FoEARS : SRR TR o /o EOEE
BEZLNDN, IbDOFEENL, PCD IER
T & BT Kartagener SEEFETH o ThH . RZHO
FEBID AT 0 & THEAET B ReMED R SN D,
A EBI 0T, £fRE . EENHETO—
TEHEBI B (registry) DNEINLPLUTH S0

PCD fEFEZWICE L Tid, WD DR
LD b WEEMEZHE L, TR RRE
SHER. RBISMERD 3 % 23 5 Kartagener fEfE
AL IEES Th b —7, H 2
<\ IR EBROIEE ZES TIE, BIZ5E
FRED L & LT PCD #&HIZET 5 LEDH
0. BB LVEGI T BRGIRZ2 v LEE S B A
JaDOMTE OEERE & BRAIC L A ATEREHEE O
WHRUHETH L, TORPT. HEOEBREDE
WIS EETTEEPAEHATH Y. HEEFHOD
R & A L EIEE) /NS — DA R L AT
RETH 5 25, EBRIII DR ME AT
5 DIIARWHET, &4 THWHRE 2 HET 5012
DD 5o T2, BFHEMIRIC L 2HHIHEED
FEATIZ S ¥5@ L 72 IR B EE A R 0 5 LD D 5 7%,
dynein arms * SHEMEE & L TR L 2 2 W0HF
MET5HIEORES, TFEHREMEICETD
72\ PCD 23k EFRE N TH Y (Boon et al.
Orphanet J Rare Dis, 2014, 9:11; DNAH11, HYDIN,
CCDC65 BIZFDEFEIZERRE) . &5 IZB iz H
IZLTWb, 72, PCD TlE W IEMAE XK
FEIC &5 ZED CD S VETHH ., b
DEWRT. £ S IZTHEHEIE and/or BOHITERE D &
TOBMDBRRADPHL P TH Lo L72So T,
EZ WIS TS S M7z PCD D EKEET
DEBEBRN S HILETH B 05, EBRIZIER
BEFEHBHAL WL ERTFOETEHTT 50
EARTRETH ) . SHEOBEV DAL HIED EE T4
ENBHEREEZ OND,

Pk, UHEEE CORER 2 FIZERE L7 &
%L D b DEBIEMN (registry) &, —ITHIIC
HREAERE B L IR B 1 v & — it
BORBEALEND, BIFEIZOVTIE, KEE
DBEIZEI BT LNV TOREZERBEHY BHig L7z
Vi,
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ISR EATEGRE (PCD) OFHE &R ¥ 55

E. Hiaw

LR IS CRRETR OB 3B, ik 1 BloE 4
%@ PCD EFNZDWTC, RE. WS P RE
TR, BISIER L S ORI, M E ST

ST L7 S DAEO PCD ¥ 5 Hf5E
Tk, SEMEROERE. HEBHICLERE
WMADEN L BEEHEDTEER ¥ v ¥ — R D
REVPLETDH D,

E fERfahiEh #Z4U%L

G. WFeRE

1 B CEEFE

1) HRIFE, A2, BE E, T #. b

FE D ZE fa AR AEE B O R IR T R B9
B Heate BAFBREMREWD S #isk
BT IRITIEE K BRI BT 5
BFFE . SR 25 SERERRES - A ERT SRR E
p263-266, 2014.

FTAHE . 18U ERGAE . medicina, 51(10):
1884-1887, 2014.

2. FRFE

D AERER ILBEFEA, LI, ANERT, F
MR, WRER, KK &, RABE, ’AT
RY, SHIBE . MEESE THEE) »/SEER
WTCHEZHOEON VAL F=2 2D
240, 833 Y IVa S F— 2 [ AFFEMEE
BEaie, W, 20134 10 H 25 H .
KAEHA , ILEFER, LI, HER,
BB, FATERE, RN EF, HFE . B
scl-70 %1% lung-dominant CTD S4IEE D 1
Bl . 8 209 [0l H AR 2R ¥ 2B, &
,20144F 5 H 24 H

Yoshimura K. CFTR gene mutations and

2)

2)

3)
pulmonary manifestations in Japanese patients
with cystic fibrosis. International Symposium
“Cystic Fibrosis in Asia from Basics to Clinics”,
Nagaya (Noyori Conference Hall, Nagoya
University) , September 29-30, 2014.
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H. GIRMEEHED BT - B5R0 (PiE 2 )
LRRRPIR i L
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7 7 2 WIRA

LA F#57°. W& kil &7 B ER Sl 32, A

R EMERRERERENREESE  «FEHIE

[ E R]

[Fg] Fras F—Y 2ORERTE & LT, ETESICEBRERET L7 7 2 EONEM
THHALIC & 2 MBI 2 2201, ARICH T 2B EMO 7 LV F —USHAERRE & 7%
DHSEERRPERESINLIDEEEL TV, RFBICLI2EH LADEZENTT 7 2H
O—EFHIX) 2T HERMATEI MR NRET 2 2 e E 2z onb 0, BEMERICES
WTIARB X EORERSOFESFEINLD, IE TEORBICIZRII L Tw
v, BEIUEOTXTORATIIARTE I L TEWIEMEIRE SNEZ Ehs, 7
7 AW B HVIEEDOREERS T AR SIEES RO BE END, &2 THIF
FTIEe MUAEERS 2T AH72 2 FEERE L. Y3 =2 A0 MEBEikL
DOFEEE B E L7z,

[HE] HEREL LT 7 4ABOY BT A IBICEHERN < T AT/ 70— FIVHUE,
BLUBHIURE LTT7 7 2B OB % IEPUR & L2 ¥R 70— F vk % xt
T 5 2MEEOPE Z FIH L7z sandwich ELISA =% W72, F72, M EARS OME % 0
HES 5 7201 ¥ TV ORET 24TV, pH 2 2L S PR, ST S 720 b,
BICL ) ZOPMREENEECEHEEEFE L2 HOTERLIZFEICEIY, Hva
A4 F—3 AEFH S8 BB X UMEFF I 35 Flo Mm% v CRIT 24T - 72,

[RER] AEEHWTHRIBET - 7288, U ET A aBRICxHT 2 REESEIIEE A
FloE sz, Skt L7zER %2 HWTROC I AERL, UL DERL
P21y Mo TR BT L 724 R BB OREL 74%. FFREIL 94% LB T
WHDTHY., FDOF v XL 495 TH o720

