The 49t Scientific Meeting of the Japanese Medical Society for
Lung Surfactant and Biological Interface

BEI—0795 b
5 HE E$= (B BAREEZS)

SR 493 =il ﬁﬁj’%‘%’ RN A

> .
?};j ﬂﬂiﬂﬂlﬁiﬁd)'hﬂ a'ria%a)wmwmgﬁ*;

T T

RREFAFAE  ERRAE



HEAEAFHY—T 7 oYY b - REEZSSMFES
BifEICH 72T

BARY—T 7052~ - REEZFRS 49 QZ MR
=& WP sRERxs
PYR SR (ITIRESPVRIE)
COEE, B LARMY—7 72 % 2 b - FEERS O 49 a2
KW THBESETHL Z IR D) £ L. KREOREZMEOD) KE
FHIBNF T, RFER, Wi —7 72 & v b LR 2 WF5E 2 2,
BRIREE ., BELA:, 3E5%, 8575 EF BN BERE VOO IE—DFAT
HY) ET o BEDGTHEWF BB TR BT OFERIZE Y it —7 7
7% v FOREBEN ) CIRE OB, BET. WA S AL, BRRICHNT
B IRREE I R IRZE D REAAT DN CE T E T, HTHHRAELHEES
T A E U CIBEIENET SN T T, MilEAEX. HOmE
PERTRE R E. 2 IRMERT & e, M B A & 0T & 5 ETICH
Lo TRTWE Y, £ L THEMMREOHIZY—7724 > O
HAEITThd 5 SP-C DEIRTARE, ERTWIEbHL S ABC-A3DHEET
BERPED > TE I ELHLNIR - TRTVE T, 2O MM ES
TlE, (ISR OE M & F Omke L BETEE ] L) 7 —~ CHERI#TH
ELCHERFEFEREARZERMEZE LMY —7 7275 v b)) VIRE L
IPIRRE, JEAE 7 B4 AL R G 1 5 BB s R S G 1 T 0 P 2 & il
TR FHE O IR S ERIR, RrEE & L CRIZMIEE, SE#EHE L
Thiir—7 727 % » P RAEEER TR MEMEMEEZI) FIFE$,
FRICIRI R & L CREMMIE EO K A S aEICELZE T — FL
T\ %K [E Cincinnati K2 S8 AR EE L BAZ L TRIDKI) & L7z
iPS M % F 7G0T etk THBH L CIHL 2 L IZLTu T,
D A9 [T L YR 50 BILAEANO—DOFTH & LT\ #i7z 2 it —
Tr I8 MIRARIETE L) e R FT 2L ENIRFLTBD £,



EENDBFEL

1) —MEEOFRIEMIZ 100, FRERIZS 0T BT <72& v,

2) TRTCOMESEEIL, PC TOREDAE SETWIEETET,
« THEHEDFEFEDIDHIE TIZ, PC2A (TF R =) IZBBlL T E v,

o« T 9 4 PC #13 Windows 7. PowerPoint 2003/2007/2010 % #
L9, THREOT— VIR THAEWRELZ 7 74V E LT IT#A <
728,

* Windows O¥3E13 USB A€V IZRAEL 72T — 7 THBEFL Z 3w, ZE
T—=5 DT 7 AINVEIE [HEES _HESG pptx] L LTL2Z8w, ()

HHEF A0 OHA . OL_FEEKAR) e ZFHETFT— 213, [PC 2] o —
IN— EEYEON T VI —BRENZ LT TN 2B 507 — F IR
ST %, BEA > CHBREEL T3,

e Macintosh D& ZZTHH DNV 2 0 2 BHEE L 728w, D-subls ¥ > (3
)OI — TN T A0 AR Y —BLXWNACT Y 7Y —%
ENTICBRBL 230,

e HRT—FIMHHT L LTFILOSERET + > M (MS T v 7, MS ],
Arial, Century. Courier. Georgia. Times New Roman %) % Zfif < 72
Sy,

e PowerPoint " CEIH = AT 2861k, V7 L-BEHT— 4% %,
PowerPoint D7 — % L 412, [—D 7 + V¥ —NIARED F TS 72
Sy,

o FREDSN OB TN O v & THHOREIE. FHREANBMWEDbE 7
SAAN

3) THEMICIL. HEICEY PENTWAEZ Y —BLPYY A2 TR L7
Xy, THREF—IYDOIMBEBEATA N a—IREETRA YY) — VIZWE L F
TOT, BEEHETHHTT—IDOEVRLOBIELZIT-> TLZE 0,



