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i

Jifi B 28 F1 3 (PAP) 13 1958 4E Rosen 5 12 & 1) FR#R & v, FATETId 1960 45 & 12 X o THN S
N7V ERTH L, MEERERY— 7727 % v POERT ZIE0HEERRICEEIC L)
BafeN g £ & L CERMEERNICY— 7727 % v FHRYWE T BT EIROEEEDE
DEEEEERTEEORKRTH 5,

B

PAP |3 H O S0y PAP, i3tk PAP, J5R1E PAP, R PAP IZHE N5, ENTHHEIL
90%. 9%. 1%LAT &H#HEE, FAE D H M PAP OREEZRIT 0.5/1,000,000 A, AHRRIE6 A
/1,000,000 ACTH 1 . BRI PAP IZHATH 700~800 A& HEE SN b, fFEltd L %K
£ PAP D IEFE % EERIIAHATH 5,

Y|

HO%EY PAP T, BRI~ 7077y —Yau=—RlEAT granulocyte/macrophage
colony-stimulating factor (GM-CSF)Zx$3 Z2HHIECHMEIHFLEL., Milg~r a7 v —T,
TR EROBEREREEIRREICE ST 5, fst: PAP 3B HELREEN 2 EOMBRE, MES
HADTA, BYSE, )Y VIREEAATE, X—F v MNEETHROON S, LR PAP &
L Tl surfactant protein (SP)-B. SP-C. ATP-binding cassette A3 (ABCA3) BE{ZTDHEER
GM-CSF Lt 7% —DEEFHE I N TS,

. EIR

B O ME PAP OB id 2:1, SWIFFEROPRMEIZE L L IR TH o 2o ERITT
VEREIFOR R #E (40%) . 1% (10%) . W&, HRERAD, BEL L, ¥ 30%DBHIIEERTH 5, HiE
AT R OENIERDST BB CH 5 Z L REBEDORBHTH 5, HFMETld PAP OIFRIHEIR
R CREBDEREIbD %, BREIIEELRGEIE N,

A PEAE

H O PAP212 Z O TIE., 6%ICERYHE (i 7 A~V ¥V RHE, IR PR, Fii
KRG, BZe.) . 1OMICEMER, 1 4%CHORERR, L ANCHIBHEE L &0F L Tz, s
T PAP TR B D EBHENMD 56
(=Y -8

H 5 PAP (213, PEB R (M) 25T b 5 o SRBRIY G & L T GM-CSF i A, GM-CSF
BETEDRASNT VDS, SN PAP TIEIEREREDERE, H5 Wi, RiF#EE (&t d
BVIEKIBEEGE) ORBIZOVWTIZTEF Y ARV, BHERBREREEICHE ) KRB PAP T
EEBAICL ) PAP DB L2 OREDD S, oK PAP 1k, MEBEETH D TFRIEIRE
THbo BRICIVMBHERLEHMBHESAAONDL I VD5,
g3t
(il & O ORI ER OMFE, ZHr. HE. SHOBEEL L fast oML stk
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/%i; . 4 g
JififaZ B (pulmonary alveolar proteinosis: PAP) % —7 7 7 % ¥ bOERK F 72135 AR 12
EXRHY, FOZEHERTHBAEAN, £& L CREERERNICY -7 7275 » MR EORERE %
%Tg@%ﬂ) BHRTH 5D,

R

HISR A B

B
BEICHEEL, BRI LT

W E R, WRRERS . RS S P
RIS O % A & LD,

LTO L3 55T 5o ilkﬁ%@ﬁﬁ&%nﬁww&%ﬁTo

(1) BCREEMEESE (FFREMREDE - 1)

(2) e FE VLR IS & FE

(3) S5 R AN e & B

(4) o3 HE Ha & B E

IE 0 TINS5 VIR SR & B iE & i‘h’cwtﬂﬂﬂ}@%lﬁlf@ ILALEHH GM-CSF HO
PR TH D Z LA P L 2o TV D, PUEDHIE SNEETH 2546 3 HCRREMIZEDE &
5o ERM, BRESRE S, 75@%2&%»5&@%@ GUEYEt: "Iiﬁfﬁﬁfﬂﬁéif EIES,

