung disease. Respirology. 2012 Jan 18. [Epub ahead
of print]

7) Kugaya A, Akechi T, Okuyama T, et al. Screening
for psychological distress in Japanese cancer patients.
Jpn J Clin Oncol. 1998;28:333-338.



BEM&RERS GEHH)
WO CT 22k

JeE BMEERERERE VX —
i VAR

B 7 —RAERE  FRIER,

WFFEE S : IPF/UIP D21
NRE=vZENT LR THY 2R D,

E=
BLE

CHEH, MR S OB AZNAD

B2 BT 2R
ONLFRALE A ARG P R R R R B |
HRRFHAE R ERET, REXATHITTRERRESE FHEZ,
DR R RHE IR AR

E

g
g

FEHEDIEHEALIZBE 3 5 WS

1B H 30

AR R SR AR

WCBWT, SETNIEZERFALTHY, UIP/XZ — 1 & probable UIP
PHEICL D ZO—FHERENZ LML TNS.
A EIENESNOBFFEE 46 4 (IR 720 LF OFBELER O CTEE 80 JEFIZ XI5 & LT,

TEBR

A6 LI BT OZWIHE & 5 Bl TR 2 R L /2.
F I FERFICUIP S Y — > OB S 5 B TR 2 458 L /-

5 BEPEEEAH & Core members 12 &2 0 ¥

T &7z reference standard & DO—F A, KB, BN, HugZe Sl XA —T M THE L.

EHIZHREA a7 EUIPR a7 O—HREBE L.

& ARSI 23,
¥ Ftetakappa fE0.4-0.6 T2 E T,
DEFR NI -T2,
O—FRIIIETEDENRKE Loz,
EE o, IRIES G, ZESIMER
b olo. MR OZET AT

ED XD RIEFITh D D% EMRITHE LT,

JiE B4 (MR B R W 0 — BLR D @ E )
Reference standard & D —EH KX

SR ORRBRAESL, BN, MR SIS —TRITHRE
F 7 BEAEOERA a7 EUIP A a 713 L <HEEI L7223,

FRHmE

e B2 W B D — BER DA o T AEBNT, B 02
EYROEENFEROEFE D ORI S W2 fl7e & T
, HEEROIE S SEDRRELS —BRPARRRBER TH 7.

<3

HEhzlro— ﬁ(ifﬁTﬁfirm 1, Wi BB mimicker TH o 7.

&

il

A R TE S iz ATS/ERS/JRS/ALAT @ IPF/UIP O
{2 B9 95 consensus guide line (23T, CTE{E
MBI, definite UIP pattern & probable
UIP pat- tern #5317 2 EERFTR TH LS. Ll
KB BN, FHEEICX D —EERPARR L
BEIBILTWS., 22T, BBk LOZUEE
3542 JalkE R @ HRCT Hitg: & 250 O FHhE 2340
SELTCEHEL, 20— EREBKEFL, EA—EOD

JERR & AT LTz,
B ®

BT OO —BELRITL, F—EOFREE
fERT L, BEMOCTZHORELICET S L%
HEg &9 2.

¥R

EN O JER ST RRRHE, OVEAMERMERZEMA L
T AR AN EICARHE L, MU B, FEER
FseE, MBACELIT 24, BERLITZ LR
% S FERAMERZA OHRCTHEER(—IER &7 Y —HF0)120
BlaNEE Lz, 2D ORERD b AR EEIH % R L
7o SOFEFI A FEM ORISR & Lz,

B &

80 JiE Bl D 22 FERaME & O HRCT Mg & CD IZ I
L, 464 OFHMEE ICHM LT, BREMODBWRE,
UIP /X &% — D 2 W T & % 4 5 Bt % (S;definite,
4;probable, 3;possible 2;probably not, 1;definitely not) T
P A Z b AR L, FHMRESRIL spread sheetid
AL, A=V TRRZEMOZIZWTZ. 464
DFHEEIL, OEAMEEMET52F 23— MK



2011 FEEONE AMEIEBIZBE T 2 RAERTE

Case-based variance of diagnhosis

Distribution of reference
standard of He score

Interobserver concordance of He diagnosis

SIHREZWTIE, EIME & 5 &35 MR R
E, FEMESHES R ME, BamLr YT o b,
WA (AbK, BN, sRE) o= % 23— KBRTE
5725 TNA.

