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SRR L H R AR R P 2 PR 2 20 B
OfFA &, AMH

A5 B : Pirfenidone (PFD) 1L FFFE MR ARHERE (IPF) B3 Z 5t S A BICVC IR T2 /645 . Las
L 7273 B N-acetylcysteine (NAC) WAL & DHFHZIERIIABATH S .

HAY : IPFIZ%7 5 PFD & NACW ARE & OFAZIRZIA LN 5.

ke b HIE

D200942 H 225201249 H D 43 » ARIIZPFD & NAC D MF A 41, 6 & HMLA DR A
BETH S TEFNZOWT, HEEE A, £FT v 7 — MEEZITWERH L. 2158 T
FMERE MR ZE S IR OFE & 2011 OREEZHNTITRo 7.

@I HBET20094FE2 H 75 201349 A 0 55 4 A MIZ PFD 23 &5 &, JERRIEE ART6 » A D
FVC310% LA FAK T U 7= BEAEEE T -1V BE (ETTH1) O IPF 2741 (B PE23 61, 4451, SE XA 73 5% )
Zxtg b U, PFDEGFIAG6 » A D FVCART 2% 10% LA O SE G 2 %0,10% LA L O SER &
wh& EF L NACOFHBE(NACHEE)17 il & FEOF A HE (non-NAC )10 Bl DWW CERIR (8, T1% % Lt
et L7, £72FVC 10%, DLeo 15% UL LR, BMEMEIRE, SETEWBOEITE L,
progrssion-free survival time (PFS) % i ## C ik L 7=.

R

O7 »r— MRABEORME, ®EI19MEE LV EZENH Y 5K (26%) 51 25 EFIZ B W TH AFEE
DT Tz, EHFEERIZT2 £6.85%, MRNIE « &=22: 3 CHBEZWHISH, ERKZE
F20B TH T2, PFRRFOEIIRDIINACIKAITI 2445, PFDEITN 1B CTH 7. PEFHES
BALAIRF O BEREEIL T / 0/ M/ IV=5:0:3:17 CEIEFIN Lo To. EEBRIRFIET 190 THEM S
TN e GFF BE AR BE O FEWR HEBEIX FVC 2.16 £ 0.7L, %FVC 68.7 = 13.5%, %DLco : 42 &
11.4% CTHFARNZFVC 23 5% LA HE T L7 EGIT 21 il CA b, O BIMGE OERRZI 1T 8
B (32%) T2, 841(32%) TZEE, 961 (36%) THEAL LT iz, GERABMEEI®%6 » A TOFVC
OIFHIEE, ZALFEIEOFART-320ml(-12.8%), JFH#% -130ml(-5.9%) & Ff A% 5% ICEL &,
BALE L D LT,

@ YEBEDOMENTIZE W TIE, PFD & 5BIMARE O NAC, non-NACHE 2 BHIZ BT 2 BEE RIL28EH <
EXipinoTo. 6 ABROBEIINACH : B2 114H1(65%), HEz)641(35%), non-NACHE : A
23651 (30%), HEZh74HI(70%) T Y NACEETHZBINZ)- 72 (P=0.21). BRI 6 » A
TOFVCOEALE, BLRIINACE : B E5HT-290ml(-16%), #5-% +115ml(+6.9%) & Of A &
%I %FE LTV Non-NACHIZRB W T, PFD#HEHI-355mI(-15%), 5% -100ml(-4%)
EHEL TV EBANACE L 0 I EE N e o 7. PFD BRIAR O AT O FREIZNAC
BESTS H, non-NACHE246 A & NACHE CIERAMEM W72, £7-PFSIEINACHE : 517 H, non-
NAC#E : 141 H & NAC B CREREAHAM % 72D 72 (P=0.005).

f& a0 PFD & NAC HFABREIZEITHI PR 126 L CAZI TH D WTREMEN B 1 |, A Al & Fhi sl

THRAMEZBF T OLERHD.
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WTHEIPFRH BT, 6 4 AR T5-10% L &
FVCORTT2EANITHARTHD EHESN
TV 5 [1-2]. Pirfenidone (PFD) (X IPF 3 % X512
HA & BRINZ W TEEE R (L B S M bR ©,
HEIZVCOERTZIME L, WEOETZME L
[3-5]. —5 T N-acetylcysteine (NAC) i3HiHE{LIEM %
HL, MfmEEZ 6925 Z & TIPF ORI
PR AR D LB 2 L, BAIPF(EEE 1,15)
R LC, WABEEIRCORPRES N TND
[6]. L2xL7Zen bR OHFHZRIC OV TIEA
HTHh 5.