(1) (2) <3)%n%n&ﬁr§%ti 90%. 9%. 1%LLT . FAE D H O EME PAP DR EEIZ (0.2—)0.5/1, 000, 000
A HRERIZ(2—)6 A/1,000,000 ATH D | aaﬁmﬁ PAP I3 HATH 700~800 A L HEE SN D, Hi
ZMEB X USER M PAP O IEMER BAER, ARBIIARHTH 5,

3% (idiopathic) B o R
B3 (primary) " (HLIFERBIEDIFE 1L 455
#X8Y (acquired) M &)
#5314 (secondary) =) HOREMN
SR (congenital) = XM
(FFHYE)
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HOREN PAP OB it 2:1, BUEHERHOPREIZE L E BIZ LR TH o 70 FERITHERIE
RS, B, % & K9 80%D BEIIESEIRNTH 5, WG ROENERALBHEMTH S 2 &ﬁ$
EEDOHFHTH S, EE%F@W@*%®W%&7F¥7§E1 FTHE ., PR HLICEEE
W5 EDEVH (bat wing), EIEFFICEELROLFEL H L, EOHE CT T, /J\%FEJI‘FaB*@HE
JBENENMEREL o725 0 77\*%52%#%%&5‘3“(“%% (A0 ¥ DR %\ iT crazy-paving
appearance) . #issTE PAP 3 ¥ 2GR+ 2T 5, K8 Marmk (BAL) & “7k@<‘.’. £
R CHABL. BT LB T 25, kIR~ 27077 — V%8, PAS BHOEREY LI S
Nb, FEEELMAERTIE, MRERN, £& L TRBER WLH&%@@U+§B&%E#%ﬁiéo
B OREN PAP TiiiE T GM-CSF BCHiE2SBMiTh 5, MisH o KL-6, CEA, SP-D., SP-A %
BERERIC CTERICER T 5, PAP OBWNIIEEITR., MER > SMBEEEL %, BALFTR
eZEZ L L URBIRCHRES NS, PAP OB, $1 GM-CSF HCHAZHE LSEOZW % o
%O

T, BWEELZHOT V) A8 %27RT (M1),

(Mt 25 1 E O 3B I e |
FRI, LT 2 HB 2@/ -2k
WP © BE CT (FEHI. S #eE CT) ¥ T, MRBEREZ? IR TR LEET 5,
2. mE - MREMETR C ToaBEE I bEERT, A
a. SEMRaEE (BAL) M CHEBONERZEL, WET A LEBT 5, REET, /%= au—
Bt TIA PT) = cRF 5%5@«'#@435%1_%%@(11%}1, @RIk~ 077 -3 (foamy
macrophage) ﬁ‘&%ﬂ%o
b. RELME GEEELMER, SBHOER, BR) CHMMELES XHTAFESALND,

1) MEESREE CT ICC, CEAMT Y HI AREREGGO) BROLND, GGO D4k, HE%E
FEVERTRG 2 U CIIMbBIIR GEARASEER) Th Y, HEMMBEEEE CIY— GG )
ThhHIENE N,

T 2) HOREWMILEEDBINICIZME+ O GM-CSF HCHAI B TH L I L2 LEL T2,
P GM-CSF HUHKEOWEDL % SN TV 2 WEEIE I N E TOSEICHEV IR B E & IR
.ﬁﬂy)é
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[ k. BB AR WLy —{ fEHRCT |

[ f;%KL-6. CEA. SP-D. SP—A, LDA%&IE |

REXFRE
TBLBIZTPAPSEIMIAT R
BALIZTPAPEF B (B8 LR, PAPISMESMEE AR oaDr—U%)

SBYFRILHDN
(X BERES

| I5&$GM-CSF & B34k |

! T mUINDERNE
Rt I—» PAP% LR EIEPAR
E-L55%KE > ﬁiﬁ%ﬁPAP

WL e
wY . AT

RO | HGM-CSFEE
HREmERAR EREF A

et A PAR
Se R MR AEPAR

& G fEPAP ESEIEPAP
Bl iRl A EREEHMES

B

(HEz—)

Fili R 2 FAE O BAERE I3 AEIR & BUIRMLIE A 2 (Pa0,) &AW THET %,

1 &L Pa0,=70 Torr
2 Y Pa0,=70 Torr
3 i 70 torr>Pa0,=60 Torr
4 A 60 torr>Pa0,=50 Torr
5 NG 50 Torr>Pa0,