1% B4 i D reference standard (%, S D27 A L/X—
DEBICEVRE L., FMEDOKREMA 2T &
reference standard D—EIZ B4 LT, weighted kappa &

FHEL, MR, FRME, BB X HFHE
FEDOIN—THT, ZXHDI0ENRE L. i
BIOBHRFA T EUIP A a7 O—HEZFEL

FEGI N — 2 DETTIEL, SRR a7 400k,
A 3T OFEHEAR ZE1LLT O JE ] % concordant
AT 2LLT, FRERZETLLT O
% concordant not honeycomb fil, A = 7 15 2-4 fEHE
=1L F O] % discordant case & L, TR LIS D
JEMB % others & U THEEEICE D X 5 RIEGIN B 5 5>

honeycomb f,

_88_

! .bmt n s:ﬁz »igﬂ%i’ ,smt;,

ence

Maf L7z,

#w R

80 JSEMHI D Reference standard D475 Tik, A =27 1.2
DFE, 3D, 45 DFENF1BREL HD TV (¥
D). FHlE OBEAH R 27 & reference standard 00—
o (kappafigt &) A FHE L, BRI, &5, Hugk
ETRG LI/ N—TH Tl LTeR, {7 0—7
BUCEBEEA DD o7 (K2). 2, 7 —
THIOZELY &7 N—TNTOkappa izt EDZEMN
KEWEZDEEZONZ(K2). BHEAFA =T &
UIP 2 a7 O—EHRL, FHEHICL Y BTz
0, BIEGIOEEITA 27, UP A =27 OFHIE L
<FHES L TV /= (X13). Concordant honeycomb lung,
concordant not honeycomb lung, others %, &4 1/4%2



Correlation of Hc and UIP diagnosis

Concordant case: Hec and non-Hc

Mean, 4.9;

JE T d > 72 (1X4). Concordant honeycomb lung/iE i1,
Fifi KA 0D 10mm AR E DV A XD LIRS % D
BER AT 200, UIPER & HET & 24
W BT A 2 7 S E W A T & o 2. Discordant

_89_

Mean, 1.4;5D,06

case T, MEHATORRE LG, FLIMEKE SIREDE
& LR IEA Rl 72 £ T&® o 7=, Concordant not
honeycomb i, FiENE, RESILEE, ZE5IMEK
BIXILROEGHR EThHo72. ([M4,5)



2011 FEEEOVE AN U B A A e

£ ¥

WEELAGIE, IPF/UIP E{GR2MrOF —FT R Th 573,
AEORE THEFME O—LL, P LLEH
TRRDoTo. TOTHhy, B, 5, Hign L
TEO—BRIIHEBELRD R o7, BT A 2
TEUPA2T O—HE, FHMEEICL Y ELRDZ LD
D, FEFEOWA 2T OFEEIT L HEE L. &
B2 a7 AAR—ENI R HRERNT, SR ORE 2
B, FRIMEKESIEROES & R ORER, fif
K[EA P CToh 572, 5% Z 1 5 D honeycomb
mimicker & OERIIERZ EDO X H BT -> T
SOPREEE L D EEbD.

_90_

&

%

WEBRFOHIMENIL, ZWEICLIOLT L~ LA
V. ZORREE LT, BEMOBRKAR, EIMER
EXPLEDES LSBT OIRED D UE, Z 0¥
NEREE B, FEIESFOZEIERE RS Tho
7=.

s 3 1t
B AR



QOL - BEFERS (HLE—)
QOL - RBE LIS « WhEIRSG & 5ROt

QOL - BHF IS

wRsEE bRz
VAR 2 S BB ST S v
PR« BRI R BT FE IR

[ BRY] ROEMENGZ/RRMEE DBRE, FREOZEEITY, BF, KEEOQOLDM L& Higd.
[ FiE] ErseEERE Tlo, iRaBg, —BA/NMEFER, BESRIIEZITI. () B
| EIFE PERf A/ iAE A RS () Bl FIER 2 BRte CE24FETATH, KRR THBAfE
TE) . FE1E, B, KERTXAREEOTE. HERAMMEEL LTER. ) —&A/NMt+%
VERCT 5. ER24ERICIER. (3) BEXEEIER (BFER) ORI FR4AENGFH2SFEET
o TRIEMERZE - fAERE S (B ORMIEZEHET. NAOBRES LIERTHBRETT
5. (4) BHIK THIME SN B BRMERIE ML O B3 L BRI OSSR ER, M E

BARd .
[fim] SRRz mE L7,

A FHREW

HERTLIR D72 O O RO FRIEE O —FR & L

T)

VR HER 28 / AR AERE D B, FRIRFOXEE

TV, BE, FESOQOLDHE EEHET. 20

7=

[R5 EERE T, () fRE OB, (2)

— e F/NBFERL, ) BESRIIEEIT .

B. IRG %

(D

)

3

“)

%51 BRI ZS - RRAERE TR S (RPR) BH
B35 (MEHEBERR).
B RN AR, FORIS 5. SER244
HFIZAERL. A 7 A baZ AL, BEOHAICHD
W7 FEECHAT 5. EFAHEOWRABMNZAD.
BE TR (BRESR) O FRL244F)
HIER 25 E T THIE MR « FsRAEAE &
L] (E#) OFRIEZBIET. NAOERES
CIEWMHBR AT D .
EHLX CRAE S D R E M D BE &
ERA O E%E CHRaE R, —RA/NMEFE
BoAT .