(Z5] SROFERIE. RIEOT 7 A RIKR G % LFFT 5720 Ch {72 R IMEZITIE L
LCEBOFALMFEIND, T2 FEEERICCTEZORLHES L UCHEFIN&E O
BRI RHER EICHIACIBHTELTREED H 5, BEPBELNS L) THIUIAMK
FAE RG-SR IEFEEE SRS TRE L TWiZ & n

BT T R A MR O W5

(W 7e5 5¢]

a4 = ZAOFEEICEA L T, [EHRE
W a B 5EEITS D OBRBER % 2%
DEFERYBICRBESINTEET S &) FIcx
LT, § TIEBRMIZEENELNL TV Y, B
i BV TR 2 OBED BRI\ EEE
BRPEE DN TV B, RFFICBVW I v aA
F—3 A BERELTEE S EHE— 77 X H
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(Propionibacterium acnes) 34 BERE B I LT HB
D ¥ PCR % in situ hybridization #12 T 7 7
FH DNA B S5 *% REEICTER L
72T 7 ABERRNE S 70— F UK TH % PAB
PURIC K DT 2470 &, v aAf F—2 AWE
U B ORFEAB L HW /MEICEEE
AT F o FORFBORETIET s 0T 7 —
PHICEBLTCROONE T 7 2 HWH LI LITHE



SER 26 AEEEUNF AR A W A e 4

Bl

\»

RSN OB N T —
2B FE7orHE IS EE

BT Hvag F— 2 A5
17 ()

No difference

20 -
R
~ 15-
X
w
S
~ 10+
P
3
2 51
=
<T

0

YhaAIk—2 A 1B FIE 1 Ah 2% gBEA
(n=25) (n=29) (n=19) (n=22) K2 72 REICH B R
32 L DD E B B

LM, TAUTHIIRNESE L 72T 7 AR ONRE
EMEALIC X 2 MBS 22 Twb b D L
LTEZBNL, TNETOMEKERI DIV
A F—=2 ZAOFEFERFIL. K1 TRT XI5
ARG 5 7 7 AW ONREFEIS X
B AR SE & 2. AR A ERo T
LV ¥ = FUBASEERER & 7 ) WEFETR R 2 B
ENBbOEMBEELTCWD Y, /2, WIEEIC
L BE UADERNIT 7 AFEO—FRIT Y 73T
P2 AT I AIEER BT 5 2 e E R b5
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7o, BEIMWEHFICBWTIIARE S L 2 0EK
B DA FEEINE, TNE TP ICHTE
T57 7 AEERES OB OWTHE 21T -
TED. ZOBREBIZIERII L Tk, v o
A R=YABEIZRS S, BEHDEOTXTO
BN TIEAR IR L TE WIS S b
CEFHLMER-THBY (M2), BFimiEp
WBWTIRT 7 AEH DHWIEFOBRE T3 IESR
EREEERE L THFAELTAZEDHESL
Bo ZDTDMBIZHVS T 7 AEIIKT B



T AEMEARICE T VT4 F— Y RMEB L ORES

& SRR 5 HE L T b — T 0
B C T e AT T o 72 L % 2 6
N%o 22 TABIETIRT 7 A BOBERAS T Y TIVEREL

Q

20 A5 4 I B Hefk & R L7 sandwich 30007
ELISA # AW C., & MOAREERSTZRET 572 5
DI VO FERRE L. a4 F— gzmm
ZDFRRECED - MESHEORERE Y B 8
e L7 =
# 1000-
P
(A1 & i) =
B R Ak 0-
WRER R RFEFIMEREIC T IV 0 1 10 100
T4 F—3 A LHEBSM SN BE (584)) YiRT JBEE (ug/ml)

DFEKEMA & 15 5 W7z 4 % ARFFe I L
72o FEBEART VT 4T (3561) OE
FEIML A H 15 6 N7 MEEIZ DN Th iR E LT b
BT L7z SIS ORRRBEE v/
BET %2179 12H 720 . HRERERRZES
B EMEEEZESOKRREZIEL Tw
5o 2000+

pHLE D &
3000~

77 AW RT A IROTHH KOS
MHREFERTA72DICT 7 7B LD Y
RTF A ABOWMB R OBE LTV, BREFIC
v 7z B2 7 7 AL MiEE 1 A 0-
T# 5 ATCC 6919 ¥ & UV IfL % B 11 1 C o 1 10 100
% ATCC 11828 k& V3720 Zh O DE % URT A AREE (ug/mi)
GAM i T 4 HH., HE5HE2 L PBS 15 ml
12T 1g/ml IZFREE L 720 Leupeptine % f i
BET 1 oug/ml 2% 5 XHIRML 7%, B 3000~
TWACL D 1 BEEOBLEZIT > 720 KIC
3000 rpm T 20 7 LrBE L, EIEER 0t
LTEED 72/ —)VERML 4 CT1HE
MR & S ¥ 720 £ D1 5000 rpm T 10 70 3E
Lo BE L. iR & BN L MQ 12 TEMNT
AT o720 BENTTR. BFAEGIR AT VEZIRAT &
FlEhru0ufR)Vhb Ay /) —Lux2:10
& CHABELZLOEMA 4 TT1BREIE 0=
B H, FDOBBV 5000 rpm T 10 43 5%
gy BE LVl 2xt LT 10 ml @ 0.05 M
Tris-HCL (pH8.0). 10 mM MgCl, iZ T & fi# B3 ¥ 7 VAL T EOME

1000+

(@]

pHALEE & U'EALIE

2000+

1000~

&E (OD490)

0 1 10 100
YRT JBEE (ug/ml)
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TR 26 AR UV E AR R B o T e A

Y2 7IVE (—) YU 7IVE (+)
5000 5000~y
8 4000+ 8 4000~
o [0)]
= 3000- E§ 3000
(] S
?’3‘ 2000~ B 2000-
=§ 1000+ § 1000+
0~ 0~
3.2 0.8 0.2 0.05 0.01 3.2 0.8 0.2 0.05 0.01
FIU IEBEEE (mg/ml) BMUCEGERERSBE (mg/mi)
B4 9> VB OF X A1) KT A i~ o s
B 7 IVALIBEEL o7 IVALIEBED
5000- By m 15 5000 HEWe g orAih . Ml

