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ATV, WBEEREDO A W L7z, T
GM-CSF fifiidBat: <, Milas HAE DB I
ZTWRWH, THHIABEEIRHRLCET
Wb,
2. GM-CSF ¥ 7 F VD E#H

FEF 1 Tid. 2l EAWETICBN T, &
BB D GM-CSF IZ X % STATS ® ) Y B LN
WHMET LTz, —F. K MEZRRKME T
X, STAT5 OV YEEALSHE S 2o 7 (B
3-A), TOHEMNL, MIFIC GM-CSF ¥ 7 v
DOIHERFOFFEHER S 7z, TF-1 Mgz B
W HBEHEERTIE, HBOREREGHE
(APAP) BEIME & BT 5 LEFVDH DD,
HEREHERREER LS (H4),

FEB 2 13, &, REMEZERMRILIC,
GM-CSF 12X % STAT5 ®V Y BILIZET LT
Witz (HE13-B), 7o, MIEHEERICE
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B X APAP OSEICE b > TV B W HEMEA H
5@, ZOEKERT, KA I ERERICH
GM-CSF HifkRathED PAP # 54E L 72 s AYELR
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LY HOHAESHH SN TH B IRER D &
ETET, SHROBBBENLETH L,
BERTOREDKRELAERENERE
& PAP RHE & OBGEMEIIAREHTH 5, KR
FIZBWTEI—BIRENH 2 OAT, 911 [HE
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Lads, BARKELTIE, BYREICNL
TEEICL D BEOLBEYIEE LITONE
Do, SHREENEIT 5 EESH D IEEGE
WBENLETH S,

2. fEBI 2

SPAP IZFHCORBEREICHEETH2EN MON
TBY), X"—F v MR, "=V F—RFE
fE. BRSNS R E R R L
DEED BV, FEHENDEHFID LN T
WA HY®, Antisynthetase syndrome (2463
% SPAP Ik EFO TORETH %5, —F T,
FREFRBEARSEICMEA T, A7HEA FIZL?
RIEAEIRFE L SPAP HIE & DRESHE S N
TWwb, REFITIZ. AT 04 FIEHEEZIC PAP
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3. 2HEMICHBITAH GM-CSF ¥ 7+ v

in vitro DFNTTIX, FEBI 1 IZBWT, §iw
ZH 5 b IMiEIC GM-CSF ¥ 7 FIVHERFH
FHESTLEIR SN, fEH 2 Tid, GM-CSF
YT FNVIEHEIN TR0 T2,

SPAPD GM-CSF ¥ 7+ VIZBET AL E o
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Bl KA MEZEMILO GM-CSF ¥ 7 )ik

125

SN TO R WERP S, MBEEBIZAHET S
SPAP L IIRIEA N = A LD R BAREMED D 5
FEB 1128V TId, L GM-CSF Hufk LSt o &~
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HORRKIZ L 2 BEEMELETH ) SERMEM
REREBLOY—77 2% v MNEEEETO
BEICERT 2MEUEMESE IS, 1T Bl
fa bR O B2E & LT, surfactant protein
(SP)-B KB V). SP-C £ JiE? . ATP-binding
cassette transporter A3 (ABCA3) B#E? 8
mohTBY, filivrorr—Y0REEL
T. GM-CSF %%k (GM-CSF-R) DEFE DK
BEINTWwD Y, T2, HRE 25 BIETRE
ERIEAHTH B4, BTy~ 7a 7y ViiliE
P EREMBERESFEL, KERE LT
GM-CSF-R DA EFIZL Allila~ru7 7
—VORAREIEEINTNDEY, 51213,
Thyroid Transcription Factor-1 (TTF-1) D&
HH CPAP IZHPIL-EREET A Z &5
X NTBY Y, Alveolar Capillary Displasia /
Malalignment of Pulmonary Vein (ACD/MPV),
Pulmonary Interstirial Glycogenosis.
Telomerase B#EE{ETF DORE I X 2 MikiHERE .
GATA2 BIEFR¥% 12 & A Monocytopenia and
Mycobacterial infection (MonoMAC) Synd-
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MifaZ 15 © GM-CSF ARSI T $DF 4 & %DLeo (B HHH%E

HE#EVLZ FriBRE

HEF—, FEL mHERE, TR

eSS

ERL. UAETEE, KIMHNESR, TBEEF, HIHIEH,

9 e Rl

LHEH., PILUFE, aHEZ, JFE#%L‘ FRAE B, MAERRAT, BRI,

#RIEAI, Sy —AR,

DI

Fif & FERE O GM-CSF W ABEDFH
BIZCld, BERICIEEDBICHIEEMFITD
BEEPLEICRL2B05H ) 2 OBEICHEES
A, FRERFIZOWTIEAHETH 5,

R EFE

BEEZOBRITR CHEESFHT2RT
D20, RFFTO GM-CSF R AGHE (IG#
HAR 24 58, B A B 15mg) &%) 72 35 41 (B
20 B, & 15 B, s RE 55 %) D H O HIE