(B~ D)
BESRBICHZY, AAEFROETRICERZL D .

C.lARIER

SERL23EEII LT OEEEIT o 72,
(1) F1EMEEMZ - FEEERRS ()

ER24ETHTH, T4 Y rER— (KR I
TRRETETHIN, REEIIFEZITY, ¥
HBREITH TH D, SH|TITHEERP, Q&A,
B, BEBRSHRIZONT, b od
AT B, ERL24EE, KITHME, LI,
BOR, KIKCHE1E], ZHEICBHET . Hds
BT, FERMENTRRERE, FrRSMERE R &
ERE LT, ZOMoBEMERMZ/ FfHERE (B
U, EEREERR) OBELEDD.

il B A M 22/ B R HE

BRI IR

B1 d&eTo5RE



2011 BEEOVE AN BIZEI 3 A RENFZE

2 FRERBIEARIC T e Jr

Q) BEMANEF - BRER L. 4 T2 %
ZHL, BEORSICHDOE-AETHRPT 5.
HFHEOMA LML .

(3) BEXERE (BEFS) ORI EOWOWHS
FEaRd, Tor— NREEZERT S, TRk
24EN B 25 E T TRIE MM - iR
MOEBRE S (FF) OBz Bfsd. kEA
74 Pulmonary Foundation 7% (IPF Summit2011,
12A1-3H, ¥43) [ZHERSMLTE.

D.ZR R

HEEMER AR R (BER) OFIRICIE, B, [EA
IBEGEE, JBOE NEIRRRE, S OICBREHENR L

d—LEBIRTEMLELEZ OND. lxDERE
DERRLEZIIOE DV EDIETH LD TH B,
Tha LV E LD LEME (BER) DEETH
W, E 7o, ARERE, BARGENTICHED - TE
K DOTHhIVE, R LEDLZ LRI R5.
W25 FERE Tl EOTRB) 2 B O TE & O
—RE L TEDD.

BUEDUERIR I 2 A L7z,

E. SRR

1. Tachibana K, Inoue Y, Nishiyama A, et al.
Polymyxin-B hemoperfusion for acute exacerbation of
idiopathic pulmonary fibrosis: Serum IL-7 as a
prognostic marker. Sarcoidosis Vasculitis and Diffuse
Lung Diseases, 28(2):113-22, 2011.

2. IHFH R, L. RREREER R A0
% i M E OB L IaHE . BATES: -The Medical
Frontline- 66(6): 83-92, 2011

3. F B —. IPF OIRIR -IPF IR O TR BRI L . IR0
FRPEL19(6): 583-9, 2011

F. XIME EED HER - BRI

EEL

_..92_.



A
=

TREEER

H
UIP: W EEG2 K

(EH 1K)

&

&1

PR

¥ 1T 2 IRMELDFAA & T DR E R

L2 /0NN

fafaE

HAREERI AT (i
HILRZEH BB

FIE  BEBEeo [IPE/UIP O CTZ2 M OZERE(L] T,
ZHREIAY &l S B REMIDS B UIPRIBT LS Z LW 20 AEH

W23 UIP5 2> & UIP2 ¢, JREEAYIZ UIP |

EEEL, BEL LI Web L/S—F ¥ L 2T A KT,
E7o, N—F v LEEN
[FEd Y, BEMASIAYHC,

BPE|CWT A BREV L7z,
EX#Es L, THAFHC],
X HITEELOT-ODE R AT T2,

0,:!:
ﬂr:l

% 45 UIP,NSIP,Others D W T ALNI 2T S 1u7-.
ARDZE ORI 2ENT 22— RO ZE TH - 7.
6iD$%WEW#U&AMMQYMﬂﬁWAWméf@

£, BB ESIMER
B NI L O T A
K 200k L7avy, 3)—2D /3% —Z
5 A,
2% vl L

B ILIR & DEHIIC

&%%&@ﬁﬂ.é\@@%@ v, FHEHATRIZ— ﬁb“(b\éi)>=4\liﬁ75>§;fgéuﬁf 137,
WD T EDRHMEE o T

DY T EFITE

FL00ERIMMERE SN, FOFDCREZ
NAEDaT XA R_R—5ETe 154 DFRE
BEER O NG, MEMICET53KOE
THC T o2z BEV L.