1.6 0.4 0.1
WML TEFERARE (mg/mi)

s VAT A IBGURMAR R 59 > TV TORE

BRI R IERNBE R
1500~ 1500~
=) =)
2 1000 2 1000-
Q Q
e e
% 500- % 500-
B B
0 — T ——— T —T—r—T T 0 S ——
0.01 0.1 1 10 0.001 0.01 0.1 1
WMLV RTA IBEE (ug/ml) AWMU YRTA IBEE (ug/ml)

6 HEEAGERBTICHAVEAY VY- —7
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#1

FIERE B AROMEBE (MHFR 1 B O R)

T ABHRBICEILSHF VT L F—3 2AMISSWEO %

AR A B R 7R AWREE (%) Tt A B
(ug/ml) TokA1 TokA2 TokA3 Tovld Toids (%)
12.5 5 7 3 1 3 32
6.25 4 7 3 4 3 25
3.13 7 7 10 2 5 17
1.57 2 2 4 1 5 10
0.79 3 5 2 4 1 6
0.40 2 6 1 2 4 7
0.20 8 1 5 4 1 6
0.10 6 4 4 7 1 5
1.5+ 2
~ p <0.0001 *
£ — 2
3 1.04 :
p( [ ) ©
= g
i L XY c::;’
L 05 e "3
£ .
5 .. oo
E- L4 [ ] ° o~ jJ:‘
ﬁ 90 IS} -y 7
0.0 U o
TomE @EE  BE @EE . 0 ;
=3 T T T T
[ﬂli%ﬁglﬁ_'_{ [ﬂl;%i’-‘llﬁ.’_—‘ 0.0 0.2 0.4 0.6 0.8 1.0
False Positive

X7

AT A BRI E R ORISR
*Mann-Whitney test

472, X512 DNase. RNase & HfBEE T
0.02 mg/ml |27 & £ 9 1ZIMA, 37 TT 16
MA vFaR—FEH7, ZOREED T =
J—VEMA 4T T1EMREE XS, 5000
rpm T 10 43 00 B Lo R 123 L1 ml
D MQ THMRLzo & OICHAETIETITV,
i L7z BT A afos iR EE % 5H L
HZ 7z

I 7V

RNV o IR AR TR,
55 VRO REE,. RUFOPiEr RiESE 5
72 . TR O % 4T 572, PBS T4 5124

B8 AR ROC M & 5 BT
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RLU72MEES0 p 12X LCTOoIM 77 2 v
WPRIE pH 1.0 25 p 10 2. 4 CT—HE,
AV F 2= ETol, Z0OMH%, HEEL
Pk % G S & 572912 100 CTT 10 9D
BALE 247\ 1M Tris-HCl pH 13 THEIC
RLUBITICEHW, FhEEIlHWAAY
F— B2 T DT b RO % 47
VL BT IS 72,

Ay T = YT

EEEM AT 1oDICAY v F— R T
VERELTTL— MEICHVZ, THRRE
CTRE A B lE L, ) KT



ST 26 EEEUNE ARG

g2 EERATC

S HAD R DRt

»

j J/\)wf} T A t”}[‘”‘:;‘u})xmy,f

RIS (9%

(n=43)

A7

Wl % e : L [ AR A i p il
14531 0.913 0.927 0.178 0.984 N.S.
A -0.012 0.03 -0.084 -0.399 N.S.
stage -0.077 0.663 -0.021 -0.116 N.S.
ACE -0.007 0.07 -0.03 -0.097 N.S.
lysozyme 0.034 0.074 0.129 0.453 N.S.
BAL 1) > 7 SERE -0.007 0.026 -0.056 -0.264 N.S.
BAL ' CD4/8 It 0.076 0.128 0.12 0.596 N.S.
A IEAME L D RT A AfBIRT B P 490 nm DOWIEEE 2 M5E L7z,
filiAS T A OIS U CRBGREI 2 1R L
PZYRFADEEMNZ, INEAY =] (54
FrTNE LI T IV O K

Sandwich ELISA

Sandwich ELISA {ZIE KD 96 /X7 L — |
THWT, £97 7 AWERN L~ T A E
J 7\ =V HUR TSR T8 R 7 A iR
29 % PAL Pufk B X ONIHs 2 11 7)) 7R 7
A IR 5 PAC2 $itik & HilifpiiR & LT
carbonate-bicarbonate buffer (pH 9.6) T 1000
FEZAHML/zb D% 50 u LIRINL 37 TT
60 4 [E AL % 4T - 72 Tween-PBS T
1707, FRio pH B L OB & 20l %
To7% Y7 IVa 50 u 1z 37C T 6045
] OIS S 8720 [E 4R 12 Tween-PBS 12 T
ATo 2t M E LCT 7 A REMIR
RRELAER LY FR) s 0 —-F %
Tween-PBS "C 500 % 12 7 B L. 50ul %50 L
37 C T 60 5[ S S8 726 Tween-PBS 12 &
LR, BIREOMLARIZT 572012 2K
PikE LT DAKOH DY A4 4 a7
1) 2% 9 % EnVision % Tween-PBS 12T 10
BIZHRL 72 0% v 50 ul L., =il
T 30 MBS & €720 U Tween-PBS 12T
PR, w212 0.0 2% 3,3~ diaminobenzidine
tetrahydrochloride. 0.06 % H,O, # W % 72
Tris-HCL (pH7.5) % 50 u 1A =&, 155
B, 2 NHC %25 u 1Nz s % &
h&87, Z0#H, 7L — M) =F—=12C

R Rk

Sandwich ELISA {2 & O #eith 2 Wl Rglc 4 %
7212, Y TV oW TG
fTolze T TNIET 7 AW BT A 2R
VR L CE ORI A S Al LS
i L7z R A gz iz, ey aih s
TR S 72 O & B 7V & LT
HARDVES 720 Sl O J73EZ & 2 #ui
TUEB 32 ISR T L9 WM A 72 K7 A i
WEFEIZBIERZ: <o TRTOY ¥ 7 )V THIIR
HETd 2720 RIZH > TNHD pH & T IT,
FOHFOCPRICEE Lz v TOVISR LT
Ha 47 o 72h% (X 3b). [ 3a & FIERICAR
R THolze £ TH T NVD pH % FUF
7oty B N2 TR JG Sz 0bh
pH Z HEICE LIEZ1T ) £ 3c D L9
2y INA720) BT A I BROBEEARTER IR
DU[FE & T o 72,

