2011 ~ 2013 FFEOVE AMRR BB 2 HEFSE

Log Rank &5
p=0.650
2 °
bi
&
ﬁ £
0 5 ’ 40 ’ 0 a'ﬁ k ‘16'0 k
SHEAB(RBHER)

3. IPF S A TR (LR

10+

Log Rank #&5E
s P=0.003
EHFhR{E

oo <50y.0. 1541
7 50-60y.0. 754 A
E 60-70y.0 384 F
?;M_ | >70y.o. 294 A

02+

0 20 ) 8 P 100
EFAB(REHESR)

X 4. IPF B 0 A4 77 i (4B E)

Log Rank #&5
P=0.576

08 0

s

Sthraie

04

02+

004

I ) T & ) "
EF AR (RS
X 5. IPF B35 0 A TF iR (HRAERE)

(128) - 80—



JEHRE T F6 1T 2 BRPRARAS A A BRI D < BB MR B M ok O

BRI R

Log Rank IR%E
0By P=0.004
EFhR{E
% 054 =L 434 H
E HY 2957
b

ood

. ‘, ,,;0, L ‘;'o‘ , ‘;0 , — ;A&
4£H AR (RhERBRS)
E 6. IPF BHE OATFHRR (IEHIKEE)

RERES
N
Log Rank &5
P<0.001
0.8~
P RE
. | IE 624AR
7" IE 5148
2 meEs 2178
T s | IVE 1948
024
0.
[1} ‘ 20 40 60 80 100
EEAR(HEBESR
7. 1PF B O ETFHR (EEE)
HEERER
Log Rank &€
P<0.001
EFFRE
>80 torr 564 H

70-80 torr 324 H
60-70 torr 244 A
<60torr 194 H

RibrEie

0 20 40 60 & 100

£HRB(RERES)
8. IPF BE DA77 iR (L5#IF Pa02)

A (ALiEIE study)

(129)



2011 ~ 2013 FEOE AMEMRBIZEE T 5 &I

BRI S
/ Log Rank #& %
P<0.001
| EFHPRE
>80% 5748
160-80% 294 H
2 140-60% 194 A
& <40% 948
ﬁ .
0 é"o 4'0 50 100
EFAB(HEBRR)
9. IPF BE 0417 it (FFRHEEE - %HIEE)
HEERE A
W
Log Rank ¥&5E
P<0.001
" £HEhR{E
| >80% 64rH
el | 60-80% 737A
‘ o | 40-60% 3548
] 80% (n=48)
: G a0y 280
041 . 60-80% (n¥78)
,g 40’-60% '{h=§'5)
02 L ‘MWWW
n ‘ ‘ : ;< 4°% (n=82) . ::, -
0 ) 40 ) ) 100
S£HEAR(RBRER
10. IPF B O A ihii (FERAERE + % DLco)
REERE A
104 :
- Log Rank ¥
P=0.386
08
2 06
b
ﬁ 0_4..' ; x
o4
00+ :
0 20 40 60 ) 160
EFAH(REEESR)

B 11. 1PF B8 0 £ 17 iR (Fuizais)

(130) -82—



ACHEE I J 1) B HRPRFRERE A ST EES < J AR R E MR 28 D 52 3R 2 (AL study)

BIERER
1.0 -
Log Rank &7
Y P=0.668
o .
g 084
®
3
% 04
0.2
040‘ i .
i % 4 5 80 100
EHFAY(RENES)
B 12. IPFBEOAEFMBRE () v~ FETF)
BEERRER
1.0~
Log Rank #&5E
ol P=0.267
Wilcoxonf& 5E
P=0.027
ﬂ 0.6
&
i E
ﬁ 04 - ' % e
 STongmikiE m=73)
02 : ' ;
'“.E &
0 2 ® 50 P 100
E£HFRB(HERHER)
13. IPF 223 D17 EMAR (SP-A)
FREERE
1.0+ =
Log Rank &5
P=0.040
08
EFDRE
220ng/mlk i
2" 454-R
g 220ng/mikl E
ﬁ Odd ’ 31 b-ﬁ
02+
004 ’ ;
¢ 20 40 50 80 100
EEAB(PEBES)

14. IPF B2 DL TE R (SP-D)

_83_

(131)



2011 ~ 2013 SEEEOVE AR BICEE T 5 EFIE

BIFERE A
10+ 43
,K%L -
w ‘7%% “
7 o,ﬂ -
] ,
& | .
# 04 .  {
024 iODOIU/mlﬂ-E (n_—k.‘242)‘ ‘
0 20 10 0 %0 100
£H AR (HEBER)
R 15. IPF BE DA77 il (KL-6)
HEEBEE R
104 :
04+ .
£ Fi# (1=61)
% o4 w
. 20%BLE®=23) .
02+ o '
0.0+ ’ - ’
I 5 5 b P %
EHFRR(REEESR)

X 16. IPF B OAETEMAR (BAL - U 2 /32k)

FRFE AL R
el
o]
go,s*
®
=3
b3 w0
0
004 : : .
; 5 & 5 & "
EH A (HEBEA)

R 17. IPF BE QL FER (BAL « 4FHEK)