: VIERITC 14 D >DIP O WrLish g, T THEE

20

FlF 9By, £7-H2W(UIP) D—E % AT,
LR ENTERNIIFH D, T ORI

2)/NEEFLLRZAE D BILDER], THh-oTz.
i, BMERMERERFRAThH . FIERENE

, DEBRBICEEELH 5357 — )
SEREERG AL, T 0. HEREMLIC L SEND
AL L N E— mRRET 5. 5) BUERAEL A
KWHATHAZOT, EREZEELTD. RSN DRANONITMAELT S, B

TRELS T OIZE(L D T2 D

YEETO. DAY= EEITE, K
. PRHEIL N IR ERAL D[R E (S &S

BT R
i, RERENS—F

2 L2EHO—BRICHLIASOMNEZMY, BE, fﬁj%%ﬁﬁ"tfiﬂ%@% AN R D ITIE

ThHA A,
[TPF/UIP @ CT 32 W OIZYE(L | fEH]

DIE, KVERNBLENT

B 8

JRRI B Ok VB MR Z (OP) 1, ElfRpy=
A 20024) 205, TENZHGFEITVWD Y,
2011 4RI, BERVERRHEIE IPP) 255 & LT, 2
Wr & EHEOEBEM R AT A N A NRFETE .
AITIEL, EEMa o RCESE, BARREE
PREE b R RMERVE M2 & TRIE D F 5] & |
BN FUATENTWAY. T2 IFEF¥0MIZ, A
PRERE IS L ONMIP OB B b AR HEED ZH i

D, LLTFOFEENThh., —iEE, BEHHST

N—F % VAT A RIZ K DEECOBFT
1%, RN=F 2 b EELEMIZIERE LTV D. 5%, T—
H R— 2 OF| AR E RO, HiRse & CTOBBAZRFAZHE L2,
Db X A7z 75§th$*é’3§< AubinTting.
Wb Bbns.

_93_

A1k,

, Bl S CIIMSERALEDIT &7 5 5.

Fiz, BOEOMiRE T
ID&E 5 & ZHRRE S F RO LI

'PF/UIP @ CT 2 M DXL [ZH W B L7249 100
BIOIREZWEIT, EDON—F ¥ LA T A R&fE
M LUEALT H5—FT, BRICEBT 2FEDHROE
AR, BEELLOHY F, ffﬁ‘;@b%i’éwéﬁ
B L FORMBESIZOWT, BEBICIP DRZETICES
:bo*cv\éﬁéﬁ'glilsﬁ WCBIMEE, METLTe.

il P

MEAEEE|Z, EMRIEIC L Y IPE/UIP OZ sl
DD DEER (C) » EE (R) - FRE (P)EA DK - 7=



2011 REOE AR BICET 2 AT

1 aT A= AL DHEEDE

Core member 118 (—EfTlX7—104)

Q
)

FEBIID UIP  |UIP>NSIP

NSIP>UIP NSIP others, NCIP

1

2

13

2

18

19

23

No|ININ(N| o
g R P Y Y Y

29

32

35

37

46

2 (1:>DIP)

49

1

50

2

53

56

N == N

1

62

69

WIAIPIWQIAININIWOIGA[WINININININD|W| N

70

NN (=] —

92

94

WININ|IWIAIA(RIPRIWINIWIOIWININDINININD|W|ND

NojdhjlOjO(WINIW|A|A|—g|w

99

NI=IQRQ| == NN =ININ|=w|d|lo|w|w

FII00EBINERE S, Hl1EOBRFEE LT,
FOHO CRZWISUIPS(UIPHER ) H> 5 UIP2(UIP T
L7220 THA D) TH Y, JWHEAYICUIPIZ8#AE) &
%%éhéﬁ%#%Um%ﬁﬁmibwmrm%
BE L, ﬁEM®ﬂ%ﬁmkbt %EW’
HAR2EO B & BE MR 71'4’32?90
f%%héw%@rﬁﬁﬁi&%%#ﬁé&fﬁ
=, EBEOREEIZL D [IPREZEOZEELIZE T
TefEte (UIP) %, HARERZSEBE L TTo k.
T 0%, WHHBS(ARERFEFHE)T, £
DFI100F DFFFIER D N—F v )L 2T A RE2AVER
L, BAbL7z. 261, FMRICBMTE R
FHEMAEZED, A—/LTORLY L0, EFE204
DWeb ENRX—F ¥ L2774 FICLATEDOZW %2
BREWLEZ., £OE, EERO MPHREZEOZEL
WA 721514 UIP) THROLNEAEFETHD 1)
EFRAYZ2IPDTHL & others Z T 5. 2)1 DD /3 & —
YCHTIEELRWEHBT SNz b DL, Bl 2L
UIP>NSIPD X S IZffitd 2 Z & &2/ & L.
[AIEFIZ, Web [ To3—F % )LELEZ AT BEAE 51 20 1)
DFENE, EEFICET 2 3EFAOIKDEER (X
3a~3c) &Ry L, THBIAGIEEAT ), [FE8ABIA 4

U IXBAMAEEAYIEEAT |, [T ClEev ) Ol
Z L TCIEW:., 20k, HE, WHEEMEICSER
ZEE, A—ATORD EVICLY, FRROAESR
HOWFT 21T > 7.