* PaOz @ FERTWAT. KHEML
) ANBIEFER<

TR PAP &, sHERESIT) D FRIIARTH 5, fikwMl PAP IEBEBOBRE. H50iE, &
HRE (St DH 5 VIZKIEIES) 2179 . BHBEBRERE ) KB PAP TEHMBRHIZLD
PAP bWE L OHEDDH B, HOREN PAP X, ¥E#EE: (&ikE) "B Th5, R
HEL L TGM-CSFIE A, GM-CSF ETFiEDRALN TV 5,

k4 13, PAP OfEtk & B OB MEEE RS EDED S EEESE T ERE L EEREL T o 72,
FORER. BIEE 1. 55 WVIZEERO B OREE PAP BE X, EIEHE T WEIHEIRIIEE L Tz,
FBEOBEWER., EEEOEVEFTIX, HWEMDL, &b LN ELETH o7, 28%5DHE
ZIIREE TR THHREMR L2, HIZ, RADIEERNEEZ 2EREE L LEEFHERT,
B, Chan 5 b A DEFRAEOKERZET 2, BEE T I L LI2EERSHEZHERL Tn 5,
2F ), ()EFEIR BERELL, A VIEERERES D) 1T, BEBE (GER. Mitkee. |
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BIRAE) . QBE-PEE (FEEOHECITHREEE, S7ERICBERAZET LREORIRESD
D) 1TiE, BERBREIC L B, FLTCELL 2 VWHEEICKEEBIET 2 (R, Mitkie, Eek
%) Q)HHE-EE (BEOHED LV ITRHEIIPREE, SCHEmERA L ET 2 RE Ok
REDHY) ik, 2D 5\ IEHRBRIYIER (M-CSF. M) %2479 L LTWwa,

N OB IZ DV T, Toachimescu 513, & A 15 R #E 2 1% R # . PaO2< 60 Torr. shunt
fraction >10-12% @, Chan 53, MBENICBHHVHE S, LTO—20 %l THBAaL LTWw5
®OPa02< 65 Torr. @AaD02=40 Torr, @shunt fraction >10-12%. @RS, Ze8H I B8 72 10K
W, KBREMEZRDL L LTWEO,

EMPEEDOH L. SR TICEADTEIREAZIT) . R ZIEALR L, BUIGED BB T 2 F
THED R, R RITIRAERBIEKEH VS ZEFEVD, TEF NV ATA VELMALEELH S,
EMitEERERE IBIIIERYPEET DHEDL VD5 40-60%D BE T ) R LEEILETH 5, X
Bk LMY ER T E R VER T, ERSNLENH LA, FEITTHTIER L, B TIE—R
BCTlERv, BFTMET T, fRE8X7 74— A a2— 72 BT, K%, BRI %EET 5,

EYRELLTT > 70F Y = VORRIPITONL ZEDBHIPLEF LV AFZ L\, . AF04
R R RBEIHIF R PFETE v,

BiEE 4
FER i H LN
Pa0, * Pa0,270 70 > 60 > 50 >Pa0,
(Torr) Pa0,260 | Pa0,=50
A &t BBRR HEH| Rigskie, £MsES
- SR HHOEHERIAR
RUBSRRE

* Pa0, : ENKBRAT. REEAL
BEHk B EER. ER., L, ERRE. mEv—h—%
== BRMMEERECEREEOSECHBNERENRETLIENDS,

(1) Kitamura T, et al. Idiopathic pulmonary alveolar proteinosis as an autoimmune disease
with neutralizing antibody against granulocyte/macrophage colony-stimulating factor. J
Exp Med. 190 (6), 185-80, 1999.

(2) InoueY, et al. Characteristics of a large cohort of patients with autoimmune pulmonary
alveolar proteinosis in Japan. Am J Respir Crit Care Med, 177(7): 752-62, 2008.

(3) Chan E, King TEJ. Diagnosis and treatment of pulmonary alveolar proteinosis. Up To Date
17.1. 2009.