RIBEIR

R,/ R e ‘ HARIR
——— PR TRER (SREEARRRRAT) B
AD(ED) oo

RREH
K¥ b

i,

RENZ -
MEERCIVE 315 N
=HE)
hed L @

as %?:E*ﬂkﬁﬁl‘?ﬂ T160-0023 ERREHTBEXFAFHEE-7-1

TEL.03-3342-6111(t%)

HBERHOSDT7 IR
BiE $ HBEERAEOKLDHNID

Wit T [REXANOMTEANL/AER]
FO¥ER (RREXRKEE) T8 2 /FHO
[(MEXTIFR] #MTRIERTEN7S A7 BHO
WYY — FHEERAOLOHSS
W/\ X  #FEFEAONRY—ZFILODEER [ RIRODIFES
[RE/NR] #=ABRIT 6 - K@EI{T 17 - RIEREREFI{T 07 [CTHRER,
HEEREIVETT FE
[#E/NR] EF17(8 - BuiREERSTTO) - #FCHBRTO) - 2 AiEEEFT 00 [CTHRER,
RREXRERIC NE
[FEE/R] WRAREEET7ICTRE. RREARIAIC NE



ARYINANLAD—

m
. @A
- i _
— W L NN MW
o2 7 ﬁ = i T
BIHRNRE L. 5 P
B KM (w0 CE

J0/7 KX

A2 o
EIEIE @

_ B e P

1
1
1
1
1
o 1
ST 8 Toom \ R
# & S| e | xxam<o B
< - %“ = | & ___nJ_
h { g
1
w% S (ER) W S X N
< ®B1 R
w1
<1
1
! g GOWE
N 1 o
= '
= 1 = =
R P
9 & R0 - WA
g4 :
N R/ /
o] ol el =0 ER |- e
M & BERDND— r
5 HAC——
¢ ¢ E—2
BN
o H IEIEE

E&EOE—




JOJ35 L

9:00~9:05
R FLEFREaR BROEL (RREHNAF)

9:056~9:10

&

¥ FIH FE (ZREAFRERASYESEE - 2K)

9:15~10:15
— i ERE 1

01

02

03

04

ER G B (EFERKZE)

PIUNENAF3(TORTTIVA - TFAETR) BED
IR ERFEAR /] A D EE T ER SR AT %
Okt Ze—"0 By sy, &I M. FH B—2, ik %
DRERR. 2) EFERAZ. 3) BAERNAZE

P IUNERFN\AF3(TORTTIVR - IFFEIR) %
AIHERR (27 8)#%. KPICRU 15 BEROFERI FOHIBEE
Ok Z—", By sy, &I >, TH B>, ik %,
A LY
DRERR. 2) SFERAR. 3) BAERASR. 4) BAET (#

IEEREMTR - (MEEEMIRICEK DS v horRihhia I 2R DR
~BE - Y—T07 057 b - R—LERE TORIFEE~
OMGER 75, /N BLR
EFERARZERR RRREESHEE

v e O BRI DD LERHEE A S BBEBRRIC KD
REFRSRIDIRET
O/NAEJEL BRCD2 L /NI A, Al AR AT TR
EN KAV, AR SEMEY . WK MY, EIL AR REY. FEE wY
1) EFENAZESE BAREESHE.

2) EFERARZHERFTEFT I\ AT A X=I T T—,
3) BN EREEREY YA BEY U I70YI T b

=
oA
Z

ft



10:15~11:05

FFRIEEE 1

FEE BB 3h#& GUIRERKZ)
[ Wi —7725 o)V IR EITIRRE |
HERE  FHE o EUEREEMRtYY—EEYYF Y TO0VIO N

11:05~12:05
—ARERE 2

ER: RA U ERERKE)