MEBLVTE

D200942 A 752012429 H 0 43 » A RIZPFD &
NACOFHEEE- 4L, 6 » AMLL PR ATRE T
B TIEFNZDWT, AEZE L HW, 2B T v —
FRAEAITWVER Lo, 25T TR ERE
PER R 2 M & IR O F 5 & 20111 DEEEZ HW
TAIT/ 27z,

@WIZHBET200942 A 7> 5 201349 A D 55 » A
MIZPFD 3 & 5 = 4, fF R EEE A6 » H D
FVC 23 10% LA _EAKF U 72 B B T - TV 28 (GEE7T )
DIPF 274 (B4 23 1], Lt 4 4], S 40 i 73 7k )
Zxigd L, PFD#GBLA6 » A% O FVCIR T2
10% LAPN O JE B % A % ,10% LA = O fE 5 % %) &
E# L NACHF A BE(NACEE)17 61 & FE OF A Bt
(non-NAC )10 iz > W TEREE S, T % ol
Ft L7z, E£72FVC 10%, DLco 15% L EDOIET, &
PESEISNE, JEC 2B OHEITLE L, progrssion-
free survival time (PFS) % £ C Lkt L7z,

w R

O7 o — MRAEORRE, 2E19M% L 0 EEN
B0 SHiEE (26%) 51 25 EEFNZ B W CTHFREIEDMT
DIVTWE, FEHEMILT2 £ 6.85, MHEHINIESE
1 =223 CHAMREZ WIS, RRPRFZ T 1206 Cd o
72 NAC AR O FHARPLIL NAC H61T 23 24 41,
PFD AT 1T - 7=, GFA G- BIMA R O EiE
X1 /I /M/IV=5:0:3:17 CEIEFI NS h - 7=,

_54__

%DLco (%)

CTE & pattern

Table 1.

EfEE (HAX)

I I M IV=5:0:3: 17

424114

UIP.: F-NSIP =22:3

uilE aRE wEL

10 15 20
Figure 1. NAC + PED {ffl 6 » A # DGR EIE (n=25)

25 30

FEEWFEREX 194 CHER S LWz, JFF B
BRI D MR ASEEIX FVC 2.16 = 0.7L, %FVC 68.7
+13.5%, %DLco : 42 *+ 11.4% CHHHBNZFVC 23
5% LA EOAR T U723 21 41 T & & 4172 (Table
). OFFA B ORERZIRIL 841 (32%) T E, 8
1 (32%) TLIE, 9B (36%) CHEALL T\, E
TEERNC A5 &, BERE 1 OEF T2 6Tk,
3P CTLEERBOEANIL 0T, —FT, &
JEEIVIZEBWTIEBIAIE L, BbFloIE 5
ZEOTWER, SHITHE, 40 TREER

ThY, BEENVICBOTHEDFINEET D 2
LR I LT (Fig 1). PEFHBEE#DFVC D 5%
PLEOAR T3 Gaio 21 556 13812 HEA L, 9
FHZBWTFVC O T2 H S Tind Z &R
Hoo&7odo. JFHBitARIE6 » A DFVC
DL, Z{LSIIO0 AT -320ml(-12.8%),
PER% -130ml(-5.9%) & PFR & 5% ICE LR, &
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Figure 2. NAC -+ PFD ff FIBRAATTT: T FVC DHER (n=25)
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Table 2.