B W X B ) RF A T~ D
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Al AR TRIEE AR TIN5 ) K
T A IEROM & TR L 720 2 OV &
DEDRE)RT A IPRIZT A—TU2b Y
MW BT B2 R L7 (K4, >
TNV ELTPBSIZT 7 WU % Il 2 72
IR TNV OFREIZLD
ZOMM A I L7z, 2O#E%R, v Tl
HaiTbhhro/2 e i L T, K&k



BREDENT Y RT A IROBHIZ BT
FEPL N EHH o7z,

BB ARG & B AR O

) R A TR B PUARME AR EE A
mig, RUOBVER AMEELHWCT, 727 %
B 7 AR E R L AR RIS CHlEZ
To7: (K5) v TIWVEEITDL RN
7e¥rts WL 72 EARE DIREEAY 0.4 mg/
ml DFEA ¥ MIBWT, JURfiA - 4
BT RT A TIBEROREDSTRETH -
72D, BURB OB A B TIEMILN AR
Th ot F770 Y TNVAE LT 7254
TRPUEMICEESNL Z e, FEED
WM DI IZ BT b RIRRE O 25T Bk
TH o7,

BEEARRIERICBII BRIV —Fh—T
&R

E MNIFFICBITAET 7 AE ) RT A TR
Y B REEARE ERBTTA20I1CA S
V= PR EITo 7 (M6)e —H DY
Va4 K=y ZABRER I ORE AmMEEHv
THIE L FRBEICTAY v ¥ — FIcHWw
V) RTA DERELRE L, BoNRok
BXOVAY =R —T%ER L. T 72,
RAZ 5 — Ry T vaw BT S5 EElE
T Ty A RBERTT v A HEEL
BHELAE (FD. TyE/WBEEICBNTIE
TRTOT7T v EAIZBVT10% UTERL,
T vt MBEIIBWTIIERD)RT A1 2
Rl EE N IC BV TR 30% LT CTHh -
725

VAR T A RFIEB S RO R

Favadf K= ZABE S8 K, RUOEEA
35 % DI % I CTIE R T &K OV I & A
NE DY RF A IBRBEESROMB 21T -
7o (X7) MBI Y K5 A aFEEE
WEMABEICBW T VIS F—Y 2AEET
EEAL B L THEEICE (RIS,

T REBEEICETR VT4 F— Y 2 MISSWEOB %
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MEE T ROz BV TEY Va4 F—
VARE REELRIGACRE S NG o7,

AR R O IR
Sm, MENIEOY) K74 JEEBIERE
HOERZAT o 72fERD 5 ROC HIfFIZ L 5
BT 24T o7 (H8)o DR, ROC HifF
THREIZ083 LEVWLDOTH ) AR LKA
FETHDHIEIRENT, TARBEICE
%5y b A 7{EIX 6.724 ng/ml T, £ D
ORI 74%., FFREREIT 94% L /Wb D
THY, v XAWF 475 TH -7
¥/, VO F—=Y ZBED) KT A0
BRI AR M AS S & BB, FlB. stage.
ACE fH. lysozyme fE. BAL # V) ¥ /¥ IR .
BAL fifil CD4/8 [tk & ORI # M % #EFR ¢ 5
2O ERRSN 24T o7z (F£2)0 BITIC
FINODOEF & AR 43 PlIC DWW T
Tolze #OMEER, CNOLORFEDEELR
BB IR H e o 72,

(%]
RYETIEINE TS, BA LT 7 WIS
BPuE xR FIH L 72 R O WAR R E R OVER %
RATELD, WINORIF TITIEES 2o
7o ZOREKNE LTT 7 AW OBWKR DR
DRIEEERE L THEL T L TH b,
0o, HERESCHRETIAEOZY F—TD
BMAVHE U ARSI Tz, SE. AN
7R L 727 7 A OIEBREEEEASEROR
HRE T o pH #BEEICT A 2 L T
R E RS, B L DI E RIES S
ZETHINICE S e T DI IRILTRERDIRAE R 2L
WCEBMEINZ TWABY, SRy -7y e L7
PERETETH L) BT A RIS Oz
LAERESTOLNIEBBROERD—D &
hoTWwh,

A, Fraf F—Y 2ABETT 7 AHHRY
KT A AFROIEREREE SR SN2 L
. ShEFCHEELCEALBRRE S 5B

CBEEBRY o, I TaA =322 voSETRLE



TR 26 IEUE ATE T AT

Wizl 4 24 1

& bl/l‘( j: 77 1 / "v”'“t/ [ @I}Jbsﬁ{liﬂjbfnb
DENLT 7 AWARULIELIEBGES L, 2
T 7 WD PEAL LA G L7 b o &

Ez o, FO—FNE~vr a7y — IR0 A0
A& BB % 10 ) v 2 PR TR

Ml gs~ & PEBT A ek A e L C &2, Lo
THEBEHENTE L OD—HITIEHL T b
T2 AEOBEKED L Db G F T LI RENEDS
mls AR SOREEAROa T Lo Tnd
PUE % FEAI IR 2 LD B 5 .