(132) -84 -

Log Rank &€
P=0.010

EFhR{E

1000U/mik &
475 R

1000U/mIEL E
3148

Log Rank #&5E
P=0.802

Log Rank &7
P=0.029

EHFEFRE

5% K
6178

5% Bl E
424 R



LB IV B B PR AR A ZE IS B < S FEVERTELMERT 7€ O £ 2 (ALVETE study)

F2. BEEMT (LB — FoW)

NP — FH95%
FERES AEEE () H¥—rh - EEXKE
TE LB
EREE1 reference
BEE?2 0.188 0.380 1.207 0793  1.836
EEES3 0.564 0.001 1751 1249 2473
EExEE4 0.457 0.014 1.580 1.095  2.279
%VC80%LLE reference
%VC60-80 0.476 0.003 1.609 1176  2.200
%VC40-60 0961 0.000 2615 1773  3.856
%VCA0K 1.879 0.000 6.547 3432 12488
ETILPRE p<0.01
3. SERBIE R
AE none AE p value
B 97(72.9) 141(73.8) 0.858
L3 70.22+9.261 71.44:8.268 0.221
BI 811.83+456.272 952.02:+556.442 0.064
SP-A 133.02+115.931 116.32+-81.486 0.357
SP-D 320.874211.521 315.35+214.147 0.846
KL-6 1583.79:£1095.925 1618.62+1383517 0.830
LDH 360.64:276.027 359.95+178.046 0.984
BAL lym 19.10:£22.439 151815970 0.497
BAL ne 13.03+16.677 12.49+ 15947 0.916
& ET 15(16.3) 48(32.4) 0.006
)< FRFEE 18(17.6) 27(18.1) 0.923
E5#EHY 57(47.5) 96(51.9) 0.454
h{E A {ER SR PR 7Y 4 {18 i i
BEEE 30 1.0-4.0 30 1.0-40 0.836
%VC 2.0 1.0-3.0 20 1.0-30 0.639
%DLCO 3.0 2.0-4.0 3.0 20-40 0.883
REEPa02 2.0 1.0-3.0 2.0 1.0-3.0 0.612
x4, LEEFENT (LB — RO
NG — FHE95%
RERES HBEE (o) Ny—rp  EEEE
TR LR
ke reference
AR Y= 0.724 0.023 2.101 1106  3.989
%VC80%LLE reference
%VC60-80 0.719 0.008 2.052 1.705 5987
%VC40-60 1.162 0.000 3.195 1772 14749
%VC405k i 1515 0.044 4.549 1041 19.882

EFILRE p<0.01

_85_

(133)



2011 ~ 2013 FEE OVE AAMERTR BIC R4 5 A3

£ %

JBHEE, MOFFREZR Y, EBREOERE

EMENEDBRZEIIMZT, 1EIEORIES L
ERBERSZHRIEEZZMFLTCND. 20X ) i E
P30, ALiE Hsk o i PR R A A B2 D < SRR
EIZL > THPs DEE b EOTEDERELET
HLENFRETHD. ZNETCOLERETIE, A
REICOWTCHIEfEREEZEA Z ERREEETH - 7=
0, ABOFHE CTEZ 10 5 AxH11.8 A & W 9l
HOMIEEIL TS EEZ2BND. ZOEE S
CIZEEAODPLWE SN D FERERIL, M1TS
TFANETRD.

IPF DAVEHE I, 1993 4FIZAFR D & 3T HE O 3R
5P, HRNRRME CIIXE < O %2
L7z, &S L in o IPF B3 55344, BEIC 328
ZHDFELEN S -T2, FBiT41% EHELEZ VBT
BFERNABMEECTH - 2. 2007 412 1% American
Thoracic Society & 1 2| Fa'@'é‘é perspective 23
HEN, 77— Lo Z OFEICET 2BLAE
FoTWD. &ﬁiAm,;@gﬁgw_ﬁﬁﬁ®
EDO X RRFMBEEL THDNT O THEE L
R, PHREENTE L TR EVBHEZR
T %VC A BMEEEICLRIIVBEE L. 2ofo
BRI T & U CHBREEW Z S I RICE B E Y

o
[

BT, T bR LRI 4 i
ZLIBLNEWNWIRERThoTZ. 2B AH
PURIGHER 1XBIEUR OMEEZBNICE SR WETY,

RAUSHOBEDHRERBOZEREAE L, FOERE
BLFFRWIPFRBRE RSN DT A —%2
T AHREMERH D, DEVBFEIPF L 2lrEn T
WA RBERL, BEWREROFRIZLVIECIZED
FR - FEEICEVWR DO Lk, 2ok
REBRTOI LR AMRNMLETH L. -k
BIZIIAFEZOFE RSN TR Y, hEOHRE
& DI S BLBRZR .

FHRAERFOBRFITIE, 2y 7 ANP—=FRET
NERWTESEERBNTEIT>72. FVC (H DWWk
VO) i O ML D EEVRE S LTHY LR,

(134)

C TCTHERF ERBEOERNR LN

_86_

IPF TIXIFIE—F L THEM 100~200ml F2E D35
LENTWDS., SEER LIZEE OF TIX, %VC
BELTRIZEET D EVWIRERTHo7. IPFD
EFYMOEEEZ 27 &%, FVC (HDHWILVC)
UL STHET A EN—oD R LD EER
Bmé :@&5*%%%L®%10m1%%%¢

, BATDPa021T & B 5 FLSMT b JilifE & % VC
%‘:?ai—r (N 2 7= BEE S \i”ﬁ CONWT HIRFTO AR HIA
Hb.