w R

1) 20 BIDFRIEEL M
BRE2ICBI 2 BEBER L OWeb EX—F ¥ LA
?4F?@%Lkmf%@i&@%%l:ﬁ# z
ITE, BBREBASNAOREEMELZ 2T X
voN—E L, IV LERRTHD. GERFI41 T,
14 OFFERE A NSIP>DIP & 2B L7z LI, 92
T@ﬁ@ﬁUWN&PmMa@&ﬂﬁgwﬁéﬂt
@k FEFNC LV, BWENZEATRHELTED,
m%@ﬁmufb%n 178> TW7euy, 20
quw ik, ETZBBWT(UIP S L < X UIP>NSIP)
D—E % Tz
SIRIZZETOKI2ENL, O LoD 37— 2k
FEIX ST, UIP>NSIP 72 & L st &2l ch -
7o, FRITIIRE VD, ¥ — MR ST fEF
i, £ < OFRBLENEIERTUERiZE, BERR Y

__94_



TR AREEN A B IV FERIS6C, CREEZWIIUIP3 TH 5.
NERNOREEBOSAILERICEM TIEH 503, PRVE
AEDHFE LbT. £, IOEMCHE LT, F£H
MPOFRHE L E Lo TEY A E L.

X1 :

HEERTOLT:

a. Casel BB 2 microHCE - FF 8Tl 5

2L 1 (UIP:6, UIP>NSIP:2, NSIP>UIP:2)

b. Case46 8180 11 microHCE -3 JE 1 E 5

#2112 (UIP:1, NSIP>UIPOrDIP:2, NSIP:4,
others:2,)

c. Case50 (8% .3, microHCE - [H 3812,

72003 (UIP:4,UIP>NSIP:1,NSIP>UIP:2
NSIP:1, others:1)

X3 ECET A RMOEET, AB

[T, MR RG, BAMEIRYM R & 7o (3R

A
=

JRERER

X2

D RBREWTICAREES 2 O LTS EE G149 T, CREBENIIUIP2TH 5.
INERNTTIE, ANETEES & NER LIS LR E R B 5.
ZORIITESRMIAMERH Y, LEIRE & OBERITH
BThHs.

BOMEELAS, MR LT, SIRUTIEVW. a f&EFT, MRS LRICHE S D ER
TIEA TR OND. b FEET, BRTINIOERGY, HEMEERICEDR, &
BB EEBRRO HND . c RS THIE T O/ S 21T, MIREZ L OBERBRDoND.

D2 WM B MR &2 e > TV o sk, Bt Lz,

O T, ZWrASUIP & NSIPIZ K& < Bl iE
B3 B Hodo. FO3FOREE, 1D)BEFTHIT/I
ERNOFTE DN OE AENE D> HIE 5353 Hi D EF
(K1), 2)EFMi & BECREZ & HIRED/NE
WCRIE L TV A28, NEFRLRZED B XL D5ES
(M2), ThH-oT-.

Q) IEFDIRDEEEN—F v ILAXTANIZELD
BERICREY
M3al%, FEFI1 T, IPOZKONRIL, UIP: 6,

UIP>NSIP: 2, NSIP>UIP: 2 CH - 7278, il

LT, AR HC : 24, BAMMEERY HC(microHC)

FIRIEMMHC - 54, HC2 L 1 14 ThoTm. K

3bik, JiEBl46 T, TP O 2 WBr o NERIE, UIP: I,

=S
iz



2011 SEEOVE AR BB 2 AT 58

B‘Z & @L“@T"‘ﬁ‘% ‘575 ’C
BIIFIZEIR C—ECHEFET A L2 LT, ABDOIR

T@ﬁfﬁﬂiﬁe!ﬁ IHY, AT

DEEIZ i§¢“‘tﬂ7§’fﬁ&q:(ﬂﬁﬂﬂiz:ﬁﬁﬁkf\q{ﬁ L, Akl
BRI THD L E LOT. Fi, BHE
PR R H 0, 2R ERER SRR SR D,

NSIP>UIPorDIP: 2, NSIP: 4, others: 2 Tdh > 7273, 4
HEHIZEE L Ok, BWRIEIHC © 144, microHC F 7203
FFMAHC : 54, HC72 L : 24 ThHo72. [KH3cid,
JEFI50 T, IPDOZWTOWERIL, UIP: 4, UIP>NSIP: 1,
NSIP>UIP: 2, NSIP: 1, others: 1 Toho7=7%, MEfi
R L TiE, MAA9HC @ 34, microHC 713 3FH
BHC : 24 ,HC72 L : 24 Th o7z,
Bl3cizonTiE, BRMNKE EHNLRN, Bl
%f@&m&éﬂkﬁ@%,ﬁ%ém BXILRT
HHEODBERL EBIZ, 1BDTHE ITFEPERRHEY:
@T%wbtmk@:fy%%ﬁi%ﬂfwk i
PR AIIEEIITE ENT, BIOEROHMLR
%%é%n~%%wﬁﬁ%ﬁ%ﬁ%ot@,n%m
@ Elastica-Masson Je 5, Ci, MIETIZH B/ X 7l
Ze H A TERRHEALER A1, ARAETLIZ b o 7o il R fE i =
@%@T&é*&%b%bf%@(!@,%@m%
D> OITET/ N S WEERIC Y CIEE 5 6 D & fllr
SND. FHMEMNZ, £< OIREBIENER LT
RELT, MVBHERBERS SV, 2 RIERVE M
RPTBEINBEFTHD. T, X—F %L R7
A RTIE, [F CEAROMOSEEIZ flafEik oM s
3L Z A D BERERA I BT S BRI R EG T 5 .