F /o, MER I T ) R 7 A T3 % 500k
WEERPRENEILK LTIV as F— ABH
THEICE KB S, F o miEms i -clidsmh
I s N dr o7z, TNETONZE T, Il
B IR S NAL 7 7 2 WiE. D% DI
BAREZ A L s 7y — TR < B
Jlo & buvt%fmﬁlw\a>&ﬂ°$Pf%L_ Tk
%%%bewé”o_ﬂbw &k iR

e Ly NBRIPETPEALIS & 2 M Py B 5 L 72
T AR £OL AIMER T RTH W e

BEZHND,

SRR BT L 727 7 A O W AR Rt
B EBE SR ORI )%, CD4/8 7z Efliod
~ =7 — DL RBET, Yva s F—-2
AN BT B 72 7 072 W (R ke 2 T gk
WEN e 77 ARG DHER S AL KRB OB
FER OIS 22 TV A bIE, ez
EHRD v —H =Rk E EEZOND, F
7oy PLRHI G OFF R 2 ORFHER LI12h
IELISHTE 2D H 5, SHOBEICBW
TV aAf F— ZABEB LI OEE A LT
AT 24T o 7205 S e MR (R a A F—
VAL OENPLEE SNAHER) EEE01%
ﬁmkl%mﬁﬁﬁﬁﬁé%&%x%ﬂ\@%%
DT O ZH I P BEART R TH B, TDI2D
Kk W7t D% sk LR 2 2k & b8t
SHRICTRE L T2 & 2w,

D P B 2t
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WFFERR DO FIATIZEE T 5 — 83k

A

WE s
KR 4 o e A JLEE 2014 4 B 0 GBS w014 O
Bls
N ANCA BEIE % . [E A S @A

f@m* LA KA Egéﬁﬁ v P B SR S 2014
T (2014 4ETLETHD) = W AV 4 \n B Y B AR A
AEE, RS RBEEBEE L R R B LT F A 31
KW (BB E A, (RRBFEA B - EH5C)  RR 2014 0
(540) EEFHRM L) HERH)
igii’ BETIEE AEER,  MEEMESS =T s o | 46
e ZW T O—F v — b WEFIKER 3 ChaTE 2 IR m 50
EI T ‘ 3 ARG, WEEBEESET =T - 184-
(548) Acetyleysteine T AL EEKER S ST 2 IR WE 2014 89
WA B, SRR pedine 0
NS BEOFF| & %‘E Eﬁa" BN A ¥ 4 UP-TO-DATE BT 2014 . 0;}
(548) BETE 2 I =k
oA F, 118
PR o S R R 4 WMRE R RBREBRERS S FI4Y R 2014 DY
(548)
TSR, ,
KE ¥ BREEHE SR %mgmﬁ 4 BB OIRE K o 2
(4348) ’
NS —EHO U NIZEHEICRD S %éz‘_ﬂﬁ’ 1520 N R HE 2014 123’
(548) B BRI ? A

MEMEEODE - ok

T T Y - e o
EELE v —h— - BHRREOTIE L # %@ﬁﬁ’ §§§@§%”§7”17” w2014

BRlb. EREY—H— H—T7 = i "

745 v FEHE (SP-A, SP-D)
B, azn AV 74 —LFarky bOEDHOD o
T, e e b HEAE Mg ) — X KIE 2014 ¥
Jogie O EEEEERRE 0% AT & AF R R B 47
WEEE RSN WE W g pmmiest 2014 87 w2014 O

=N E 255 S 7 g - 315

. N TR R BB~ =2 7 N 364-
o > Al b ik S ’ z
TR BRI % GRS WAL B NS4 BIT 2014 ?g
. LA - ERERED D AT ;
R I, P FHEETF, o et apemer - 496-
R I8 R B R TEIR B EFE B + R R T 2014 502

5 2 M

- 221 -



R 26 FEDE AMMBBIIN T 5 L U7 ¥ A T MEET B Pl st

BIFRA,

IR ESEEA DA T O A FEE

140-

BEERHRIZBIT B . .
WHEE A7 04 FREOESR REAE  gpo-a7n A 2014
RFE R R4 (1IPs) &9RE VAR NN S BT R NSV o 910D 84
I BHE] DT L EE2) HRERGHE REHATR K ) — R KB 2014 91'
JE (IPE) &SR U F AMERTRE & FR R R B TR 2
FEBF B AT A FREOER wEAE  RAROATOAFRERR g a0 12
—aT7 121
FKHEE,
. IPF @ ATS/ERS/JSR/ALAT 52 VE—HR, T . — 189-
A statement & B BT 5 S0 S 0K 2% annual review 2014 B 2014 195
BEERMA
. - ZAFA, LIF Y D7D EEIED L 148-
(@#Y*ﬂ @{%ﬂ?ﬂfﬁ l:!:l:Eﬂfﬁ:_‘Elg gguf (1: ‘(‘Lé]\% %E 2014 155
5 , ) P WEBHE, . T B g o
TEFH R E % T R4 IR 33 BRGLE S FE O ER T {5 T R % W 25 R GL i R 2014
A ==
J— . BWoHE 4 1D & %‘gﬁ% 51
sy = UCTD, Lung-dominant CTD, e Y Annual Review M-l 28 2014 T 2014 .
FTHE&EE Aol BB, 158
utoimmune-featured ILD R
7EEE[|35‘3% ' DZWEHRE 8) V) vSERER  EHAR RENAEY KR 2014 133’
R HEMEMi% (LIP) & IPPFE TN F AR 28 b R R B 5%
- V-A B EMEEmE 4 3 . y - _
TR, " b e o PR, MEMEMERE ZE<=2T7 WV - 241-
zEBE”%jZ Tiﬁg ﬁﬁg |§H1—ﬁﬁ (NSIP) @% }%Eﬂ?kﬁﬁ Eﬁ%% 5 H"/Vi i}?\ 2014 2id
45 A B . - g S ~
ﬁigiﬁ Y Y SIRE ;\Lig\%ﬁ@tm“ AA T4 2014
- g e 2 g AR fi, MEEERE 2= TV J_ 19-
S alloe RAD I A BT A4 2 #BA 2 F KB WETE 2 IR HE | 2014 24
g it = S ARER,  MEMMEE BEv-2T . 372-
#_t%_‘ IX Iéﬁ%gﬁl}j{ iéﬂiﬁk E%Bﬂ?f(gﬁ Ek%]»% P H.Jy—: %R 2014 375
=AM R £ /f‘/77l"—la Pj:/h‘/}@f:&b@
b W e REAR  HRYU-X K204 1S
oo R R U AVERTEEE & B 51 R R P 5
g 1) > SR A WMIEE R IPRSEEDERTIA KIS FIE 2014 337394
KAEE,
- Z VAN AN FEFFIE, . - 112-
H* L& up o date BRI Annual Review I 25 2014 HE 2014 118
ek —AR
e TIL AR 501 B A i 9 sn WREREED AT O A FHEE - 85-
L% A RIS, SmLEEs  PEAE g A 2014 g
T — P LU (] ﬁ&’ £ S e e
HEz® fifi & BE SLEOE A HOWEERE 2014 FAR W 2014 319
26 ; e, 4 HDEETEST .
. p—— ; IO SR BB L B o — - 12-
P2 s - FEY R B 2014 ~ 2015 R 2014 25