(4) Ioachimescu OC, Kavuru MS.: Pulmonary alveolar proteinosis. Chronic Respiratory
Disease 3: 149, 2006

(5) Seymour JF, Presneill JJ: Pulmonary alveolar proteinosis: progress in the first 44 years, Am J Respir
Crit Care Med. 166: 215, 2002

(FFLx&—)

26



1. BRYYED TS
[fror= Fors]
MR R B THRE IRV T, TOHEBRH TR R IR FEOTDI, A TN T IF L DR
EIZE R THHEEZLN TV, L UIE [EREICE Té?&%/@;j%%*ﬁéjﬁbkiﬁ%@if;b\0)(\
T —ame U TRERL 35,

AT NPT IF L DEIFEFHCONTOEEIEIL, 65 BRMOBEH T 70~90%E S TWHCKE
CDC, 1997 4£), 2009~2010 FEDFBIA L T N2 P T AN ADKFATICEH, CDC TIE 2010 4 2 Az, %
NWETOFRHEEEL, £% 6 VAU L CEBERFERICEE LN T RN TOMSRE ~OBFERAHEEL TV
5(A),

F7/- BT D Cochrane review (ZkAE . RELIER O TZF 25 WHO HEEED A7 V2 RkA W CHESR
S, TNNTDEDOFTATHREABRL QB HEE, BEEICRITDVIFUEBRILL AN 7V FOMEXHE
REEETL, 0.27 [95%EHE X [H:0.16-0.46] Tho72( 1 ), EFIBIZ 2R fEBREL 0.58 [0.37-0.91]1&720 &
JERBIEE 0.48 B [0.62-0.34) @S H3 AREHIRIE 0.21 B OFEHE [0.36-0.051IcLEED | ABEOftidk
T+ AR BRITHER SN T,

FRIAL TN IO T, A TR LEIOREE T 70~ 90%DH B L RN ELL T +oTHHE
EZ2HNTWA 2 (B), F-EEHREHRIA L TN U rF L ORGHEREIL, et EF D S CRIE,
WEHAEIR TS Y,

ik ERED 75 ]

JifaE BAEBE IZRBITAMHRIRE Y 7 F v O Raw AT T, — RISV F UBEREIZEY Mk EKE
PEEERIL 56 ~81% T TXB L EDIA, IT4ED Cochrane review (ZX5E ., L. BIIUE., $ElER S DEEE
PER A BRE R RO FRIEA Y X ik, V7 F B L 57T 0.26 [0.15-0.46)ICK T3 5(1)9, F-A 71T
VYO IF UL RTAE A /7»:1:/#*?’%4% XA ABERE 29~52%, LT RE STHEBSEHIENTX
T TAMENDD Y,

HATH 23 %%#@ﬁ‘?ﬂi“/’@&;é:;w%ﬂy?x NP®)MiE I C& D, BEMABRIEINE/RDDIE 2 B
J:@H%i%%%‘@%tf HBM, ~ﬁ}ﬁ&: 65 w5 LA _E D E OB IR B BB IR RS QB Y,

& B BEBIRERDT9D1IZ 6000 F~9000 Ao AAHENIHD, ABBEHERHSBIAELDHY, B
ﬁ%%‘%ﬁ’}?ﬁ% [T b’é BT BZEMEELLY, ‘

BHARIL 5 FERLESNDD, B OBV RIS ~OBRENG, ARE CIIBEERE RO bV TR
ST, UL 2009 4E 10 A 235 65 w5 LA D@l | HAERY £/ 1 3 AFS A0 M HAE D B | T 2 DR BIHIR
BICHDBE SRR, BEENFREL o7,

[ PR BRI GE DO W ERH T BE K ]