05 BEHICHITBEREERDOZE(LE Surfactant [T K ZREERIEDINHIER
OZ% k2 #ifp
RO URANT7—KRZE UN\EUT—Y 3 FE

06 FEKEDSHEEREHETIRAROTE RSV AT LOBHR ;
[EXMRICKH T DWARTOA K (FP) MERED—HE]
Ol H3Er
ERk B2V —

07 y/E4VYZERLEUVEREMY—T7 705 MEACICED
BB MR OD FREET )V
Ol #HBEVY, s W12, Bl a2, PEk] A%,
BEHT st V) WA 3EEAY, s A

1) RRERERAFRE G RS Db E RS0 25,
2) RREMAE EZHEEMFTA. 3) RREMAT WHFE—HE

(08 BREMSHHECSIZEILTIZ RYOBEIRFARFELTD
[3& SP-D
OF-# 5hr, il %2, (B Fi, B2 B, Ml 285,
WA O SRRk FEEL. BB G, KIF WHE. EE BL
AIRERIZMEIRE AR5 =58



12:05~13:05
B K &+ sm—ammcceiotRRTEBLTEET,

13:05~13:35

AN _
b = BEER A
13:35~14:25
sREH

ER:TH B—(BFERKZE)

iR BRBE D TE 5 Pk & 2 DREFE D S P IU) 72
PRI L Bz Rt 7E D Ji 52

T I3 RL RRERKY NRI SR (IEIREEE)

14 25’\45 25
?l:lnﬁn JEH

& HFOBL RREMAKZ)

AR TR 8 FE G, B(s - iad. iPSHIaZ W7z
HRLE L BHFE I O)

#A IR Sk Division of Pulmonary Biology, Cincinnati Children's
Hospital Medical Center, University of Cincinnati

15:26~15:35

J—k—JULA2




15:356~16:25

FiRlEEE 2

B  BK (8—(EEXZ)

IR s DERREZ S22 % 58 L BRI D 7541 7 3 57 — o P s Bk
~ WS 25 78 PEE 8 O d i

BAR T ek ATECE N RS
R - BERARSME LY Y — IR F—LA

16:256~17:35

JUIRIDL [ IREAEDE RN EEROBUIRE REE ]
ERHE &— (000000

S-1 MEEEREDREE UTOH GM-CSF HiiADBESDRE &
W —5 T Y —(C K DL DRERA
OWHE 3BV, B B0, Gk #i7Y, W% BEwY, &7 TEY,
TeH ZSERARCL Y. HER 2V, dEE V. ohdE fEE?, b %Y
1) FBAZE RS AT SRS EET Y I—.
0) BABEASRIZAS BEESET,
3) FrhR R Y — Ry —

S-7 ERUMASEEDRKRNEY —SERERREENEE—
OfH W2
EMAZRESRE F—NFE

17:35~17:40
REAERDIRES FE50@EEMHAREAE HE OD(OOO0000)
17:40~17:45
AR =40 ERFRAAE BEOEL GERERAS)




= R o i
A GH e
Tf Bl G T
VURDT L

— fix i E



sRAEHE

MM BRBE D TE F P& Z DB RE A S AT 72
Pl R ITY L B sl e bf 72 oD e 52

W 19 54
SRRERIAS PORYESE—FHEE (IFIRERPIRIE)

HER EORSEOAEYN. BEEEA AL CEMHERZIT- T b, BRYIES
LI Iy FYTISRT 2 2300 F - TCOMBAMFR L W) BRTH 5,
KA & B FAEI LS 2 BB Ol & v ) eids & A L MR RAE & kR
EIRIRAT A DANIEZ Tdh B 7T AZHHERE L\ ) 2D DBEAER 1 D DEE TIT )
BHER R ADGERR L7z B CHMifIE. Mieho8o%s bl kx ho, 20X
AW C130m* 12 % %0 ZDINKAHEE AT A MIBOFEEICIE, Mg I
T RGBS 7Y R MR ASAEAE Ly Bl T BUAERIE, P/ KBfaN & 78 5
£ BWRER A LA AR A D IZBI S 7o TR Rz, A
TEICE A, =77 75 ¥ POEEGWEIT, HEICE o Tl TR LR
MBS L L Cok#El o Tk, KifrE ) VIRE TR S Lo Mt —
778y M MRNOERRD 2T S5 2 8128 ) a0 Dk % 75
S L. MoK RED OMERFZ TTREE LT\ %o —J . BB omhe L 721k
DRFMEDBHEIPIALEAERER: (ARDS) & BRI CTd 5o FFIC RN %%
DT H BIEIRCHAFIENE 2 EOFK O & 7T RN 2 % SR 56 MR
PERlIgE & 3B L . BUEIZHESEMEIAAEIE . JRRRR I BT 98 2 S BBO ERAS
B B MR e ORFR & 72 0 T Do BRIRINICIZ. RIRIVZIGIRED 5 TP HEA
BRMEIRETH L. 0 L) RERD 5L  OMEEDFIERF CIEHRIED
FHEEICHRA TV 2, N5 K DBRA, BHEALIZBID 25 A M 4 v OF5BL
BE=P AN > 7V OSE L BIREICE D S O TWhW SRR & ) b T
B E 2 bNERENDL ZEDLVOVHIRTH 5, 2D LD i, BT