PLaMTON Iz PR EFRE & OB T, Mg
SP-AED EHRLBAL F O HER LD BV EBE O T
BRENEORENH D, SEIOKRFTTH, BAL
OB, f3ESP-AIC DWW TIE, HEEMT
S B iE
—ZDWTHE, Mg SP-D & MiEKL-6 THF
BRhRENFED L.

AEORER, IPFOIEE L CatEEED
THEHER T E L T%VCOEE

3

~—7

#ic
%I@

HENENZ &

PEDR R ST,

SE X

1) KEBE, FERFE,
i PR A (8 B S < RIS MV B M %
FEZETA. H R EEE 2007 5 45 ¢ 759-765.

2) Acute exacerbation of interstitial pneumonia

B, I
PLE

following surgical lung biopsy. Kondoh Y, Taniguchi
H, Kitaichi M, Yokoi T, Johkoh T, Oishi T,
Kimura T, Nishiyama O, Kato K, du Bois RM.
Respir Med. 2006 Oct;100(10):1753-9.

3) Baseline BAL neutrophilia predicts early mortality
in idiopathic pulmonary fibrosis. Kinder BW, Brown
KK, Schwarz MI, IxJH, Kervitsky A, King TE Jr.
Chest. 2008 Jan;133(1):226-32.

4) Serum surfactant protein-A is a strong predictor of
early mortality in idiopathic pulmonary fibrosis.
Kinder BW, Brown KK, McCormack FX, Ix JH,
Kervitsky A, Schwarz MI, King TE Jr. Chest. 2009
Jun;135(6):1557-63.



)
+
%I}é\
m

[FER% 24 )
EFHRE (BELR)

ACHEE 12 36 1 B EEPR A A FHIEE D < R R MEMHRRHERE D
P i A (ALHE3E study)

T AL, BEIOTE, B ALK
FLIRERI R BH=HH

[ 5] FRRIMEMRHERE (IPF) O E OFFREL, MHEFOBBRBENSR+STH 722 &,
B O EMICRIES] 2 & D72 Wl E EORIK NS 570 L,E%&mﬁ%miﬁﬁﬁﬂ
HCTholo. IWFEIIMOTFITR RV, FERBERZSHROBEICEL T, BIEFZED
ETCORBEZHEL, BEEFHEORT2MEEICA > BERBFEELHITL TS, 20
Z & B ALHEE L IPF O 2EEBE N ATRER I TH YV, BAADEHMHER & U TR YRS

[BAY] ALEBEICBWTIPFOESFHEZITI Z L1280, BARADOIPFOERELZH LT
D, ETERMELEIZ LY, Hil - AEROZEZREFTT S, [FIE] FERI1SEDL S FR 19T
B ERBERZHRE L L TRESNTZIPFEESSBLDOERET — % LHETOSmR L EITL
TETHRREORKELRE L. MATHEBEILARE - BEE, £FHE, RCUEE, FEERTT

5. [FER] IPFOFEWRRIL107 AR 10.0 A, FAEFIZI0TAX 223 ATH o7, FIEFEEIL
70.05%, PEHETIXBMEIZZ < 132% 2 5. ATFFRMEE3S » A TH Y, HRHEZVIEETERAZ

BVEHEET40% 2 HD7-. FBICL D S L% EE LT-. PEERFOBE TIX, S5 M
T%ﬁﬁ®%%@%,ﬁfffﬁ R, %EES R LM TRICEE LTV &5
IZAMESEICE ST 2R LT, %%%E&m&HWTﬁﬁﬁ%w@t [#3] —oFREL
BUTHARADIPEFDERENWD THAONIC R~ BKEHELT, HFRE - BERDKEX,
BHoOEORE S, HCREICED ZEMEEOREOREINBA LT/ Y, IPFIZRBVTHik
220 NFERZEDMFET 2 FIREMES RIE S 7.

Epidemiological survey of patients with idiopathic pulmonary fibrosis
using clinical personal records in Hokkaido

Hirofumi Chiba, Motoki Natsuizaka, Hiroki Takahashi

Third Department of Internal Medicine, Sapporo Medical University School of Medicine

[Background] Idiopathic pulmonary fibrosis (IPF) has an unknown etiology and a poor prognosis. Several
large-scale, epidemiological studies have been previously conducted in Japan; however, the precise
epidemiological status of IPF remains unclear because of the inaccuracy of differential diagnoses and the
exclusion of cases of milder diseases. It is important to determine the current IPF status in the Japanese
population and compare it to that of western countries in order to evaluate racial differences. [Objectives]
To determine the epidemiological status of IPF and identify prognostic factors and causes of death in
Japanese IPF patients. [Methods] We selected the island of Hokkaido (population, 5.6 million) as the
epidemiological cohort. On the basis of the clinical records of 553 IPF patients registered between 2003 and
2007, we performed a retrospective epidemiological and prognostic analysis. [Results] The prevalence
and incidence of IPF was 10.0 and 2.23 per 100,000 people, respectively, with 73.2% predominance of
males. The median survival time was 35 months, and the most common (40%) cause of death was acute
exacerbation. The most important factor influencing IPF prognosis was the percent vital capacity.