Brinkman Index 7641403

IPFES I A D PFDESIA S 32.6 months (1-84months)

TOHAM

bR & B LT (Fig 2). BEEERNCHD &,
FRERE | - MNZBW TP A BRfGRTER 6 - AT
FVC Db, ZALRIIOFHHFT-160ml(-6%),
PFAE +160ml(+6%) T, —F, BEEEIVIZRNT
%, OFAET-300mlI(-12%), HFH% -230mli(-10%) T,
L0 BENCHEABMEE L A ER B ATRE
PED TR Tz,

R 25 R 1IN FE T L, SERIEIPF i
TV D MR AR AN 6 31, Jifi v = D HEFT 23 2 451,
s, WHERE, MABSZENERIHTOE NS
WNERTH 7=,

@Y DT IC BV T, PFD# 5-B1AKF O NAC
B 1744, non-NACEE 10 D 2B IZ B 1T 2 F i i
72.30% vs 75.45%, IPF OEFESEM/IV=6/11 vs 1/
IV=2/8,FVC 2.2+ 0.7 vs 2.2 = 0.5L, %FVC 69.7 +
19.9 vs 67.7 2 15.0% , %DLco : 42.0 £ 12.1 vs 29.6
+78%% Th VD 2HEM CEILR 2 o7, P/FEIX
3423 £ 78.1 vs 292.4 £ 933, IMiE~—H—ILKL-

T == FUHEE

Table 3. NACHFARE

. FEOFAED PFD Y ARIDORFE/ T A — & DHIAR

FVC (L) 22407 22405 N.S.

%DLco (%) 42.0x12.1 296278

ePAP (mmHg) 380%3162 0 37.4%182

Relative decline of FVC within the
preceding 6 month (%)

-14249.2

NS.

Duration of starting PFD from the
diagnosis of IPF (month)

N.S.

N.S.: not significant

6:919.3 +453.2 vs 1020.3 + 374.8 IU/L, SP-D: 295.1
+167.2 vs 328.5+ 143.1ng/ml, SP-A: 83.4 £383
vs 88.6 £ 10.5 ng/ml TH » LRI HEZEZITR
oo, DB RIS L 2 HEEMENRE,
BNP, PFD ®#E5&, PFD& 55160 HDFVC D
ETFRL 2B CET Do 7. IPFRZ2E G 0F
FHEIER A £ T O MR O R E I NACHEET33.1
71 H, non-NACEET363 0 H THY, MEEMIZ
1372730 7= (Table 3). NAC+PFD ff 4% 5B th
B oD OF R E & L CNAC BRI A3 17 41,
7L F=Y 1 (PSLY*NAC3 54, PSL+% 7 1
U LA 24, EEREN3GTH 7.

6 o A% OEWFHE TR I EE T o 72 27 B D
BEDMEIENACHE B2 11 51(65%), %) 6 41 (35%),
non-NACHEE : AZI351(30%), #E%h761(70%) TH

0 NACEETHDFIN S MEMIZH - 72 (P=0.21)
(Fig 3). OFHBRIARTZ 6 o+ A TOFVCOZEE, &
b= X NACHEE : & 5 #1-290mi(-16%), & & 1%
+115ml(+6.9%) & BB G #ZICE L Tz, — 7,
non-NACEEIZ BT, PED &R E-HT-355ml(-15%),
P51 -100ml(-4%) L tE L T NACEEL Y
XTI AN 72 hy o 72 (Fig 4). PFDBRIAT. O ATF
HAR > P RAEIEINACHES7S H, non-NACHEE246 H
ENACEE CIERMEM 2580 72 (Fig 5). £7210%
LLEDFVCDIKRT, 15%LA @D DLeo DIKT, 3E
T AREHEIT & L= PFSIENACHE : 517 H, non-
NACHEf : 141 H ENACEEB BIZIER L T
(P=0.005)(Fig 6). =MEHEEDIIEMEL I NACH
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Figure 3. PFD & NACHHM B & JEOF B0 2T 12 I T 5 TR

P F D Frig:

Changes in FVC(ml)
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Figure 4. NACOFR#E, JEOFF BRI 51T 5 PPD FARIZ O FVC D
EobE, BROHRE

