1 AREREHOEREL#E X #x

X 2a, b

(HIGERARY: NREERIFR SR PI R EEM  IIRSEH, & ILsE)

[EFI5. SREHGIEERICEMN LI/ ANSTEICSIZBEREL B RBELEREE
BAED—HI]

FEDI

FEBE 65 MOLHETH B, 51 I HOREMBENMELERE L /2720, 7L F=V'1 Y 30mg
TIHERGAE. R4 CERSNI, 37y ALV 7L Fovn Y 10mg DB HES # G I N2, 52 Kk
IR EETEOFEROBEEESHBIL, i/ AV TREOSH 25177 (K1),

=B S INTTIC X AERBIREEOADED B SN 25, HEEIEHE (ST &%, ABPC/SBT. PAPM,
MINO, AMPC/CVA 7 &) % 18 ATV B VI THIRZE. MRS bHEL-O, 28, 7L F=
Y 10mg ODFFHFESET| &k n, WBECEL T TITbILTWw5,

I ANY T EGHRE COMBEEIAIRIIC DT 2 B EE R E 3R 7255, BER L &0 EE
R ICEE OB RO T, MRERELZBBICE) bOTR 2272 (H2). LAL/ ALY T
BREFERER 2 FLREABL T2 OAMRTORERENIMEE L, crazy-paving appearance &
geographic distribution pattern 2 L7z (X 3),

HeE DM D720 1R E S vk i & R E A, BAL W+ 3T GM-CSF HCHUEDERIRA S
N7zo BAL# & ) PAS W EATRER S v, #ifg%k 0.8X105/ml, MBS EIZ~2 07 7 — ¥ 79%,
1 ¥ 78EK 20%. BFFER 1%, CD4/8 1 1.35 TH 1)\ HFT D) 8Bk L % R /-, Mkt @ KL-6, SP-A,
SP-D i&# £ 271U/ml, 32.1ng/ml, 17.2ng/ml & FFEEHFA TH - 72755, BAL i+ D KL-6, SP-A.
SP-D iZ £ #h 3,280U/ml. 12,700ng/ml, 3,660ng/ml & EfE % /R L 72, & 512 BAL i H O $H; GM-CSF
HOPAIZ 2007 v g/ml ERFHETH Y, LEOFR X WV BEERE LS SN, BEDO L ZARER

96



WA CHEMENTH 55, MEAEFLEH L ThRW/ DRSS TH 5@,

EE

FifeEAEDRE & LT, $l GM-CSF HOHGKS ST LPHMONTEBY, 7077 —U%
FREROBEAREZF SR I L TWAAEEMI R SN TWwW5E®, Uchida 5 ik PAP BEDH 5\ i
GM-CSF / v 7 77 b~ AHROIFHERIZZOBERLHAICERFE IO ONLVH 00 BREICE
EHRRONAZ EERLTVAEW@,

ZWHMTERB SN, BEERT ZES2WIIRERERE O BAL 2 5. SR ICIEEZ TR
B, JHONVITH, TARVENVADPEREINDIEFNONTWEEO, JEI10 ) H VI TREREOHE L -
BV E &, 2002 £ Seymour S DFEFIZ LI ML 410 ADOFIBEEEECEEZED I B 34 N2/ AVY
TREDOEHE R V), K TRBEI» DR, TNTTUMBEREDBFELZD I L 260
AN T RBRGEEHHISHO N TWE®,

I BN D TG GM-CSF HOHERDIEREIZEA T 5 D, 2L &L GM-CSF H IR DO
W ANVTTEERATEOPHELN TR, 4% HV Y TREE (8 5ITREMED B IER
MUPBEEBRIER T ANV ENALE) 25, EDL) R AN XL T PAP BEORER (IFhike
RO TF—=ThE) ICHEREZ BB LTV LN, PAP OFERE BT L —0o0E L 2 BT
REMEDS D B0 RIBTH. SBOEFERIVEFINLLEIATHLHO,

FFEBITIX ) VD T RERGDSI & B AE OB IZSEAT L, BIRE, FEEa L Tr ot &EaERE
MR LNz, BEEORERIC, /WD TEEOBEENHT GM-CSF HOPUREA 22 L 72T et
2D EIREICHERED, MBEHEORERFLYEZ S5 LT EFCRBICEDERN L EZL O D,