[ Conclusions] The status of IPF in the Japanese population was clarified for the first time through our
report. Our results showed a lower prevalence and incidence rate in Japan compared with western countries.
In men, the incidence of death due to acute exacerbation was higher in Japan than in western studies. These
results may suggest racial and regional differences in IPF cases.
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F S 553 70.0%+9.0
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BAL %
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ETHAMEBENI% ERKELZThHo7T. 2o
WTHEHRI O 7 V7B OEE Tloen 5 2 46% & #
HTL—FHTY KREOFTETILI8% L WE XN T
WBY AMEEIC AR T OEEIRT VT EECK
THERZDEREMENH S, IPFOAMEEEICE L T

1993 FIZ O N E LT S R THI D THAE L
TW5". ZOHBOENPED L OWMENLL T EHD,
HRARBACELEFTUEL L OFMEZEL T
%, ZOREBOREMEICONT, AEBOEV)
BIEEL 72> T A, ARIOBMHEEEIRCROT VT
EERK & OFEHEN D, BYEEEICBEET LT T A
R REEHE ROFEPRE S, FOBREID
BYEHEEORR ZA LI T HEBRBEIN TS F

BEMER D 5.

FHRETICOWTIL, SEORE CIELEEMT
IBWT%VC THEENRED LR, @ﬁ%i@
EOBCKRD O DEEDOHRE L —B L TWD. %VC
FEEIORENOLIPFAEZEOTHE2EY 2 AT
HREIBREFENZD.

JEHEE study 13, ALHEEAN OB EREERIL L O
—REXPBHEROZ KWL Y, REZEDRENLE
EOTROEE S I0% % EE->Tnd, Fald
CORIERESML T NEEEERMIZT +— K
RNy 73 H12DIT, FEMRHEEDOMIZ— B THAT
EEPEMCTEDLOETEERLERALTND
(BE3). Zhizix, FIEEFORFEORBEVLE S
NTW3., SEOFAETIEENLS HWVOIPFEEN
B ERBOREZZ T TITMES LTV Ao
THENRTE 0. FEEFR - HRHFIZBWT

»—%&7
e (e
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%tiﬁ@m THIZEMEE (FRIS 7 ERF)

SHNBETOAENSREShEBBTHY, CCZESTEATLER
HBREYDOHE, LBESTDYARLEERICHDIBVEEE, S8
L IPFOTHRBEXERTICHE>THREY CELVEHTERLREBT

HHELEPEOTLD,

> -

MPHICCO &S UHRRERTBE TR CHRE
b %Iugéjﬁ‘éiib{&xu EHMEET S,

Eﬁ&“&i%%ﬁ@#& arﬁmpaoz{gi@ %’iﬁa‘m‘}“ i
SHEM. FLAGEIEIE. GUNSP-DRN. MNKL-6%iE [
. BALYFRIRIE i !

% SREABREMERT | i

<$D§*ﬁf::m;m¢%lméfﬁm%u;or%tbrué:
FEREE. i’fi&?ﬁf#?ﬁ& .

FEMART |

W

IBEESTUDY DB S BEEENDHERN

| ERHTERELELTIE, LEESTUDYDRER A D, !
%"fﬁﬁﬁ&b\jﬁﬁﬁ’&ébk%@&’.ﬁﬁ“éu&ﬁ‘?ﬁ&bfﬁ%‘caﬁé&%zibﬁo
CCETORETEDND TRV SBEAE O SEICBET AR FEIRIET S
\f:&x H-OTHEOTHHESBEANLET.

Respir Med

B3, WESMEM~DT f — F v 7
BRAK L ZERH DN RHRBFET DS LEILND. AR AEE  2007;45:759-65
—ENEEICK U TIPF OME&EZ K LT ED 4) Fernandez Pérez ER, Daniels CE, et al. Incidence,
SBROBEO—D2THD. prevalence, and clinical course of idiopathic
pulmonary fibrosis: a population-based study. Chest
. 2010;137:129-137
X i 5) Gribbin J, Hubbard RB, Le Jeune I, et al. Incidence
1) American Thoracic Society, European Respiratory and mortality of idiopathic pulmonary fibrosis and
Society. American Thoracic Society/ European sarcoidosis in the UK. Thorax 2006;61:980-985
Respiratory Society International Multidisciplinary 6) Jeon K, Chung MP, Lee KS, et al. Prognostic
Consensus Classification of the Idiopathic Interstitial factors and causes of death in Korean patients with
Pneumonias. Am J Respir Crit Care Med 165:277-304, idiopathic pulmonary fibrosis.
2002 2006;100:451-457
2) BN ERFEOE AVERTE B W - 15T 7) Kondoh Y, Taniguchi H, Kawabata Y, et al. Acute
A RTA4 ANEREBS  BRMEREMEMR  2ZW exacerbation in idiopathic pulmonary fibrosis. Analysis
CIRROFR X . WETHE 2R - BIILE, 2011. of clinical and pathologic findings in three cases. Chest
3) K¥FET, TEFE, SOREFE, b B 1993;103;1808-1812
AR BRI D < SRR E MR gk O fE AT
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[*FrE25 FE]
RHRE (BBLR)