Z .

SEIDOIFEZE OB O bIs, EROERE

2 IZEAENEB LN EE Lo T

1) ERMICEEESH D/ NE— 25 (78 +0thers) 175,

2)IRE—2 BRI BEZEMBRLAZLY,

3)— DD/ - HEREETIEE X, 5T 5,

L) EREAIIZRBZENH DB E T, BRI/ E— 6T D,

5) M RHL L, SEIENOBESLOREIZRIE.
ERZHICITAERATHEIOT, HREELLT DY,

B)HERISNBERMNHNIE, 52T D, FIZIE. CVD-IPASRIZS
N, BREELTFEITEND,

128 DERGLIERENEFELNER)

2 AN

RO OFMEIE, BERBOFAYTIELT-
O THDH. TOHIE, X—F ¥ L AT7A4 RNEH
WERRTE A=V TORYERY ThHAD. FOHRTH

7

FEn, FEEENE OAIEE Lo S RMEELLT
DEBY THD(FK2).
D) EEREE G ME S 2 /3 & — 43 %8 (7 + Others)

AT D . )N F — BRI, IR Z Bk Lav. 3)
— DD IRY — /u/“ﬁmﬁmﬁﬂéﬁ,ﬁﬁifé.@
é@%ﬂ*;é#@%é g, B E—r %
BrER9 5. 5)BHMERRHEYL ,ﬁ%mmmﬁﬁmu
@ﬂmu&jEJ%”w IXHERATHBEDT,
ﬁ%%@ﬁ&#é.@%ﬂéﬂéﬁ@m%ni,ﬁ
LT 5. BIZIE, CVD-IPS/RIBEEND, Hithl
LCHFEERW, ETHD.

1) Dothers & Mz 2 I DOWTI, 78I AR L L,
ESLTHEDHFIZALRNEDIZIRED & OB

METHAD, EOERNG ST, )0 R4 —
B, BURZME Ly ik, LUTFORGD

bote., REEMEMEME CERINTED R
H— AR, JBIEIR OB, IBEIMEN R OB,
BERTIE DB CRHEH L CA7z, W) OREREE
9. A, Eg, TREOBAMEBRTT S LEN
H5I. 1 bobRERT, RETHL. 222
ZTIE, F—ORROEEMEMARNTHD &,
H—r ETFHROMBERD D Z EIIFE#HESh T
v, Fio, ERERE, EBIICRT3 7RI T HRE
PMERIT O MERH D Z LD, BT AT —
PWEETIT), LOEETHD. SbHIZ, BHEL
TOIIRRD. 3D [—oD 8 — N S ER
BAEE, OFRT 5.0 1E, BEEEEZD. HED
FAMEE RTEME, NERLE LB, BFZ2R
PEVEMERT R Clatkx 2BEICA DR, F-, BRE
DHERIZ LV BRSBTS 2. ERIL, 20—k

A



HTORLNIZEDOHOBETH DD, FTRO
BIEIXSRDH D, R —VDRIELH D Z LIRS,
4) TERELIC L D END DHEEIL, AL L SZ—
vEPET A, I LT, Bk ddiscordant UIPZS,
P L EI TRV EDRMNE ThD. FFiZ, K
BOBRRIZWEIRE TN DT W LB R
END. SHOBIPLELE 2, BEEMICTET
AZENENVEDEBEETHS. 5 OMMEMHELEA
WZOWNWT S, BEIZTDHTEODRD, LOERR
otz LaL, HPERMELREAIE, RN E S
DFIE, WREROBMIIINAETH D LRFIZ, FFZ
EVVREREICE, FREOHEMEO RN R DEITICRD
T TH B, BT, REREEROBEICIE, E£E
fE % Yesb % periodic acid Schiff (PAS)ZLfa i iZH &
o TWA. IPOEBNRa 22T, &
Od b, EHEL L THEIMLERZRKLD. o) #llsh
HIRAN HIUE, LTRETOILERD DS, JRAR
HER S, FURE D OEREE, AR OPIL, HEi
BIRIER OBEIS R E R BREND O THD.
B 1B T A B ROBVAFET SH. K, &
BIMEE XHE L OBENTH D, MiafER O
EENICHEN D IENEREOELABETHY, 5
NOERNTIE, BERMELENEILD. Tbb,
BPERRAE A L D IR ORBBEDHREKR TH D,
MBI T, MIRE X OR A B FiemEke L
T B MERRME & IR IR DALY, R LI
LU CRER R aEEN H D Z RSN D.
W Bt A W84 5 _ER2iE, IPF/UIP CIIIE L2 T
AR HEREX ERICEEHRAZ OND Z EBPE0
(alveolar bronchiolization). %, HEYE T,
S| MRVE RIRIE & OEBNEE L RO HEBATH A
7.