B 1. B/ AV 7HE T OIS 7 2B B 3. iR E B AE & B2
LYy b BRE, ER-THEICFE T, BLECODTHPEXUATX ShEEOCTHR, crazy-
ADBESERD D, BEIIMECE HERDE, COLILTYAHT paving appearance &
LTsY . BEERICEY /7 ANTT7 IBEZRBMOBAICIIERD LS geographic distribution
FEERMINA, AEICKVERILHE -7 pattern €2 L Tw3,
U (@2 &W5H),

L% R

D T, IR, IR, T, HEEA. SRS 05 L b VY THED 1
Bil. HIFHEAEE 2005;43:375-8.

2) MABE, AR, HE—EB, THEME, HEHESN. ANV Y TERESEREME 2, BHOH
GITR 2B L 2 2l ERAE. HIFREEE 2006,44:738-41.

3) Trapnell BC, Whitsett JA, Nakata K. Pulmonary alveolar proteinosis. N Engl J Med
2003;349:2527-39.
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KIMAEWR D, TBEFD, ZERBEEDY, AHRERY, xIFLkxk—9)
1) FALRFERFBEE S R FERHITIR SRR 23 BF
2) RWEREREERIGENR  (BEFAF)
3) P RIHER L 5 —
4) BiEERE =M

KGEBIFE L, AR, DRSO OHECD 2MKE L OCHAFRBZZROFT 2 ETRKTN, 148,
HEFRELZLDTH B,
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bt o
1958 422 fififa & H E (pulmonary alveolar proteinosis:PAP) D BHEA ASIR0E X WL 7274, 1980 485

LEBERETHET S PAP D& SN 5 & 91274 ) HeR il % H#E (secondary pulmonary alveolar
proteinosis:SPAP) L IFIEN 5 X 9 (2% o7z, RO FEIE, FHkBICHEE T 5 % K M (congenital
pulmonary alveolar proteinosis: CPAP). ML B R BEYE 7 &K DEE R #4532 55 E(SPAP), #
L T35 (diopathic pulmonary alveolar proteinosis: IPAP) & FAFRIZIZ L 2 b DTH o772, L L
1999 412 GM-CSF (2449 2 HOHMEOHR SN, IPAP DIE & A L RPARBHETH L L Ly, BE
P MEREE MBS T O GM-CSFHADFEIZ L Y LTV b, D

T D72% SPAP O, EEREELHF TS PAP T, 2 2MiES & UM%+ 0P GM-CSF B

CHRBHEDO b DL ¥ 5, £ LIURRED PAP % B C55/% 4 (autoimmune pulmonary alveolar
proteinosis!APAP) & L, HUERMED DB L 2 BB 2 & L D%\ b O % MR BE R (unclassified
PAP EEZER L T 5,
APAP D5 IE GM-CSF # iy L 45 HEHA T, 22k 5 GM-CSF > TFIVEENREI A<
7R7 7 =VORBBRERTZERESE, -7 727 % urfactant: SHO S REEEE S B L T\ 5 L #
ZHNTWVD, SPAP BV THIiA~2Z 07 7 — VOS5 {LEE CHEEBENALNL TS 2, #
GM-CSF HifR I CTH L 22K - JHRIZRIHTH 2,

APAP DRI GM-CSF #E/ &+ 5 HCHA T, 2 Mic X % GM-CSF & TFVREEIERI Y
N7 uT7 - VORRBKRTEERSE, =772 %~ b(surfactant: SO MRREEES 2 L T\WwW5 &
ZZHNTh, SPAP LBV T UM~ 07 7 — VO LRECHIERENA LR TV A 2, #
GM-CSF HOHEIZEE THL 2 2% - IWREIZRBETH 5,