ACHEE S 35 2 BRI A A SRS < ReRMEMRRHERE O
e A (ALHEE study)

T AL, BIERGLE, & A
FLIRER RZFESE MRS © 7 L F— RS E

[A5 8 ] BrRMERHEE (IPF) O 2MA 1L, BEICEHEER R CUWEFTESNAE-Z L, HHER
PWREN T+ ThoTcZ &, B XOHIHERITEIES 2 & DR WHIE EORKNH 5700
2, EfERERTFHEERRPRECH -2, LEEIMOFFTFIR B2y, BEREBERSZH
DRBEICE LT, BIEFIZEOT-E2TORFEESZHE L, EAFEE ORT2EEEICR - 72 FiE
RBEEERTLCWD. 2O L BAEEILIPF OSEEEEN AT e il Tth Y, ARADE
YR & LTS ERE V. [BM] EEICB W CIPFOBEZRAELITH) Z 212Xy, BA
ADIPF O F%E AR E RN ZE D EREASICT 5. F-EERERICE Y, Hill - A
FEMOZEZRETT 5. [JFIE] 20034E0> 5 2007 SR FFERBIERZHRE & U CHEBE S L IPF
B SS3L DBGRIGT — X LB ITORMHR LV EIX L PRBEEORELBE L. MyTER
IXERER-BAR, AFEE, FEUFERK, TRETTHS. ER] IPFOFEREIL10 5 AX10.0 A,
FARITI0 5 A 223 A Th o7, FIEFERIL70.05, METIZBEMICEL B2% % 5. H
PRI AR CHEH SN AEFFREIL3S » ATHY, HHZVIETHREE, BMHEET40%Z HD

7o, WEICE DTS HBFELL. SEEMITIC L > THH SN TPREFIE, %MEELE
JEETHY, %iEENEKb&EWAY— FlezRm Lz, [#iw] oA %@ CTHEARANDIPFD

EREEPMDTHL M SN, BOR» D OFFHRE & B LT, BHEERBI O CFEEICED 5
BIEEEORENE, PRIV THIRRHZES AR HE T 2 TRt RR S iz,

fHiHE LTRETDORENRDD. FA4RBELED
20054812, HERBIERR G E AR A M A RIS
ES 2FEEFRENSTONIZY. LirL, ZOFH

[1z U &IZ]

R A BRTARMESE (Idiopathic pulmonary fibrosis; IPF)

X, FERSPERE M2 (Idiopathic interstitial pneumonia ;
IIPs) D7 ODIFFL DN THRLEENEL, &b
D TTFRVPABRTHLIORBEERINDIEERTH
%. IPF D KRS R FRUER RO 5T
WDD, ZFOREDITIIAREBRODBNEICE T HEF
RO AZ L0 EREICER L, ERMEEO T CRE
DREZBET HZ ENEETHS.

IPF & O 7 IPs Dy FITR R & & HIZE LT
72, 2002481278 & 72 K E M 2 BB 4 (American
Thoracic Society; ATS)/EK N I 25 7 2% (European
Respiratory Society; ERS) = > L R 53R VI KD
E DHE T H 2004412 1IPs B WTELUE DB 4 R U E

I ERBERSH ORI TH HBIED B
(EJEE 1, HE)BREXNSEIDIETHh, DARED
1IPs, IPF DERIZHE A IIXHEREENH - 77,

AEE T, AAFRILORILE TH AT RK
ORINZ LY, EEEOERER (EEE,IVE)IZ
Mz T, BER (L, DE)IZK L THRERBER
TR E AT LTS, 2oL REENS, ki
B XEN CME—IERE 72 % FRR AT 03 M W RE 7R Huls T
H5. IHICAHFEITDREOSAODRK2050D 1
ZEHBHH560 5 AD AN D EH LA LD OFAGH A
e, KEMEZRAENFRETH Y, BHAICHH
AEENLBRLETHRTHERIN TR BN

PiThiviz. BE, bREICBITAIPFLE, o EDORONDDINENL A, LEEno T, JbHEET
FARKEUBRDIPE TH Y, HREOERZTIEST DFREFERILDDE O IPF O RN e S iz L

HEZHIIERICBVTIL, FHURIE B EER
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£ 1. IPF B35 O AR R

n (%) mean=*=SD

E8 553 70.0+9.0
Bt 401(73.2)/147(26.8)
BLHE

Never/current or former 169(32.4)/352(67.6)
KL-6 (U/ml) 415 1569.2+1204.8
SP-D (ng/ml) 386 314.94221.4
SP-A (ng/ml) 195 122.3+85.7
LDH (1Un) 268 351.1+£197.9
BAL %

12 RER 87 17.3£19.1

G eRER 84 9.8x14.5
%VC

80= 175(38.9)

70-79 96(21.2)

60-69 72(16.0)

50 108(23.9)
%Dy co

80= 51(15.7)

60-79 88(27.1)