- 222 -



B H,

RIESE - G L VZHe

e R OFATIZB§ 2 — %

34-

%ﬁgﬁg, B E B L e KB 2014 7
& BYERBOMRE ; o o e

O e, B MRBREOWRZE puws o WEALCBES g 177

PSS e B ORRE R

Bl 3t V. ZEREORFEAEICRT S5 AL

EANE—, FREEDr 728 HEEENE  FTHIXL AT 2 s £ 7 7 Q&A BE 2014 | 188

Ay PSR ) A TR - b4 7 :
Hess R E MR ZS (TIPs) c8

Aoz BEEDODU L BB HHA U AMEBIRE C SRR IR 2 O 2014
1) BESMERsAERE (IPF)

AOE, AT a4 FEREOERIPF LB " RIEBOR T O A N . 91-

KRS GsAFOA MREOMESH RAE gl lloy AR 2004 )

- 223 -



R 26 ST AMBIEEBIZH ST A T UF ¥ X B M L TR s ot

("

BFIER R DI

1B A —E R

Sugino K, Ishida F, Kikuchi N, = Comparison of clinical characteristics and
Hirota N, Sano G, Sato K, prognostic factors of combined pulmonary . . 239-
. R : 2014

Isobe K, Sakamoto S, Takai Y, fibrosis and emphysema versus idiopathic Respirology 19 245
Homma S pulmonary fibrosis alone
Koyama K, Sano G, Hata Y,
Shiraga N, Ota H.Sugino K’ . An anomalous unilateral single pulmonary
Isobe K, Sakamoto S, Takai Y, i iatedwith a b h e 1 Med 53 461- 2014
Koezuka S,Makino T Otsuka H, % associate Wﬁ a onetn?)rp ogenetic | ntern Me 466
Sato F, Sasamoto S, Iyoda A, protein receptor II gene mutation
Kurosaki A, Homma S
Isobe K, Hata Y, Tochigi N,
ﬁazggik}Kbizzzyﬁhlsié E Clinical significance of BIM deletion :
Ishida E, Kikuchi N, Hirota N, polymorghmm o non-small-cell [ung. J Thorac Oncol 9 1283‘ 2014
Sato K. Sano G. Susino K cancer with epidermal growth factor 87
Sakam:)to S Tai{ai‘% ? | receptor mutation
Shibuya K, Iyoda A, Homma S
Yamamorto A, Sugino K, . L 3
Kobayashi M, Hata Y, Efficacy ?f nasal continuous positive airway ] Med Soc Toho 61 166 2014
Homma S pressure in tracheobronchomalacia 171
Muramatsu Y, Isobe K,
Sugino K, Kinoshita A, Wada T, = Malignant pleural mesothelioma mimicking Pathol Intern 358-
Sakamoto S, Takai Y, Sato F, | the intrapulmonary growth pattern of (Letter to the Editor) 64 360 2014
Hata Y, Wakayama M, Sibuya K, | epithelioid hemangioendothelioma :
Uekusa T, Iyoda A, Homma S

. . . Gene expression profiling of lung )
Hl.mta N, Iro T, Miyazald S, myofibroblasts reveals the anti-fibrotic | Tohoku J Exp Med 233 283 2014
Ebina M, Homma S . 293

effects of cyclosporine

Takai Y, Yamashiro Y, Satoh D,
Fukunaga S, Kobayashi M, . . )
Sugiyama K, Hatakeyama Y, Assocmtlon. of obsFructlve sleep apnea ] Med Soc Toho 61 224 2014
Moriyama K, Komagamine M syndrome with trapezius muscle hardness 231
Takasaki Y, Homma S
Hasegawa Y, Takahashi M,
Ariki S, Asakawa D, Tajiri
M, Wada Y, Yamaguchi Y, Surfactant protein D suppresses lung doi: 10.1038/
Nishitani C, Takamiya R, cancer progression by downregulation of | Oncogene on; 20‘1 490 2014
Saito A, Uehara Y, epidermal growth factor signaling ’ ’ 3
Hashimoto J, Kurimura Y,
Takahashi H, Kuroki Y
Natsuizaka M, Chiba H, Epidemiologi £] dient
Kuronuma K, Otwsuka M, pldcimiologic suvey of Japanese patents Am J Respir Crit Care | 773- 4
Kudo K, Mori M, Bando M, Wlth }dlgpathlc pullmc?nary fibrosis and Med 190 779 201
Sugiyama Y, Takahashi H  investigation of ethnic differences