SPAP DIERERARIL, KN % b O, LS PREIE AU 5 b 0, AIDSD9
PEERGUBERE ODICEHTIOOFREENT VS, MEEETI, SHEFRERR
(myelodysplastic syndrome: MDS)819% FIIF 2 A HE S 5 b DS ¢ 1620 FpE1) o /SfE 2229, S5
VB HEME 2429, Fanconi 1l 2620, % &L &P LHE b H b, HOAEERTIEIR—F = v MEICE
FE LTHER] 290 A 5N T W B o JRYE CTILIIPIR B ERAE IC R L S a—F Y A F A% (pneumocystis
Jirovec)?®, FIERBEEYLAE 80307 KRB L L THRESN T2, PEBRICEET 201, K
EOBEERAT 5720~ 07 7 —VOREEL M L SF OB CE L h->TLEH OHE
WEEZ LN T WD, BHEEMIE acute silicosis??, 7V I 2 4 392F & ¥ 307 D4R 24 Kl EE
TOHREBD D 5, F2HEFNEME L 72 d D3 busulfan 12 & 2 39055 5,

BHE AFRZ BT 31 GM-CSF H OHUKRTE % T L 72 SPAP (3302 1 40 Bld 515 [FIF2HI R
PIZHL GM-CSF B CHUEM 4D APAP FEEZWIHIIE 360 4 5N TH Y . SPAP 2S3EE 12 F A 22 i
BTHH I LD DD 5 SPAPA0 BIIC BT % HBERHE O PIFRIZ ISR EAS 35 FIST%) & KE% Lo TH
D, DTS MDS IZEHE L7z SPAP 25 26 Bl | b Sy, F72_—F = v MEIZHEFR L7- SPAP 755
Bld Y, €095 461IE MDS b &6 LTz, MBHEEDI T, HMERYE S E OB ESRD
EFBLEALONDL, (F1)
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ARFRI BT S SPAP40 Fl 36>@p,lzkfrﬁ%¥i’3$# i« 49 7% (24 B~TT%) T Biid 23717 L Bk
CEWEBTH 5, EEEREDOKRMDZMBEE (85 F1) 275D Tw5S (K 1), SPAP A 5H#T & m
B CORBEEORFMILTY 55 # BT, 2FED LEBEEL AT 5 D OH 40 i 21 FIC
Nize F72 11 BUIEFEERE & FRIC SPAP DS T w7z (K12),

BEPRAE R L 57 VERG I PRI B, Wik, 2 L CHBLEZ ERISZZ SN, BEERE H T 2 EF O KE 5
S VR WP PR e o Wk 7 ST ZREIR A L O 5, Lo LEER CHREEFIEE % 15 S 72 E i) 9
BI23%)IZH BN D, F7z SPAP IZB W THAIIMMNE SN BFEIRE LT 38% &% <, 3 BIA I VEREITIR
PRI+ 582, 4 BIDEIR+ 552, 2 L C 3BITHREDADIEIRTH 5,

e [HEHTA

PAP D& R EIFEF L2055 ground glass opacity (GGO)WSEAKR T, /NERIIREEDIEE % 449
crazy paving appearance £ I & A TH 5 37, LD LAFOEEFES TEHIHEE CT(High
resolution computed tomography: HRCT)2SHk % S LT\ 5 APAP, SPAP & 12 21 B3 D D {%FT
REREBRSTL L, ZNENOBEBEITRIIRL > TV 39,

GGO, consolidation, /NERIIREEDEE L APAP, SPAP £iCA LD LN LD, %1 ThH GGO e
FEBICERLLEHRTHLD, 2O GGO DO IIBEFAE CHIEIRIZOA45% Patchy geographic
pattern ([ 38). ERAHBE TOFE AICOAH55 diffuse pattern ([ 4), LFO/Y — U 2SRE L7
mixed pattern ® 3 DD/$F — LI H &, APAP & SPAP ORI L ENA LD OND (&

2)o APAP 128\ T GGO D44 i Patchy geographic pattern 2MEAM(71%)7% D24+ L, SPAP Tl
Diffuse pattern ® GGO 234 % BAL(62%) 12 A & ® % o F 72 GGO D534 § 5 M EF IR I b AHED D ) |
SPAP I3/ D LR THiE & 3B —120 M LB 2 0L A L OB \wAY, APAP Tid BB IZ I~
TR ICOA T 5, ZOMOEEATR & L CHRBEET % [#3 % GGO (subpleural sparing GGO:
£ 5)iZ SPAP L )  APAP TEL(T1%)ICA LN, F 72 PAP ICB#METR & ST\ 5 crazy paving
appearance ([ 5) i APAP,SPAP &bt 7z 42 Fl&RTH B & 43%IT M é: W HNAHS, SPAP Tl 14%
DFEFNZ LA b T\,