40-59 98(30.2)

40= 87(27.0)
PaO,

80= 165(33.7)

70-79 140(28.6)

60-69 108(22.2)

59z 77(15.7)
HREHA Bt 98(23.6)/317(76.4)
YR FRAF Bttt 75(17.6)/350(82.4)
IbiE YL 235(45.9)/277(54.1)

(345 & ]

% ST ALHEE 1T 3BV T 2003 4E 0> B 2007 4RI T AR
T EINTIPF L2 SNRFEREERZZH LT
WA 5534 & LT, 20094, 20104, 20114E D %
NN AT EREEICKERICK L CTEAE
HE b E R AR L VB L, ZORIZ &HH
BERHF O FEER A M AN E O TE & IRA LIENT L
7o, HEZEOENNEILEILZEI93.7%, 99.0%, 96.5%
Tholz. EAFEROIY PO T3l
B L, MEE I E R R CEA (LS N T
WOLERNTHNTT2Z & &L, FLIRERKEM
BEBROEARZHTND.

(]
LRRSE - FEAR
AL 2008 F FE ORFERBIERRE R, BER
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12008 4F BEFT BB S e & [RARE o dbifE o A n
WCESEEH L.
2. EFEIE - FECTRA
THRAEEOR RO BFER (W) 226 D4
FEEEMAT L., SBIT, BEHICHOVWTIEREE
BRI DWW T B T L7z,
3. PHRHERT
BER B G IRE T BR PRI A B AN BE ISR S V2 BT
DNT, BEBMTB IO v 7 ApI AT — R
TN & D EEBRNTE TV THRA~OBEEZHRET L
7.

& Rl
FRPR AR

R BRBE ORKNREERT. IPF 5534
DL FEEIL 700 = 9.05%, BYENTI2% % 59,
67.6% NBLERE 25 UT-. Mg A, A~ — B — T,
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B 1. IPF B ORRWI & A & Lo AEF bR

SP-A, SP-D, KL-6 DWF AT T & FEIEH A >

NATE (A v N AT AE ; SP-A 43.8 ng/ml, SP-D 110
ng/ml, KL-6 500 U/ml) X ¥ EF L Tuv /=, FEIRF%EE
A3 X O ERIF PaO2 1140 DL BIC R ERRELL B>
B 2RO, 23.6% I HUREG T, 17.6% 2
U~ TR TG Z RO T
HIRE - FEER .

LB L2351 5 IPF OFEIE % 2008 - | HTHR B 8%
EHTZIPF BEH & 2008 F 0 biEF R AN LV &
H U 7o, AR 2008 45 O 4 7E 9% BB I 8 52 G kot
BEB(AREE) & 2008 E0biFEFER A D LY
B L7z, 2OFR, EFITI05 A%223 A,
BRBIXZI0FTAF 100 A TH -7z, REFAEICS
TFAOEWRBIEL, UPsDO TR Z T XTEHTH 10
AXF326 ANTH Y, ZAUTHET 2 & 03720 @ik
Fripol. TOEWE, AIROEBY2ERET
IIEREOBE (EEE T, TE)RNFEESS» bR
JTLES L WORIBESRDY, TOREBIZLD L
DEEZBND.

AFRE SR CHA

SEIRIR LT T2 IPFBEE OAFHBRE X 1R
T AFEREP DA DN A AEFTRMERD, EEDE
%35 7y A Thoiz.

201149 A O A CIPF BE DT HIL, &xs
BAESS3 A28 MCE L. ORI RRIZANME
WENRGZ<40%E HEDz. &0 LcimEIc X
DTS N%AFE LT (K2).

FEAERT
FHHER T OBRE CILHEERMATICBW T, 1

2. IPFEBE O TCER

LEOH L8, BEREEOSVE, ZHREIRM R
57 E (PaOs) DR VVEE, % fififE & (VC) DIRWEE, %
— WAl % 35 i HE B BE (DLco) DR WEE, Y— 7 7 7
& NEHE(SP)-DEB LUKL-6 DEWEE, KRB X
ik (BAL) R DAFHERILEE D E VBRI B LT
T IRREICLAEBEEZRO(FK2).
WICEEERRNT BT o 72, WIS L LC, 51,
B, s, WS (BID, E=IEE, %VC,
SP-D, KL-6 ®8IH H % # & L 7=. L I& SP-A,
%DLco 72 & OE AN ZE O FEIR AL BRI 72
WIE EEBRSN Uiz, F72, ZERRFPaO, & BEIER T
FABEASIER IR 20, R F R, BEREE DL fF
Fricmzrz.

TR DFER, %VC L BREEIZCBWTHERTH%
~DOBENHE D BT (F3).