RRESH

AE O FRBSWHIEELO - O DOTEENZ LD, HEE
EOFRIZ—H LTV ARZHRARZR DR TR
<, FIRLOEY FAKICENRS D Z L0k L
oot BRD, PNERNIZBITBIREDSHIZOWNT
ThbH. TOEAMEDPBERD Y, [NEROLMEZER
TAHNLRVDD] OEONREET S, ZOAIF, E
BN ERSRIIT I 2 T k S BB &2 D < DIRRET
HEDIEI, L WVWHETHEEBETHLERHS .

TREE S

£z, MR ESIMRE LR L OERITIE, B
REEN EZHEPNEETH Y, BEREREICX
HRBPRDFEELRD.

[PF/UIP & CT W OFEHE( ) TRV &ALz iE Sl
i, N—=F %V ATA Ml EXBEBOIDELSIZLD
EAMIIEZHRLTND, 5%, T—FX—AD
FIAHRZ I, WiRse & CORMB7Z2FI A %2 4
FLW, £, REOFESSHEE T, 46
DL ENTZEFANHENZ AN TS, =
NHDETIHE, SHIDEESZMLLOT T IRT
BL ZEickaBERoFLFMLEDEEDhD. £
DFER, L VIRVEFIREINAIREL 2D LB R DT
HTHD.

SR OB D 72D, FREENS—FICS
LWro—ERICHDANOMBELFY, HER—
DREMZBE LN, BEWREENE XU FE
BICEwmT A ENERBEOFETHDEEXD. &
B D NA—F v )L AT A NI L HEECOREFHE, B
S CIIMisER R B ST &2 A ). ILLVWHTEE
BOAEIT, WebTIETEWEWbILTY, MEE
LV LEREL RDIOIIFRTHAD. FE, €D
I oz b b b, BEELOTODTER
#2150, THHTECLLT OSAEF ISR L BT
% (G, NERRD). AETHIERN, /MBS —ER, fEE
g, [ OEER, RAEREF, FmERl, LB B, fE
B, BEHSLE, BAKEE, FRFEL, DL
5, EfEELT

X Bk

1) American Thoracic Society/European Respiratory
Society International Multidisciplinary Consensus
Classification of the Idiopathic Interstitial Pneumonias.
Am J Respir Crit Care Med 2002;165:277-304

2) Ganesh Raghu, Harold R. Collard, Jim J. Egan,
Fernando J. Martinez, Juergen Behr, Kevin K. Brown,
Thomas V. Colby, Jean-Francxois Cordier, Kevin R.
Flaherty, Joseph A. Lasky, David A. Lynch, Jay H.
Ryu, Jeffrey J. Swigris, Athol U. Wells, Julio
Ancochea, Demosthenes Bouros, Carlos Carvalho,
Ulrich Costabel, Masahito Ebina, David M. Hansell,
Takeshi Johkoh, Dong Soon Kim, Talmadge E. King,
Jr., Yasuhiro Kondoh, Jeffrey Myers, Nestor L. Miiller,



2011 SREEOVE AR B B 5 AR ST

Andrew G. Nicholson, Luca Richeldi, Moisés Selman,
Rosalind F. Dudden, Barbara S. Griss, Shandra L.
Protzko, and Holger J. Schiinemann, on behalf of the
ATS/ERS/JRS/ALAT Committee on Idiopathic
Pulmonary Fibrosis. An Official ATS/ERS/JRS/ALAT

Statement: Idiopathic Pulmonary Fibrosis: Evidence-

__98_

based Guidelines for Diagnosis and Management. Am
J Respir Crit Care Med 2011;183:788-824

3) HARMRIRFSOEAEMER BW - BE
AA BT A AR ER S IR E M 2
EIEO T & SETH 20 R BIVLA, 2011



SUE A DFITHAERE (CPFE) ¥

SIEA GHHEHEE (CPFE) B (MNERT)

SUIEA DEIISRAERE (CPFE) B2 « WREIlE & 5RO 5

W HE R A
FRES ST YR BR AR IR AR T o &7 — PR as A
BIBE R TR AR R

[ER] W E TORRMEREMIERZOSEOHF T, CPFEX EHLEST LI HF. EIZ
T OEEREC L 0 R SE & IPF O, AR A S TRETT 5.