R B ORES, ME CT 12T APAP O RERL. GGO % i) /N EMREEDILE 2 & A b
1T PAP &4 Bf 2 Bt WS, OV F AMICHEDS S Diffuse pattern O GGO 22§ 56050 7% { v, &
72 4 B MDS 1246F L7z SPAP Tid, GGO X 1 b 3EHA 2o /INIE ] FR BE o BEJE HS e 1 (975 5 Y
LR (H6) 2L Twah, LaL, ThHo SPAP ICA L N BRI RILOAL, Bifgdii, B
B (YA P ATOT A VAR, Sa—FY AT 1 AR 2L OENLPET S,
® MAHTR

SPAP ICBWTBHEOME~—F — 3 ZF N FNFHE KL-6 3834 U/mln=36), SP-D 236
ng/ml(n=36), SP-A 103 ng/ml(n=35), CEA 7.4 ng/ml(n=34) L BfE% /R, Lo LEWRICEFETS
BIGE L FNENOIMIE~ —F — T 3/36(8%), 12/36(33%), 9/35(26%), 16/34(47%)H L O LN D, FH#i
#% D SPAP ##, T o oliE~— 5 —3WRICL D EFT 55, 20 TH KL-6 ZIEBIEDIREIC
T ho F72 APAP IZBW T KL-6, CEA 2N BESERE L BT 5 D25, SPAP TIIH L 2% AHE XA
BNV,

W D AR RERAE T3, SPAP I3 IEEFEREE Z FRICHIRMIRAEE L 24 5, 23§l 8 41(35%)
I RPEHR R E(%VC <80%) % & L 723, PAZEMBREIEEFEVLw <70%)% 2 L EMIZALNT
W\,
® IJHEFHETR

SPAP D&% % il gk (bronchoalveolar lavage fluid : BALF)iZ, H# L 28582 NEEZ 2L C
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BY., BALF D% A F AE VERTRKECHEORE LBHRIRO w7 07 7 — VR BERE O/~ &
07 7—=U&) YREROEME A LD, HHBREOEHEWE L LTSF bALNL, T 7-/mEMRT R
& U THiRB RPN AR D RS (PAS Ftk) & LT SFAT L TWA %% Y APAP L ERET
Hbo L LHLAIZ APAP & 7 5FT I3 SF A3F5i L T\ 5 IHZSHRE B IS MR A3 A 5 MUK IR 7
EMOLEFEBEOEADPHL 2L (H7) Thb, MMEEDZILITERNIC L W4 T, L.
#EAL, B, RAEMBREZEEL TS, IO DMMEEY KL D7 EBEF NI IR SN
IEF ARSI BV Cid TR MO BRI HL R ASN S,

b el

SUEPC HE Jef CHFREME, PA
DIFE % H L O BIFEFWHMAICL 2, ZO7OKETHEIC L ARE MG R REELMER. H
BVIIHVEHOBT AR ER E NS, L L SPAP ICBWCIIEBEREOESE., AEOEE, 2L T
EHREOAR L EPOERTETBMICER T 5800 7% { 2\ .SPAP 2 EESZH ¥ 5 7201213,
£ HCIRRED g L 72K T CREEIRAIC X AIRBESMIT R E 2 5 LESH 5,

SPAP (& Bl L7z & 9 ICEEFT RS R CHEBRBOZA T, BRI S TS8R LT 5
Yt bd b, SPAPA0 BIDHEEZWI /i E % X 8 IS7RT A5, 10 Bl(26%) IR EXHEME I THESHTICE
HFMESR TIEREE L T b, T AR AT EE CHIMET EIC T SPAP 22 S A ER b A4 5
ns,