(2 #]

SEOF 2 OFERER & METORMERE R 2 ik
LTHD. BER FRF|IICHEL TIE, KET
Fernandez-Perez 5 7%, FALFI 1077 A%F8.8 A, 10
TAR2T9N & A5 L TRV *, #E Tl Gribin 5 723,
RIEREZ 10T ART46 AN FHELTNWEY). SEO
FEFBRILIINLDOHEFLVBEWERTH -T2
DEVWEUATIZEZ N —EE LT, SExE
ERO T FERBOREZZHINTWAHIPFEE
DIF L A ENIERIREIEICL D2 T, —
BABEICL 2D DIXT<DHTHD. BEOEL
EH—NBEEZSZZ LREFEICE > TR WIPF

.
~—
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(ZBE9 D RN

F2. IPF BE O THRBVER T (B EMT)
R EH n NY—FEH 95%C] p-value IR n NE—EH 95%C1 ol
Univariate COX analysis Univariate COX analysis
Fin KE XIS
<50 7 1.00 1) 2 \5k%
50-59 68 0. 60 0.21-1.72  0.344 00 61 1.00
60-69 174 0.87 0.32-2.36 0.783 20= 23 1.09 0.56-2. 11 0. 804
70= 243 1.16 0.43-3.12  0.777 Y2 EhER 9%
TR <5 44 1.00
Btk 368 1.00 5= 37 1.92 1.05-3.49  0.033
i 139 0.95 0.74-1. 21 0. 654 ody g T
A RE %G
L 156 1.00 80< 165 1.00
HY 328 0.95 0.74-1.21  0.681 70-79 92 1.87 1.34-2.61  <0.001
Pa0, 60-69 63 1.99 1.38-2.87  <0.001
80< 154 1.00 =59 100 3.62 2.63-4.99  <0.001
70-79 125 1.56 1.14-2.13  0.006 %Dwco
60-69 100 1.74 1.25-2.42  0.001 80= 48 1.00
<59 74 276 1.96-3. 91 <0. 001 60-79 78 0.88 0.52-1. 49 0.639
B 40-59 95 1.56 0.96-2.53  0.073
1 185 1.00 =39 82 2.45 1.51-3.99  <0.001
il 59 .17 0.78-1.74  0.447 IR
m 122 2.02 1.49-2.74  <0.001 f%li 299 .00
v 136 2.88 2.16-3.85  <0.001 Bt 94 14 0.85-1.52  0.391
KL-6 (U/ml) VR FRF
<930 124 1.00 (=453 324 1.00
930=< 261 1.25 0.95-1.64  0.114 el N 0.93 0.67-1.29  0.671
SP-D (ng/ml) [E5 K45
<220 176 1.00 3L 259 1.00
220=< 222 1.30 1.01-1.68  0.043 HY 218 1.40 1.11-1.76  0.004
SP-A (ng/ml)
<90 64 1.00
90< 122 0. 89 0.60-1.30  0.537
LDH (Iu/D)
<458 198 1.00
458< 48 1.23 0.84-1.78 0.285
#£3. IPFREOTHBER T (LR
fEMTIEE (R EHD
PRI, (E5TE, S5, BIE (BD, EMEE. fiEE. SP-D. KL-6
NG —FE95%{EHE R
FEREYR  HERI() P e N A M
TR LR
BREEI reference
BEEED 0.188 0.380 1.207 0.793 1.836
EEED 0.564 0.001 1.757 1.249 2.473
BEEN 0.457 0014 1.580 1.095 2.279
%VC80%LL L reference
%VCB0-80 0.476 0.003 1.609 1.176 2.200
%VC40-60 0.961 0.000 2615 1.773 3.856
%VCA05K 7 1.879 0.000 6.547 3432 12.488
BENTFIET 5 LIS NS, &%;@%%@@mxw P,
FEREEHR 70.0 = 9.05% & W\ D IRk H D ASEOREIZBT D2 EHEESROAEF P RMEIT

BELIZE-HTHETH .

HERIZBE LTI, kE D Fernandez-Perez & & ZF[H D =73,
Gribin 528 & HIZE L L, & 1:15&8MEL
TWBHNRYY, SEOFET i}LC =1:27ThV,
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BMENSTETLIBBTETOEHATLS

& T 328 /1pFss3f

[ Rl | R (BEE) AT A,
ﬁtﬁ@w1u&$ﬁ@§(?ﬁ777§&7>
BEMEBEEDIENLRBENLHETCHY., CTISETHATLER
1)‘%& Y2055, EASTOYARLEERICSHIELESE. 8%
FoTHEY CERLVEH TERLBBT

e
e EEEAFREA
emEmy |

%‘aﬁf&{é Eiﬁéiﬁ

RER. ELROBE. TRRPOCE. BT I
BEEN. FEEE, hBeonE. waK-osm ||
© BALFESR R :

;s&mn&una#j ~
BB OESLEE L AEEC J:’)'Cﬁtl,’ft &)
WEREN. HERIRE

1E§§STUDY®ﬁEt§"c’Si/\®33§§b\
ERRMRMLLELCIL, LISESTUDY DR S,
BEELL \Oﬁ%é‘—él::k%(#ﬂﬂ?'é‘é‘.tﬁ‘@mti%‘cﬁéc‘:%z.ilj‘*