- 224 -



Nishikiori N, Chiba H,
Ariki S, Kuronuma K,

Distinct compartmentalization of SP-A

TFE R OFIITIC 35— %

doi: 10.1186/

Otsuka M, Shiratori M, and SP-D in the vasculature and lungs of | BMC Pulm Med 1471-2466-14-196 2014
Tkeda K, Watanabe A, patients with idiopathic pulmonary fibrosis
Kuroki Y, Takahashi H
o Ty o ovtdarive et vt pace i Respit hysiol o 7 o
? O . L P SPACC I Neurobiol 83
Betsuyaku T, Nishimura M lipopolysaccharide-induced lung injury
I\K/;)a[;'ltz %I Iéﬁfr:fzgi( J-Blossom Study Group: The effects of
Sakamoto T, Kokubu E, 2 Glyl6Arg ADRB2 polymorphism on Pharmacogenet 246-
. S responses to salmeterol or montelukast . 24 2014
ﬁltﬁj;frgoé;iio;}n ya in Japanese patients with mild persistent Genomics 255
Tto YM, Nishimura M asthma
Taniguchi N, Konno S, Isada A, Association of the CAT-262C>T
Hattori T, Kimura H, polymorphism with asthma in smokers . Ann Allergy Asthma 113 31- 2014
Shimizu K, Maeda Y, Makita H, = and the nonemphysematous phenotype of Immunol 36
Hizawa N, Nishimura M chronic obstructive pulmonary disease
Furusawa H, Miyazaki Y, .. . . .
ool T, Tl onghsd s R
Yaguchi T, Kamei K, Inase N
Komaz.akl b MlyaZquY, Fujie T, Serodiagnosis of Mycobacterium avium
Sakashita I, Tsuchiya K, complex pulmonary disease in rheumatoid ~Respiration 87 129- 2014
Tamaoka M, Sumi Y, h? <P Y P 135
Maruyama Y, Nanki T, Inase N arthns
Ono H, Motoi N,
Nagano H, Miyauchi E, Long noncoding RNA HOTAIR is relevant doi: 10.1002/
Ushijima M, Matsuura M, to cellular proliferation, invasiveness, and . Cancer Med ) 4' 220 2014
Okumura S, Nishio M, Hirose T, | clinical relapse in small-cell lung cancer camd.
Inase N, Ishikawa Y
Tjima Y. Furusawa H,
Tateishi T, Fujie T,
Tamaoka M, Sakashita H, Amyopathic dermatomyositis complicated 1539-
Miyazaki Y, Sumi'y, with eosinophilic pneumonia Incern Med >3 1544 2014
Hosono Y, Nakashima R, Minori
T, Inase N
Azuma A Macrolide antibiotics: 25 years o.fuse and Comfnunity 1 6- 2014
the furure treatment of common diseases. Acquir Infect 10
Judson MA, Costabel U,
Drent M, Wells A, Maier L,
Koth L, Shigemitsu H, Culver
DA, Gelfand]J,
Valeyre D, Sweiss N,
Crouser E, Morgenthau AS,
Lower EE, Azuma A, The WASOG Sarcoidosis Organ Sarcoidosis 19.
Ishihara M, Morimoto S, Assessment Instrument: An update of a = Vasc Diffuse 31 27 2014
Tetsuo Yamaguchi T, previous clinical tool Lung Dis
Shijubo N, Grutters JC,
Rosenbach M, Li HP,
Rottoli P, Inoue Y, Prasse
A, Baughman RP, Organ
Assessment Instrument
Investigators TW

- 225 -



SR 26 AEEONE AMEMIB BN 35 T 5 0 A R S B W B I T 4

Ogura T, Taniguchi H,
Azuma A, Inoue Y,

Kondoh Y, Hasegawa Y,

Safety and pharmacokinetics of nintedanib

Il?/?:cdhoizﬁ;i@becsh’i da K and pirfenidone in idiopathic pulmonary ' Eur Respir ] Epub ahead of print 2014
Kliiglich M, Fujimoto T, fibrosis.
Okazaki K, Tadayasu Y,
Sakamoto W, Sugiyama Y
Miura ¥, Saito T, Fujita Kf Clinical experience with pirfenidone in five . Sarcoidosis :
Tsunoda Y, Tanaka T, Takoi . . . vt .. . - 235-
. . . patients with scleroderma-related interstitial = Vasculitis and Diffuse 31 : 2014
H, Yatagai Y, Rin S, Sckine A, lune disea L Di i 238
Hayashihara K, Nei T, Azuma A 8 15635¢ | g Lsease
Inomata M, Ikushima S,
Awano N, Kondoh K,
Satake K, Masuo M, An autopsy study of combined pulmonary doi: 10.1186/
Kusunoki Y, Moriya A, fibrosis and emphysema: correlations o
. o , . BMC Pulm Med 1471-2466- 2014
Kamiya H, Ando T, among clinical, radiological, and 14-104
Yanagawa N, Kumasaka T, pathological features
Ogura T, Sakai F, Azuma A,
Gemma A, Takemura T
Kamio K, Azuma A, Ohta Double-l?iiind dc“:ontroﬂed t.rial of!ecithini?cﬁ doi: 10.1186/ :
K, Sugiyama Y, Nukiwa A “,m.“.“‘lse {0 patients Lot BMC Pulm Med 1471-2466- 2014
T Kudoh S, Mizushima T idiopathic interstitial pneumonia — short 14-86 !
term evaluation of safety and tolerability
Kurotsu S, Tanaka KI,
Niino T, Asano T, Ameliorative effect of mepenzolate bromide 79-
Sugizaki T, Azuma A, against pulmonary fibrosis J Pharmacol Exp Ther 350 88 2014
Suzuki H, Mizushima T
Richeldi L, du Bois RM, Raghu
G, Azuma A,
Brown KK, Costabel U,
Cottin V, Flaherty KR,
Hansell DM, Inoue Y,
Kim DS, Kolb M, Efficacy of Nintedanib in Idiopathic 2071-
Nicholson AG, Noble PW, Pulmonary Fibrosis: The INPULSIS™ = New Engl ] Med 370 2082 2014
Selman M, Taniguchi H, Trials
Brun M, Le Maulf F,
Girard M, Stowasser S,
Schlenker-Herceg R, Disse B,
Collard HR; INPULSISTrial
Investigators.
Inomata M, Kamio K,
Azuma A, Martsuda K, Pirfenidone inhibits fibrocyte accumulation doi: 10.1186/
Miura Y, Hayashi H, in the lungs in bleomycin-induced murine . Respir Res 1465-9921- 2014
Nei T, Fujita K, Saito Y, Gemma : pulmonary fibrosis 15-16
A
Kurosaki F, Bando M,
Nakayama M, Mato N, L. .
Ny T Vo v 1, S of pbonsy aplon 5o
Yoshimoto T, Fukushima N,
Sugiyama Y
Kurosald F, Bando M, A patient with sarcoidosis who developed
Nakayama M, Mato N, b hronic invol in diff Respir I . 71-
__— eterochronic involvements in different | Respir Investig 52 2014
Yamasawa H, Higashizawa f initial during 7 74
T, Tanaka A, Sugiyama Y organs from initial organs during 7 years