T29%, non-NACFET30% T v BRI 2013
o,

B LIk DOIRA & 72 o 1B EEL MR
4B Th o7, JERRBEIL 26, JTFHREREE Y 1
BITHIEL L7223, Wi b RER TR B T
FELZ R LT i;@%ﬁxf%@ﬁﬂ“k AT A R

BAE T, FHERESZIZ L CIXPFD OJE T
SHLFEETH Y &Qqﬂtﬁﬂifimoﬁ:

E

IPF {Z%9~ 5 PFD & NAC O ff ISV T,
INE TEHER OiE & B CAEAFER L-W
B INE TRV FF LD EBIORETHHR,
FEE - IV EE OHETTHITPF O PFD 4% 5- (22> T

s (n=10) |

PFD alone
1.0
246 (88-1275) days
L ¢ ) day LP 0107 (n=27)
o NAC+PFD e (n~17)
’ % , 575 (27-1106) days
6
4
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- - - - - - — (Days)
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Figure 5. NACFfATE & JEOFABEO 2EFHAM (n=27)

e (n=10) E

PFD alone
10 141(27-564) days |
NACHPFD == (n=17) [ P=0.005 (n=27)

517 (24-1034) days

i

0.0
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Figure 6. NAC }F#: & JEPFATED PFS (n=27)

%A EICHE L, NACOUFAGIE, FEOFRH &
B LT, PEAMEL TWEEHRELTWA]T].
BIEE 2 LTV 5 IPF ORI B NAC X5
BBACER 28 L, MIREEOMEH &I L e
R LUIPFOETZMEIT2LELA LN TVND.
"*7:7'( PFD [T E D% O TGF-B78 E 53
FAEE 2 IH 5 2 & TIPF OfME LISz R
é“:%‘étem“é EEZ LIS, ZTOEREDOEND)LD
M Z PS5 2 & THRDRP I S D ATRelt
NEZ bz, E7-PFD BB LIERA LA L, IEME
MR ORI BV TR LKENDE FuX s T Y
BRI 5B TH B fenton SIS & #H L,
NAC OO FIC & 0 @Bk /KR & o fif LSk &K
SRS B RS A X0 IR UOFR SR A2 R 5 W e
PEDTRE ST, AEIEBLDOH AR & ORE ’;to‘b\
T, NACOHH® & IEOFR GO 2 BERM D B I
DRD LR T2R, 6 4 A 17‘;%@%%%&?5%1?
ARE T o - 1227 F DA ZIMET, NACPFREEIZBWY
THBBFDBZEAZH O, JFABEERTR6 » A



TOFVC DFEHZEE, FLRIINACHIZHB T
%, non-NACHE L ks U, OFREEBMB%OFVC
RT3 STz, AIERY BT O X BUE 5143 B IE
FEI -1V EE OHEITHAIPE T & S OFRRIEBIAARTO 6
B HT10%LEL EDFVCART O & 5 18 HH 00 fiE
BN P —&ENTEY, L0 EEGCTOMTE
o TWAD., LER-TED PFDOZENEAFET
EHEELEN-MELZGRE LIHRICIE, 6
AN LT H(eE b H 5. PFD L BIAE D
BAEFHRIIFEHFIICAEBEEITRWVE DD, NAC
BECHER LT 2. PRFSIZB W CIEREIEICE B
INACOFAMTEZE LCEY, FRBENEDT
& D ATREME DS RIR S Tz,

ASEOREFHIH AR EOLERHORFTITH D,
NAC O FF FH BIHZEAE DR 2> & & 4L TV T2 fE
BINE <, HAIBRLEITEINEE > TV 5 AR
P30, selection bias 23703 T\ D Z & HEE
TER. A% NAC & PFD OOFRZRIZ W TIE,
ZHHIC ORI E WERRIC L AR D MLETH
D.

% ZC, PFD & NAC O FHEIEICBE T AR &
SR FLFETREM RN 27 A N —THRE S 1,
PFDIREZ T CIZZIT TWAIPFEELZ XIS L L
PFD# 5T T3-6 + H DFVC DI T RN 5% &8 2
HIEFITKR LT, NACHR EEREY$52 & TFVCOD
ETEMMHITEENEDE T TR LML LT
i BR 217 5 2 & BRET S 72, PFD+NAC,
PFD+7 TR & 48 M5 L, FEFMEHE %
FVCOZE vE, 2R L L, BIKMFEER 22
PEVARE O REE R, AR O, A7,
ZetE7z 8 e LROSOMIELR E BV IAAT.