COETORE TE OO CUVELFEFE CHEICIEY 2R TFEIREYS
=0, F=OTHEOC R ESBENLEY,

e

3. AESMEM~DOZ — RNy

WA U< IRT ¥ 7 B O#EE T Joen b 23 46% &
WETDH—FTO, KEORHETITI®Y% LHRESH
TWVW5Y., AMNMEBEICLIRTOEATET VT &
MK CEZRDAREMENH . IPFOSMEREEICE L
THE, 1993 4R IZh R E B ITEES SR THD T
WELTWD). Z20HLORENLOWMENZEL
i, HARRERBMICESLETLIED K ORM %
ELTWD., ZOWREBOFIASEEITOVNT, AFEH
DEFEVWNREE 7o TnA. A RIOBMEEEHR TR
DT T LK E OTHEN D, BEEEIZEET S
T T NCRERI I ERAOE ROFEENRE SN,
FOBWBIZAMEEEORREZ A LT 58N R X
T DHEREER D D

FHREERTIZOVWTIE, SEIOFAE CIIZEE
RITICB VW T%VC THEREEDRO b, ZOR/RFE
IRREORKN S ODBEORE L —HLTWE. &
ERENTZ%VC EDRETHN LN TV D EREE
D2ODFTHRHAERFEMAGDLEDLZ LITLD,
S HICIEMRTHTRHNAREE D EEXLND.
F7, DPEOBATOEREESFICELTY, 1E

DEE~HBSITRROME L ST 5%, T
BRHTRNBEKD LS.

AEIOTHE T, BERERBOREZZ T ICE
SN TWAETERIPF BE O EEHOWTHEEN TX
TV, TOZENRIER - BREPEKLD b
EBL<EHENTZ—KE 2o mRESERH S, IPFD
REESITEMETH O, WL R L IR
ZLTETWHEIRT, — BB ENAREE L 1+
MCERR LEYNI RIS T A2, N— FARERE
DEBMNL LW, LizR-> T, BIERIPFBE
D—ENREDO T TORPLTERLTND Z &N
BEEND. Lo CHREBHAY A TR SY,
FERER R HEPEA~ORBN R L[ LS ELFENEED
MEO—o>ThHDH. duifEEstudy s, BN TREL
T2 TV B < OMEERIERB L O—RNEHER
DERZLWH IO T, FAEZEDREINEITEE 90%
wEEo7e. Bxld, MHEBAER~Z OfENT
FERET 4 — RN 7357012, dHlemEED
flllz— B CHMTERPEE CE LN T U 2R
L (K3). ZORAPAEEOFHEINRIZHE
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O FEAMIFRBIZET 57 2 227 T ¢ THREHE

U AMMRBRICET 32 7OANY 7 1 T HEME (REBT)
O F AMIERIZBET 5 7 a0 2Ry 57 4 THEMNR
(web & §%)

HIRER R AF
WORECE], RILsEbTE

A prospective survey by web registration on idiopathic

interstitial pneumonias

Division of Pulmonary Medicine, Department of Medicine,

Jichi Medical University, Tochigi, Japan

2005 A L 0 O E ORI MERE MG ZS (1IPs) B3 O BFRIRIE-CIE RN A 2 EOFE R 2 2 E )
HIEMRL, NPsREOEBIRELY iYL LIEEAERBR AN EMEE SRR BT E
¥ TOE VHERTRBICEET 2 7' 1 A0 7 ¢ THREN (web B8k)) D3BRIA SN OELRRIE L 7.
A D 5 (2009 F LR F T) TOFHRBEIERNL 436 41T, 2010 F D> b LB ERIEF OFEGE
T DOHEIT>TND, T E TICERE SN web BEJEGFI ORI, 1) EE 19 5iz% 5 5 [IPsiE
BUDSBER, 2) FEFVEIRRHERE (IPF) 23321 61 (73.6%) % 58, S11%MNEEET - 1B, 3) RN

VB MR (NSIP ) 13 82 B84, 72 & ThH 5.

FEEFZERLR CEBINZEERT — X 2V, FIThRENCRIT 5 IPF DIRENE R
KOO, BHRES, THRICETARBMNREIT -0 THRET S.

ELBHIC

KR AHRHERE (idiopathic pulmonary fibrosis; IPF) %
XU & 3 DReF MR E M2 (idiopathic interstitial
pneumonias; 11Ps) 83 O 2ERARIEIZEE T 5 MEHID
72, MRENZBY T IIPs ORWIRED & OEF R E
RIBFENAL LIZONT O R RERIRIT N
FETITUE E A LR RKBFSEE, EABEFR SR
BB e EAMER BT TOVE AVENGZR
BICET 270 AT T 4 TRENE & LTEE
OEFAEFRERE D LR TUPs FBRE ORZW, BRRITRS
wm, TR 2R E web BT HZ LI2LD,
DORED P DEFRGZA G E L, FHIRENEIE
HERNRRNE NI T A Z L HE LTV A,

HMRELOFE
2003 4E JFE 0 5 B A S 8148 O #EIG ME IR BB T AR AR 9%

HI¥E IPs OEHEARTEFRIEICEE T 2 BERIFZEEL) (4
B ORFFEREE  BARER KT TERA )M
REGRT AT MEFIZEF L, TOH%, 20054 E
B YEED TOVE AR BT A PE (PR ARER
FH OHFAERT BREdgEEE) S H.O &80, 1Ps
BHE ORERRIEZ web B8k 2 il & 52k S
720 BENAEE LTE, IPsORE4, W0
RGL(PER] - s - FIEFMD - FHREE - BENRE - &
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