- 226 -



MRZERCR O TATICE T 5 — B3k

Kurosaki F, Bando M,
ﬁngoda S, NaI_lfIayIzma MAMatO A Case of Solitary Fibrous Tumor of 153
> ramasawa t, hawal o, the Pleura That Increased in Size After ' JJSRE 36 T 2014
Shinozaki T, Yoshimoto T, Resection of Renal Cell Carcinoma 157
Fukushima N, Tetsuka K,
Endo S, Sugiyama Y.
Natsuizaka M, Chiba H, Epidemiological survey of Japanese patients
Kuronuma K, Otsuka M, w}i)th idio gthi | Y rp fibr P d Am J Respir Crit Care 190 773- 2014
Kudo K, Mori M, Bando M, 1 -0 I1OPathic pulmonary HIDrosis and. g 779
Sugiyama Y, Takahashi H investigation of ethnic differences
Sawahata M, Sugiyama Y, . . . .
Nakamura Y, Nakayama M, Agefrelati‘d dlfﬁ'erenf:@ in chest radiographic Fur Respir J 43 1810- 2014
Mato N, Yamasawa H, Bando M staging of sarcoidosis in Japan 1812
Good obstetric outcome after embolisation
Takahashi H, Matsubara S, f)f pulm?nary arteriovenous malfOfman(.)n Aust NZ] doi: 10.1111/
. in hereditary haemorrhagic telangiectasia: | Obstet . 2014
Saito K, Bando M. . ajo.12154
planned pregnancy may also be important . Gynaecol
in this condition
,?aid; I\ﬁ.’ lljdaklflyama MT’ Serum Torque Teno Virus DNA
1\/? : § IY ’ osorll—cI) ’ Titer in Idiopathic Pulmonary Fibrosis | Intern Med in press 2014
Olia?not,o ;Imgfgsam; v Patients with Acute Respiratory Worsening
Bando M, Sugiyamay,
Azuma A, Ebina M,
Taniguchi H, Taguchi Y,
Takahashi H, Homma S, A prospective survey of idiopathic
¥§fg}f§sfﬁj§2 IS))iseases interstitial pneumonias in a web registry in | Respir Investig in press 2014
Research Group by a Japan
Ministry of Health, Labour
and Welfare Grant-in-Aid
for Scientific Resenharch
Ogura T, Taniguchi H, Azuma A,
Inoue Y, Kondoh Y, Hasegawa Y,
Bando M, Abe S, Mochizuki Y, @ Safety and pharmacokinetics of nintedanib
Chida K, Kliiglich M, and pirfenidone in idiopathic pulmonary = Eur Respir ] Epub ahead of print 2014
Fujimoto T, Okazaki K, fibrosis.
Tadayasu Y, Sakamoto W,
Sugiyama Y
Invited commentary: Videotheracoscopy- = Gen Thorac 331
Endo S, Bando M assisted surgical lung biopsy for interstitial : Cardiovasc 62 33 3— 2014
lung diseases Surg
MBI E0F L MEOBRIR LG
- FREMEY VR VT 96 BEMIREE, %S Japan Medicine
BRI PERE R CHROGIE  ELEAE. montly B4 3 R
CBDCA+PTX BREE IR EE DT REM:
VR e BB SRR 5T
- N BRRAEEL AV -EEEVORENE FE
5 a2 oy - a - . _
D A A 3 5 C 7 = = B O % AR R B 7 0
z BB S 5 ERRAI RS 9 5 AR
25 FEEHIRIEE

- 227 -



SR 26 AEREONF AR B ES B T L A R B B HE A Y 2

R PR TR 7E

e e e N F APl 2 F8 L BE 7 AN 8 e g £ ) - EA -
SR, WL e ey 7O AR P > 2014
PR - B WA 7R K
25 ARJEN e
Washino S, Ando H,
Ushijima K, Hosohata K, Temsirolimus induces surfactant lipid  Am J Physiol Lung L
Kumazaki M, Mato N, accumulation and lung inflammation in - Cell Mol 306 Ls 2014
Sugiyama Y, Kobayashi Y, mice ~ Physiol
Fujimura A, Morita T !
\th g i " .! ] ° ¥ N <] e En >
ettty BIAIE L — bR SRR 5 | s
SRR S b =y MER A SEE L7 R -
REST R J/ 7;’)— : {;ﬂ M A SEAE L7 hot tub | I IR GE 3 599 2014
WRIEW], A2 ek e |
AR - B
WHUBCR] R T AL 2 A il i 2 LB RO 85 2014
! ABC
_ KRS VMBI O T % HL5E§ 5 N - -
o] HRMIEE D TRERET 271 g pepp 6 O
Yoshizawa K, Mukai HY, :
ggﬁ:::v;agtyﬁgi? IIE/I’ Bortezomib therapy-related lung discase
Katoh T, Kusumoto M, n ]apanese. patients W.lth mull.:q-)lc Cancer Sci 105 195- 2014
Gemma A. Sakai F n;lyeloma: Incidence, mortality, and clinical 201
> i characterization
Sugiyama Y, Hatake K,
Fukuda Y, Kudoh S
Proposal for a new mediastinal
compartment classification of
Fujimoto K, Hara M, transverse plane images )
Tomiyama N, Kusumoto M, = according to the Japanese g:C:rlfg)’ 31 5;752 2014
Sakai E, Fujii Y Association for Research on theThymus p
(JART) General Rules for the Study of
Mediastinal Tumors
Tanaka J, Moriyama H,
Terada M, Takada T, An observational study of giant cell doi:10.1136/
Suzuki E, Narita I, Kawabata Y, - interstitial pneumonia and lung fibrosis in | BMJ Open bmjopen- 2014
Yamaguchi T, Hebisawa A, hard metal lung disease 2013-004407
Sakai F, Arakawa H
. EGFR mutation of adenocarcinoma
Zésegaw%h/;%Sakad;I in congenital cystic adenomatoid Jpn J Clin Oncol 44 278- 2014
K 1}rln Ems k’ at;u;;. ’h' K malformation/congenital pulmonary airway b ARG 281
oh B, seiune 1, Huroshuma malformation: a case report
Enomoto Y, Takemura T,
Hagiwara E, Iwasawa T, Features of usual interstitial pneumonia in 278-
Okudela K, Yanagawa N, Baba  primary Sjogren syndrome from idiopathic = Respir Investig 52 981 2014
T, Sakai E Fukuda Y, Nagaoka S, . pulmonary fibrosis :
Ogura T
Inomata M, Ikushima S,
II;\/[wano II\\I/I’ iondohkli{ ,YSatake K An autopsy study of combined pulmonary
asuo M, fasunoid L, fibrosis and emphysema: correlations doi:10.1186/
Moriya A, Kamiya H, Ando T, BMC Pulm Med 2014

Yanagawa N, Kumasaka T,
Ogura T, Sakai F, Azuma A,
Gemma A, Takemura T

among clinical, radiological, and
pathological features

1471-2466-14-104

- 228 —