Ml & HERE (24 BITHER) DBHBRERD
FRPRAT R L ik 30 7 A DBINaROLE
TEDF & BRE L7z,

%%

IGHEE % %DLeo 34k, 4. GM-CSF ik
AR BRF-SERGIM TR EERIT R
o7z, LA L GM-CSF W A IEEZ B INE#E
wWEL Lo 72BER, n=23)TliX, B
WBEELLEE LB (AT, n=11) &L T,
BEEH%DLeo % IEMPo 7 (68.5+3.3
vs 46.8 4.2, p=0.0015), ROC Hifioirx 82
olzb ZA, 1EFEE%DLeo ZEHE(E 54% T,
FREE 82% - HREE 83% CHIGEL FHIL /-

(E1),

SO ITEBRAIE oA TR EER (% DLeo>
61) CIEMEH (%DLco<61) D THEE
(p=0.0018) A 57z (B2),
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KIRIZ BT 5 Fe 5 Ml B2 & B £E (secondary
pulmonary alveolar proteinosis: SPAP) D4
HEEAED TE 2 D, KEBOHIE TERRNFE
BAEBEL ML TELD, FHAEGITIERR
BRELBATHIIEOREBEZ VDI FETE
HFIIAHDOE £ 299 ThH B, Z D705 M0,
SPAP B ORIAES - BBETRTH > 2E
B R BYRERL 2 T L 72

PO Ry iR

Pt GM-CSF HOPURRBEE P OERERELH
5 5 fifi g & B AE % fe 5 VAT B & B AE (SPAP) &
EFL., RIEHRICTEERETESRLTE
JEB % X3 512 retrospective chart study %47 o
7zo SPAP B#HI0D ) b, SPAP MEZMi#IC
24 71 AU L OBRIREB A A T 50 (REAH))
RS E L, 24 7 AR OFEBERER (5
HAB)) % HBUCERIRIEE# (BRRE &=, BT A,
MiE~— A —., WEEATR) 2T L7,

R

BAEE CICAMAHETEHIN TS SPAP
k496, £DH b 1541 (30.6%) A¥24 # AL
FORMAESR - BIETRECTH 072, £D 15 FID
ZWEE O FHERIT 46.9114.2 %, Bl
1.5 EBEMHICE ., RHEAEFIEII 30 7 A T
KAEIE 126 7 A DFEBID o 720 F /- EEEHRA
(3 13 51(86.6%) A3 M FE B T8 MR L HUE At
(myelodysplastic syndrome: MDS)A»SK&ER45> %
EOTWE (]|1),

G115 1) & FZHAB1(30 B D ERR G % B
BET LR EZUTIORY . Es (FHRAR
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preDuration

45.32:£425
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X 1 : SPAP 22HT & TOOEBEROERIIRE

Bl) \ZZWEE O 45.3142.5 . Bick
1.3 TREBI L BB LREL AL DL P> T2,
SPAP 2l ¥ TOAEREBORBHM I, EH
Bl 58.4+88.1 » AIZxt L., FHEIBIIL 45.3+ +
425 n BLEBLRERAREDED-72(F1),
% 72 SPAP Z Wi ¥ CORERE B O RIFLIRHE &
SPAP Wi OAGFHB L OBICITEHS, &
HABI3E I CARBIREAR 12 22 D2 o 720 RIZ SPAP 2k
B¢ High-resolution CT 75 ground glass
opacity (GGO) @ ¥ 2% ) % visual scoring
system® |2 & V) WFER CER L 72, MIEIFGEF 3
AT A AEDEFTA 3T DFEILERF 20.3+
6.5, HHAB 193181 L EELERZ AL O D
o7z, MiE~— 75 —13 SPAP Sk #E *
KL-6(x g/ml), SP-D(ng/mDIZ TFHEi L 720 2D
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F&l 247 AL EEF-BREETHO-EH—F

Underlying disease complication gender Age Survival time (M)
1999 non-Hodgkin lymphoma M 48 60
1991 MDS HCV, DM M 54 80
2001 Behcet's disease MDS F 51 126
2003 | NTM(MAC) F 28 28
2004 MPA (MPO-ANCA) F 25 36
2005 | MDS (RAEB-1) M 45 30
2005 MDS F 77 24
2004 Behcet's disease MDS, MF F 51 26
2006 MDS M 33 28
2007 MDS HBV, HT, DM M 47 24
2007 MDS(RCMD) M 27 24
2007 | MDS K%, FEHE F 59 34
2007 | MDS (RA) DVT, P a— LIRS M 63 24
2009 Behcet's disease MDS, NTM M 50 31
2010 MDS (RCMD) M 46 34

Total cases: n=15, M/F ratio: 9/6, mean age: 46.9+14.2 yrs
Median survival time: 30 months
( min. 24months, max. 126 months)

REMRAE Tid, MifE&EE CTEMR & %2 2 H R
SREE LR EICIEH L, Lo L SPAP
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Do,
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NOES D EMEREETH Y, 24 5 B AEFERIT
49%TH o720 TD 24 7B E TOHRTIIEDIZ
18 BT DRRE & L TP 23R LE 10 51
(55.6%). SPAP HEDEAL 9 61(50%). ZL T
R AEDOE 4 51(22.2%) L 4 R ERTF
BEARELTBY., PHRARRTFE L THT
TEIEDVRETH o720 FDIROAEETIE
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