AL TN PIETRIR, TR B L ORISR T HLE 2N TND, EDFRhiELL T, v X770
ABFERSN TS, AES/NER, WRHFRBOE#MZ IR REBR T, SR~ A7 3B I LDk
PP BHENERIE, NO5 v A7 %35 LB LIEL MEDFE SN C0D 7, FIRICA VIV P BENFIE LTS
A FUROE T :tﬂﬁ@%?ﬁé%fxw WG TFBINRITZ LD, HIEDORER 36 FEFLINIC~ AT D3
%&?%‘/‘@fﬁ]ﬁ%ﬁi‘&)ﬂ I BB THEIHLEEN TS Y, F/- Cochrane review (Z LA AFFEHTT
1 AT NP RS T R ER DO A L AEGE DT BHIC EEJL'C BREORUELZBRE (4 Xt 0.3,
95%{Z HE X [5100.23-0.39]) . BEEIDFHEV M0.54 [0.44-0.67]), #AFl~A74# F(0.32 [0.26-0.39]), N95 <R~
5 H (0.17 [0.07-0.43]) . F4%4# F1(0.32 [0.23-0.45]), 2 F(0.33 [0.24-0.45]), Zab 4 FEDHE(0.09
[0.02-0.35)), v Azt — 7 Wz k5 B B5#0.10 [0.05-0.17]), £¥Ei4+(0.30 [0.16-0.57])72& z‘)w\@lm)ﬁ
ZhEESN TN 9,

2. EREBI IS KOS, BRI B

[ FRR B RERE S DFRAE ]

B REEE BRI E SSNBEELL COMRBRERE IZIT, 2R E 1k (B0 IO HFATE
IEB DB I ZHIRESNDH D) | 3#k (FENTO B EEBEHNELMIRINDILD) | 4#k (HETORE
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ATEEB N ELHIBENDL D) D3 ODOERNEESILTND, EFAFKEEEDE.-BRLEIC. 55
FER LA IIERL > N BT R, PR RERR AT R BOARIMLIE D RS AT RA DL . 52 A% CHE
5, IBEDTDDBMELERTDEMERDITIE, & BIBEDOEENDD, ZBWEOERICH->TIL,
BEEOEE ., KGHEDOHEDEE LR AERETLHEHTHIL, FEEL ISR E | LEATHI LAY
BET5,
® FHEROHE (B AEEEEFRULETEDON WAL EZ LI TIZE /)
Mk gs DREREMEE ORREIZ OV TOHENL, FHRITEE1IFR (LLTF 5 &) . BRI A K O
ERIORRIRET RAIZEDbDET 5, IEHEITIHE (RRBEEL DR KRE N FTREHOEO 1RO
MERE) O T RIRE & (MR, i, FEOHAE TEERLITYRHALTHISHAEROME) -
T LHENETHD,
1. FERRIRICEE Y T DREEIL, MR REED R VD BTN E AL TERNG O, FEREED - b e
DRFENTERNE D, FEEAS 20 LT OHO IR O, 43/E 2 50 Torr L FDHDEN,
2. FRRIMBITEL Y THEEIL, 155 20 2#E % 30 LT OHOELITENRIL O, 25 50 Torr 8%
60 Torr LA FOHD XL IZHET B DE N,
3. EMRARITRL S T DREFIL, F5500% 30 B2 40 LI T DB DFELILBIRIL O, 4543 60 Torr 2482
70 Torr AT OLD T MIZHET BHEDE D,
® HEOFHX
BEDBUEREFT (TFERIL S AR EEEA YR T B R EE DI E . & R (AR
E)IETRETZHOBEE | #RHLUTHET A,
e HEEERPFRIZIVEBELDDIIFENZ TONIEMY—E R
IR DEEE R, (ERBLOBEEE MR, # NS DETEIRRHEIE, BB B, & HBER,
HEE RSB OB, IRORFEEEF], MZREEEEE] . FOMOA L BRBEOREESS
5l (FA#kb & Te) . NHK HUEZERI OB (EEEOWAIE CIEFEDRS) LEEES (B) Ak
FAER{EY) (BB STREES) | NTT BE-RNOELHEB 2L 255, (BLZ T O A ER-oREITE
BREOHDBIEEICL ST RIS,

[maRR#]

AR R LI, kR OB O TR ERE L — EEUTICLE D5 B TRESNBHIE, 15 AR
(LA PNCERIERI T Te B A AL CAR L, B DABREELBZ - HIC oW THESNS,
BELREA NBIRERIDTZD , A& E=i 723856 (A K05 A I AR LRGN, B a2 al
LW TbERSNARWVCD G E TRV B E 1B, —H F—DEREES - B3 H B AR (5
ST REETe) 25 EIREEB A 20L& Th, FUA OBBMOEREESIZR1)5 H D ABLE (T0RKED
SEE2HITHU ETHOZENLE) EEL, Tha EIRZB2 DBICiIXmansd,
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