ERIZH & LI E &R &2 513, OAE, WiHBMm., BARERE (V4 X Faw 4L ik
V2= F VAT A AR) BESD, F L TEBERICHV T AR X B KR E e e
BRESMRATIEFREOEC L 2EEMBORE 2 EVEN L TV E%R S 2w,

e AGPHE

SPAP i DREBFIZE S L WA IHEILRGIE TH 5, FEEEICMTERI A SN 720 B E
EYE & L C P aeruginosa X Aspergillus spp. OV 2ESE R MUILEA %\, F 72 MSSA, MRSA
CIHMEEINREOBRIYES A DN D, TN5 D HMBBREEIFRAERLEEFREDE+EEFH
ANEELDERGERRTTH S, BYSELSME MRS X 2 I 5 & B S b 2 2o il 1 i
o E ORI, £ 7o MBEREEDOBIERBEED GVHD 12X AEREEL 2T 2EMLH 5,

® L

JREAH T 5 PAP OWEHIL R ENICEE L SF 2 RET 52 L 2 BH & L7zMited 2 st
%o SPAP Tb [k, IHEBEASEMCIFRASIIN UBEERE., BEZIERARLHICE L T2 95k
BT CEMittEsThb s, L L SPAP 1281 & e el iz — il 2 R L2 ET 2 0% E L
TIPRAEOYEIIIETE 3, IR IC L ) BYEO S E LR 5 IR ALEOELT 23540 5
bo HEEEELAE TS SPAP CHEEREDI Y MO — VA BEWICIT) ZENBETH S 1089, KH
Tb MDS (25 LBAEIGE 21T o 72 3 61D SPAP &, #Alf212 SPAP 2S8R L T\ 5 40, 2D 7201213
IMERED SPAP 120 LTI RE% 2 & ) BHAEZITA B L ) ICE&FREBOBEEY LTV LEND 5,
® Tk

2009 4 11 AT O SPAP 38 BIDEFHFZ I 9 IZ7RT . SPAP O 2 FEAFHIL 49%, 5 E4ELF
i 35% & APAP X LE LS FHRARTH S, ZOBERIZEREREOE, BIAEOSH. 9%
BARI S 2lEArEE, € LT PAP HROHE 2 L SPAP TR & ST R BERICL 5, 2 FELL &S
LT\ % SPAP JERITid, EERBOEILD % | PAP HARD IGE TR, RED D OFKESTH
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%o FoEmEE (MEER) CBHEEEZHITL PAP H%2E LER Td BB OBRIEE SR
GVHD 12 X 2 & B REDOE; CEBEEHAO I Y PO — U L TLEIZ LD H B,

P %e ER _—
LBEPEEER n=40 >
ol
TERREE CML Basedow, Sweet discase
nan Hodgkin Iynaphoma

MDS AML
MDS
MDS/RAES alveolar hemorthage
MF AML M7

MDSRA NUMAAM Lansasid
Beheet's disease MDS
MDS PRC
MDS
MDS NIMAE kansasii
Agplastic ancoia
MDS
MDS/RAER
MF
MDS
Beheer's discase MDS
AML MO
Beheet's disease MDS. MF

MDSRAES
MDS
MDS HBYV. NIDDM
AT,
MDSROMD
MDS
MIS RA
ML
MIDS (RAEB.2) HBV cantier
MDS NTM
Behoet's disease MDS, NTM
MDS
MDS
Aplastic aneeix MDS
fo2 Toberculosis
NTMMAL
Pl SeaE v an micrascopic polyangiis
Beheet's disenase
Wegener granulomatosis

<#2: FICRIEENES K ORI IR CIAE O MG 5L >

A n=42 (%) B ERIEPE 0=21 (%) FSERE 0=21 (%)  p value

» Appearance of GGO
Patchy geographic pattern 20 (48) 15 (7H 5 (24) 0.002 §
Diffuse pattern 17 (40} 4 (19) 13 {(62) 0.005 §
Mixed pattern 5 (12) 2 (1) 3 (14) 0.634
. Subplcum} sparing 22 (52) » 15 (7D 7 (33) 0013 §
* Crazy paving appearance 18 (43) 15 (71 3 (14) 0.601 §

§ p value < 0.05 on chi-square test

<E1: REEENOERR> <B2: SRR B ORFHMMA OREHIL >
(RRMRESEDI)

PO}
1N=3(8%)