[51E] OFSIES A 0F L=RIE % OSBRI RAEFI ORRR, iR, WETRZRE LT
ORI AT 5.

@ CPFE D I5EDO B EMEDVER D 712, BigDOFH The < fiktE bV i le —EDEELER L
T, OFEABEE PRSI0 & IS S 5F 2 B8 LR 5 (BIT®RAMEIC, A6

7R BHIAE D).

OMBILE « FifEOAPrOEE, AMEEOREZ, JFBYEE ORMERMBEMERMZR & T 5.

OFEBE A0 L= BB M OB 25t L C, CPFEDMEE &R

BEERRL 2 RS L.

[ ;/*l:l ?ﬁ

A HERBH

VWVE F TORRFEMERVE M Z DO R T, CPFE
BEEHIMBOITHNENIFE. FIZZOEERICXK
D IEHE & IPF OJRIA, BRI Z e THRETT 5.

B. IR G*

OIS E % A BF L 7= R Mt 2¢ 00 S8 O il A2 AR UE
BlOERR, Mg, FHEFTRE B L TEOREZH
5.

@ CPFE D 3L@E OB EEDER D =D, i
DI T ffitE b Wiz —TEDEEZER L T,
OVE AHE & R 2 HE O R 2 OIS S50 2 8 ok
LCHET 2 (ROIIBAMEIZ, FIEER DA
12).

Qe ILE - i OAIFOMEE, SMEEEOMEE
%, FERRMEE ORIERVE M & T 5.

@IS B A B L-RIEMM A OES 2B L
T, CPFEDMEEZHRETT 5.

(R~ DR E)

Fe g —F L HIZHIY, BMAEROBEERIEER
Hh 9.

_99_

5.

C. fAFTHER

ERL23FEITLL T OB 2 LT

(1) 2011.11 A 12 BB SN2 BAE TR0 =
JBE L IR R EFED 2B AR AR Y T LT
i%, CPFED RSN Sz, ABEFDT
RNCAyE L, BMERERA L L C ORISR,
K[ETREDOEO L LT 5 0, BEREELP
D—HEOME S DONERTTLFE. B
CPFE D@ OBWIEEN 2. 2 F TRHE
D& o 72 B CPFE & W5 ODvbo o TR,
F 7 A 22 RS RE (VC, FEVLO, R E DK
T, KIHESCH OMBEZREORENE .
DLCO D& T 2358\ . 6 MHITHBRICK D
desaturation 232 L WN) 3H D DT, BEHBEDHT
72 < iR bV e — TE O EEERR T HLE
N HE.

1998 4E 7> &5 2010 45 % T RN AR &) IR SZIEBR
SRR SR o & — IR SR RN ISV TR
Fifi A2 4 S BEAT & o 72 i U & OF I R ARRE 35 1
[ZOWT, BEHEET R & M iR R E S, TRE
AT R, 2 R SRR BRI 3 Al ST L CREE L7z, UIP
pattern 154, NSIP pattern12 {5, DIP pattern 1,

@)



2011 FEEOVE AT B BT 2 SRS

TEARRIFITHY, ZRLMBATREZ3EDT-.
#H #%& < 1%, @O Bronchiolocentric fibrosis, @)
Thick-walled cyst 2348 CTdH - 7=.

D. BE & 55

CPFEIIEMRETH VD, WE E TORFMERE M
R DB EON D0 EEND . BUE L DR
EAEZETHY, BIEBEREMMA L LTES
ZATCROVONLRATHS.

FiZ, CPFEDERIBEDOBZMIEEN 2\ VDT, EHiE
DH Tl FEE D VWi —EDEREL/ER L T,
CEABE & WA ST DO REFR 2 70T 500 % 2085
LTRETLT, FR2BSFEERE CICRBEELE
BLicnEEZTn5.

E. AR HE

1. Fm 3L ZE3R
O/ EES. APEEITIER B A Z DT . Mebio 8:

94-102, 2011

@/ AmE. SMEEEL OB, B MR M
R-FOL O L BE HHES 66(6): 1146-1151,
2011

@/NEEE . ALUARDS OERIZE O —2F A o .
HP£EE 2011 5 100 : 1561.

2. 5%

O/hEER, FEET, BEELZEKN fl. F5RER
EVERR ORI T A PMX (R Y S %20
BEEL N 7 LI L5 ML) Bk - gt
I L 5% A1\ & et
55 83 [RI R E M A A A 9E 4 2011.6.10

@/aEE  CPFE DJEFIME
LGB OFE AT L MR AR EFED 2 BEA[FE S
VAR T 20111112

F. XNEYEAFEHE D HIFE - B8RRI

AL

- 100 -



X
.7

A
A
v

1.