S
i)

b

PFD & NAC{FABRIEIZEITHIIPF IR L CHERIT

BT == RUMEERE 2

HDAREMENDH Y A EAT & LGB CA At A
BRI OBERDD.
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O F AMERIZEET 5 7 a 2 XY 5 4 THENZE
(web & &%)

[ AR R PR SRR
SORECE], A2l

A prospective survey by web registration on idiopathic

interstitial pneumonias

Division of Pulmonary Medicine, Department of Medicine,

Jichi Medical University, Tochigi, Japan

2005 £ 1V o7 E O R FEMERTE AT 2 (1IPs) B3 D BRIR B LT NA 72 & D fF R 2 2 E 5>

P

BAEFE L, [PsZEDERE

Ex BRy & LI BAS BRI TR e  BHntER SR si s

¥ TOFEAMMEEBIZBET 57 7 AT T ¢ THREIFIE (web B 8%) 1 DB SN OENRE LT,
FeHD SR (2009 FLER FE T ) TOFHIBEAEFNL 436 BT, 2010 4 D> B 1B EIAE B DOk A

T DIHELTH> TS,

TIVE TR ST web BEREGI ORFUL, D) EE 195E% ) S TIPs fiE

BUAERGE, 2) REFMERHELE (IPF) 23 321 {311 (73.6%) & (58D, S1.1% A EAEEEL - 11, 3) JE4F Sk

M7 (NSIP ) IE 82 il &g, & Th 5.

AEFEIILMERLFE CEBEINZEERT — X2 H\, ZIChBREICEIT A IPF OIRERER
KOO, KRR, TRICET IHENILEZITTZOTHRET S.

EC&®IC

5 FE M JHBRAEIE (idiopathic pulmonary fibrosis; IPF) %
1L U & 32 K58 4 R B M ¢ (idiopathic interstitial
pneumonias; 11Ps) FBE O 2FRRBRIZEE T A et
72 AENCIB T IIPs DFEHIIRE ) B D RE FRE
VBN 2 SIZ N T O KRB E 2L - h
FETITUE L A LR AIFIEE, BASERFEIR
Bl HEHEMERESIRITIEEE TOE AR
BIZET 57 e 20 7 4 TIRENR) & LTaE
OEEFY = SRR 7] T IIPs BBE D2, BRERAT RS
B, 1ERICETAERE web BT HZ L0k b,
ODED IPs DRFIRGZ & L, BEIRWNERE
ERNEERIE LT 5 Z LR YL LTV 5.

HMRBEVTE
2003 G2 FE s b JE A 55 848 0 BER R R BT IRAT 58

=3 TIPs OEHARVERE LI BT D ERRIFZEEE) (4
BEOMFFEARERE  BARERRY  LHEA 85 »
KBEGRT AT LEREIZETF L, 0%, 20054
DB YIFD TOVE ANENGZE BRI A PE (FF 50tk
FORIERT BEmBEZEE)AFO LR D, 1IPs
B O 2EERRE Z web B8R T D HIE ARSI
=0 BEANA L LTE, UPsO2Mi4, WO
R CHER « El - FETESEID - IR - WUERE - &
OFRE), BRPREIR (RIFEIERK - SAERREN - EZEIR -
EHEOFE), MIFFRIMA (KL-6, SP-A, SP-D k
FOF M), RS E (%VC, %DLco, % H I
Pa02, 647 TR DEAX Sp02), MK (285
fm, MEACEMERESILRECOHE, TOTT
Z - RMEOFME), BEEE, BEAR(ATEAR
BE - SEARIER L), B, TS - REARE
MWEENTWD., BEAFICE L TIL, web BB
BRRIIN-TEF VU AT A (NAC) T NEIES B
VT 2= R EOF T2 BRI O BRI G AT EE