RN | §
1R

28E LN

24ERLE

- =

o . - 0 5 10 15 20 25
mMDS @wEZOMOMBKESE » NBESRE v ARRERE (SEBIED
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<IXI3 : Patchy geographic pattern > - <[X4: Diffuse pattern >

<[HS: Subpleural sparing and crazy paving appearance >

<[¥7 : pathological findings in patient with SPAP >

B BAL @ BAL+TBLB
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<[9:SPAPD E 7F IR (n=38)>
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RBC 50575 /ul
HB 14.6 g /di
PIt 3.073 /ul
Retic. 10 %o
Blast 5 %
[Coagulation]
APTT 27.9 sec.
PT(act) 86.5 %
Fib. 413 mg/di
D-dimmer 1.1pg/mi
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pH 7.483
pCO2 38.6 mmHg
pO2 56.0 mmHg
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T-bil 0.5 mg/di
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CPK 34 1w/
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BUN 20 mg/dl
Cre 0.8 mg/di
Na 132 mEqg/L
K 4.6 mEg/L
Cl 96 mEq/L
Ca 8.6 mg/di
CRP 10.0 mg/di
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SP-A 62.7 ng/mL
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KL-6 3116 U/mL
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CA19-9 9.6 U/mL
CMV-DNA <400

CMV anti. Pt
B-DFILH <1.2 pg/mL
(AmmgetRE]

VC 4.06 L
%VC 91.2 %
FvC 4.06 L
FEV1 341L
FEV1% 83.9 %
DLCO 7.25 mi/min/mmHg

%DLCO 31.1%
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FilEREL, EADFERICL M~ s787 7y -0V —77 2% > MLBEEHERTICF &R 5
NLRETH D, DR LG FEYWFIOEICL ) BREAEORRIHS ko TEDDH
o ZDX) R THLMI Lo/ FRIC L VREREIX, K& 3DEHHEENTETVE, R
‘&, Bt GM-CSF $URiZ & 2 BCAREMMEELE. BHMENMEFEE I Lo LT~ raT 7
—VICELMBEARD TR AR OBEEICHE T 5 2 I EEE. GM-CSF SAREETERIIR
RINLIEADBLTFEE CHET 2 HERKEMBERETDH 5,

AETE, SERUMBEDEICOWTHE, B, BRICOVWTHRT 05, ST HELLD
DT % KRR, MAERBTH L7200 ABIFTLVHRITEHIZONE LT EEZLNS,

FRMMETEX, BEESRVCVIIERERICI VALY —T7 2% 0 FEEEETFEFICLI DR
fiE L7-MifREREYHE LS TH L, =772 % Y VEEEBZEF LI, BHE 237-2%Th
D, T CTHRERECERE L THESINh, BRIICEEESEZZ N TVELDE X LTH
Who ZIZTE, =7 727% » MEEERGT L LT GM-CSF XA EE T, surfactant protein
C (SP-C), ATP-binding cassette transporter A3 (ABC-A3):&ZF# Y LT 5,

GM-CSF A B/IZTER

HOREMEMERE L., Mli~so 77— o2 iEbd 5 GM-CSF (233 % B CHiEs
BLREET 5, —F. GM-CSF A7 A~ 07 7 — Y LOSRREBETFERIZLI AT 7 2
5 v MLEBERETIZE ) BT AMEEELSHS 2% o7z, Zhid, K E Trapnell 5. GM-CSF
HOMAEOBE T2 WREEROMBEREFES D S GM-CSF ZHMAED o« 8% 72— F32 CSF2R #IE
FORFIER T 5 RIRMMILE FHEDFFAE L 1 Lo THE L 720, GM-CSF Z28M4I13, o8& SO
TEEPO L VMR EN Y S FIVEART I EDSH ORI o TWEDS, TNFCERETD-D
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SP-C #IZTFER

Surfactant protein C (SP-C)iZ. fififa IT B LRzl & 5 & 1B Bk surfactant BEHOD 1T
H5b, SP-C BIZFAERIZ., RIEMMERMADORTH5FE SNBERMAORE L OMEbY TEH
ENTWD &, KFRICBWCTHE S I3, RIGRMWEREEIT DB\ CNES X O ERE DO BE %
fiige Tid SP-C BIEFDER%Y 20%5512580 . —HIFEHNIHNT 5 BB A TR, NERES O A
SP-C EZFEEL 40%55 122D, ZDOH T exon?, exond |[IEE % 3D A EHICIIEEHENGFAET
BILWEL TS W, LaL, BELOEER, BLALNE 2B TCONREITHL-0BHOR
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ATP-A3 BIZTEE ' ‘