VZFSHE L2V 46129 — 7 7 7 &~ & C (SP-C) &5 F D2 Bpifa i &
Nizo TOT &% E o DFICRCKR % LIS BRI I 5 SP-C i fn T4 5
DIFBRDFEINATOINT & 720 TORRZARDLD S AMIAFRIZ N 2 FEFEIERTE
212 B\ T SP-C BIZFZERDAFAET 5 D4 & #A S R4t S 7Rk
THNT&E 720 ZOMER, SP-C BIZFARIE, ROk E 1385 550124 <
S, ISV VR 45 Cld. SP-C & O N RHNERIZEF L, —J7,
RG22 TId, CRINIERDPER T L L2 W6 LTE 2, E72,
CNOEDERPED L)L THEMNRDOIREZ D% D32 DPHLNIT 572
OISR SP-C BT 2VF L, Bia PRIl ~BIn A UIEIT 2 0, HE1R
FEA SN LEMBSHEMEFEOEEL &5, F I LR M ERR
(EMT) 2B LTW5Z LRIz, UL, MEM%IZE T TGF-4
DOEFHIC X BHGE T AL ERZ IO EMT A%, ZORERF I D DO TId v
M) RICEUT 2BIR CTh oz, F72, =77 7% ¥ MEBGTWIIED
% ATP-binding cassette transporter A3 (ABC-A3) #2824 /NEME M
flige CRIE SN TETW5S, F 72, Hermansky-Pudlak JEBEHEE D 5 KN & (=T
HPS-1 b Mg T & g lc B WCidY—7 727 & > MERICED 2557 Th
HUREME O IRIZ ST Do CORGRKERZHEE 2 5 LM T8 LRI 3515
¥ —T 775 2 NG D RO R AR OB IZ B S LT
B REMEDSHER S o

SIS E SR LW R 2 9 5 7 T Ml & il TS 1 Rl L2 1
V=777 VEAHATERTLEVHIIEBEEEEL TVRELEZ ENL, Th
S HiiaO L BOBHMIE OO T Rk bR S, Bl A Ml offgeid
FAELVIBEIS 4K, BRLTWGH Lo T eSS,
RFETIE, BB E S E CORMRERZ R, MiffasEs s ol & § 250k
DREEZEFED 72\



EARTENG Y 8 FIAE GG, BTG5,
iPS iz 7B LG B L P~ 1 T)

wA IR Rk

Division of Pulmonary Biology, Cincinnati Children's
Hospital Medical Center, University of Cincinnati

filifa 4 F9E (Pulmonary Alveolar Proteinosis, PAP) (3l D RS & EANZ 1 —
7778y NHERYWESRE IR T A2 RERTH ). HOREE, S5
BRI END, YA M A Y GM-CSF idfiifla~2r a7 77— %4 LT,
B2 —7 72745 FOEEEZHERT20ICEE R EZEHE2H-T0 5,
GM-CSF %%k a & %5\ 13 f #f5T (CSF2RA & %\ i3 CSF2RB) IZHRHE D&
% HAEVEMIIR & FE (Hereditary PAP, hPAP) & H.0M2, ZOJRRE. 2. #r
BUEHHEORSEB L OBIRICO W T 50 GM-CSF A KB FAR~ Y
Z (Csf2rb-/-) Tld, WELEB L ONS F~— =% L MRKOKEL R
To TOXYTAETNEHWT, TOREOHLMEEZH) <707 7 — Ul
MBI\ R % & T, Miklide R 2GR Ch b~ 717 7 — U#AE (Pulmo-
nary Macrophage Transplantation, PMT) % ik 7z & & A B 2GRN H D
AENTze EBICL Y FIA VA% AV BETHE Y AG DR 7 IHEOWSE
ZiToTWwb, F72, 41X GM-CSF AR #E 51 (CSF2RA) ICEEDH 5
hPAP #7725 IPSHilg 2B L, EFEKROP.LEEZEZ SN~ 707 7=
Mglc b s g72L 2AH, ETALNAREBREFIHIAIN, S 512
CSF2RA #InF%EA L7 hPAP-iIPSHildx ~7 07 7 — I~ b3 & 5 L 1%
REDUED A S L, S ROMZERBIANINT TOHR A VRIR Sz,