ATP-binding cassette transporter (ABC transporter) A3 X, Hﬁﬁ"\ E2EIBEHED ) bbb KAE
A—8—77 3 =% TS ABC transporter DD ABC-AIZET A 120477 V—TD—>D
TdH b, ABCA 3 13fifila IT B _E Mo lamellar body (7 X 714K) @ outer limiting membrane,
Fifif iz > plasma membrane, multivesicular bodies (ZFFEL ., ¥ —7 77 ¥ ~ MEE D transporter
ELTERTIATHRBRICE Lo TWAI LWL N> TS B, ABCAS BIZTFEREZF-> /2
BlE, FRIRRYIC ﬁi%@ﬁﬁﬁkrﬁﬁ FrAERS W INEOBE ML, MRERELZRET S
EDHEEINTWS © @)

EYEWEEJ'“LOW“C I, ﬂﬁﬂ@%éﬁi@&%%ﬁ LTCw2b0LBEEMEICEHFLTVELDNDH 5,
IhETORETIE, MRERET BMCTREL TWAEIL, #AE3 » AUNTH Y, BIICAEFL
THEBNE 2, WYL, EIREICIE, MR EE 2 L, MiAREHE. BALF BT R & B{ZFRE CTHEE
LTWwW5%Y, ABCAS BIZFERDSY 4 712X ) ABCA3 BEHOBREEESEEDSL DPLEEDODLD
FCHEELTBY ., BRERD ZOBREOBERE IZKFE L TW5, BREERBALSEEREZEL T
Wb, BT, EEEATOAL R, N PRIy und VEIRE IR TWEINRFIE-ED LT
W\, BIEIIIEBAEAERK S LT 57%, REEFOMRITE->E) LTV, ABCA3 AR
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W55 %WIRILTH 5,

2% ik

1. Suzuki T, Sakagami T, Rubin BK, Nogee LM, Wood RE, Zimmerman SL, Smolarek T, Dishop
MK, Wert SE, Whitsett JA, Grabowski G, Carey BC, Stevens C, van der Loo JC, Trapnell BC.
Familial pulmonary alveolar proteinosis caused by mutations in CSF2RA. J Exp Med.
2008,205:2703-10.

2. Suzuki T, Sakagami T, Young LR, Carey BC, Wood RE, Luisetti M, Wert SE, Rubin BK, Kevill
K, Chalk C, Whitsett JA, Stevens C, Nogee LM, Campo I, Trapnell BC. Hereditary pulmonary
alveolar proteinosis: pathogenesis, presentation, diagnosis, and therapy. Am J Respir Crit Care
Med. 2010,182:1292-304.

3. Nogee LM, Dunbar AE, Wert SE, Askin F, Hamvas A, Whitsett J. A mutation in the surfactant
protein C gene associated with familial interstitial lung disease. N Engl J Med 344:573-579,
2001.

4. Setoguchi Y. Kume S, Kono Y, Togashi Y. Mutations in the surfactant protein C (SFTPC) gene
encoding non-BRICHOS domain could be linked to developing sporadic infant-onset interstitial
lung disease, Am J Respir Crit Care A2500, 2010

5. Mastubara Y, Sakai H, et al. ABC-A3-mediated choline-phospholipids uptake into intracellular
vesicle in A549 cells. FEBS Letters 581:3139-3144, 2007

6. Shulenin S, Nogee LM, Annilo T, Wert SE, Whitsett JA, Dean M. ABCA3 gene mutations in
newborns with fatal surfactant deficiency. N Engl J Med. 350:1296-303,2004

7 . Doan ML, Guillerman RP, Dishop MK, Nogee LM, Langston C, Mallory GB, Sockrider MM, Fan
LL. Clinical, radiological and pathological features of ABCA3 mutations in chlldren Thorax.
2008 63:366-73.

(i 13554

115