08

R MEMIRMEEICHITDEIL T T Z RUD
AEGIRFRIRF L L TOMmE SP-D

OT-% 83z, il H3EZ, A5 1R, B B, i 3%,
WA O SRk MR IR SR ORIR BiHE. AR AR
FIRER KRR ARIFHE=HEE

[H8] YV 7 == N (PFD) &, VisEILIER % & o3BlosR & LT, K
FTIE 2008.12 A I HEEEMERGRAERE (IPF) 123 L CREFHASITRE L 70 o 720 BRI
ERClE, IPF BEOMHEMEHRRES O T2 JH L, A E 2 R 5
CEARENTBY ., S5, TN T, EEEFOMiITER (VC) 255 B
(%VC 70% LLE) 2B WT, BiEEOET % X 05 Il 2 2 EAVRE N2,
—Ji. FAZDFENC, I SP-D DS, IPF O BARKEICB VT, BEN R
VCORTB LU THRE TSI &2t Lz,

[B8Y] RO IME SP-D 25 PFD OGHRIF: % Fill4 5 2 A5 RED &9 7
ALICT AT L,

[F5ik] 200844 5 2012 4R | ALIREE R RSBt & %7 L 72 IPF OB #E 544 %
BHBRIZHAE L 720 BEIL ATS/ERS/JRS/ALAT Statement-2011 (25D
T IPF & #ZWr& i, KiEIEAHI%° Pleuroparenchymal fibroelastosis (PPFE) %
BURRREGNL, RHIJED S 3BRI L7 BH 13 PFD i#E (n=25) & PFD
IHHERE (n=29) ICpF s, BB OhRfEix254 4+ A (13.3~3747H)
72o7z0 HAERFOIFIRFREERA R~ — % — (SP-A, SP-D, KL-6) % & &b
FLERE A L. VC ORI 2 b L AHBE$ % A HET L7z

[BR] WEIcBWC, BEEE, M~ — 7 —. PSR O B30
b horz,

FARED SP-D (&, #4FEM7% VC O TR L FELHB%EZR L7z, PFD I
BT, SP-D ? cut off flED 214 (220 ng/ml) |12 & - THriF 72354, SP-D &/
BB TR T VC O T2 RIS SNz 512, MiTHEATE WA
(%VC 70% LLE) IZHRE L T AHOREEIT->TH . [/ UHRIES N2,



[#558] JL#4iHE SP-D & VC id. IPF B#12B\WC. PFD OEFERHE % Tl
TAHMN. L2 HFNC e AU REMED S B0 T TICHE ENTWA VCIZZ T,
SP-D # w5 Z & T, X VIEHEIZ PED 2SER) T 5 B~ TX 21 Rk

MWhid %o



O50 k- FEHEFR
=IOTS L - PiRe&E

BARY—2
55 49 [E bt

N

&

25411 H 16 H (1)
B B ERNR S b BRR KR
WS 3E0A R ER R

17 T 160-0023  HGCHESHTTE X PH N E 6-8-1
TRERIRSE R R — B RE W0 g NF
TEL : 03-3342-6111

E-mail : pap2013@tokyo-med.ac.jp

& B % »

=

WENVE, o 2

o Sedand #Eatear R

sauvnr  http//www.secand.jp/

T 862-0950 REAHI LXK ATSE4-39-11 Y~ 7 F YV 1F
TEL : 096-382-7793 FAX : 096-386-2025








