BV, —F, itk TLEE LR WEID 10%FFDEFICHA S, F7215%55T 6 7 HUPNICHE
AW A Y BT LENAE LS L SN TWDS Y, Seymour (Z &Mk 3 £, EEIEICTT AE
BERTRECH - 72DIF 20% LT TH ozl LTWAB Y, responders’ &’ nonresponders’ D 5K+
OEVITHIIA L TR0 as Y, responders TILLBH HL 2 IHIEAR SN L DT, 4 DEFIDOESE
FE &R U TR EIRT & Th b,

ZEHK

1) Ramirez-RJ. Bronchopulmonary lavage : New techniques and observations. Chest 1966; 50: 581-88.

2) Michaud G, Reddy C, Emst A. Whole-lung lavage for pulmonary alveolar proteinosis. (Procedure videos
online) Chest 2009; 136: 1678-81.

3) Seymour JF, Presneill JJ. Pulmonary alveolar proteinosis: progress in the first 44 years. Am J Respir Crit
Care Med 2002; 166: 215-35.

4) Toachimescu OC, Kavuru MS. Pulmonary alveolar proteinosis. Chron Respir Dis 2006; 3: 149-59.

&1 ARRRHRER R

Hematology y -GTP 38 mU/ml
WBC 8,900 /uwl ALP 114 mU/ml
Neut 653 % Serology
Lym 293 % CRP 1.88 mg/dl
Mo 38 % KL-6 23,200 U/ml
Eo 0.6 % SP-D 504 ng/ml
Ba 1.0 % SP-A 280 ng/ml
RBC 487%10* /ul CEA 33.5 ng/ml
Hb 159 g/dl CYFRA 554 ng/ml
Ht 47.1 % Blood gas analysis
Plt 21.6X10* /ul pH 7.468
ESR 70 mm/h PaO, 52.5 Torr
Biochemistry PaCO, 32.8 Torr
TP 6.6 g/dl Pulmonary function
Alb 3.7 g/dl VC 263 L
BUN 15.5 mg/dl %VC 725 %
Cr 0.9 mg/dl FEVI 239 L
AST 50 mU/ml FEV1% 93.7 %
ALT 60 mU/ml %DLco 37.0 %
LDH 419 mU/ml GM-CSF-Ab
161.13  p g/ml




21 ARREFREL > b UEBE

X 2a. b. ¢ ARERFHER HRCT
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2003/09/12
72 Bk $2008/10/29

3 e EOEGHRS L USE/NT A -2 -OHE

2003/11/11

2003/12/02

bR OBEREL

Bt #2003/11/14 | iREE2008/12/07

'2004/04/15

LSRR TOMEY - —DEE

2004/10/05

2003/09/12 | 20011711 | 2003/11/26 | 2003/12/02 | 200404115 | 2004/10/05
ARz EBRkHe FA a0 ] B
WNC (%) 725 75.0 76.5 NA NA NA
%DLco (%) 37.0 442 M7 " NA NA NA
PaD, (Torr) 52.5 71.4 74.0 NA 82.1 NA
AaDO, (Torr) 57.9 34.2 31.5 NA 19.0 NA
KL-6 (U/ml) 23200 24300 12300 11200 2630 3820
SP.D (ng/mi) 504 328 228 227 348 317
SP-A (ng/ml) 280 NA NA NA NA 88.2
LDH (uA) 419 336 289 262 270 284
CEA 335 14.4 7.4 6.0 19 3.0
CYFRA 55.4 7.4 45 a4 2.7 4.8
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[EGI 2 24%] GM-CSF R ABRENEII T H o 207, WMAFE B S URASE -
MAFEDERICTEN L EERREMBRELED—BH]

Wik & R X B O, R, ok (AIDS. MEEMERZ &) 1200 515 h%, 90%EL
ErHCSEETH L, BOREMOER E Lk~ sa 7 y— Yoo = —HlH T
(GM-CSP)Z4H 9 % B OHUEMMIT 5 2O IC L D EEINLHT, iR~ 07 7 — VO
BEPERIN, 20008 ERIENLMBAY -7 725 02 )T T ABEENEFET
HDHZEFHLNIE > TC0b L, BETIEMBEEREDCHEL L Cliighl Kl Th b5, ¥
BEfabazfh) FHTchr LB, FRHTELZVERNLHFETAZE L), BREERBTH A
BROFEVLZE N T 5 3, GM-CSF O R TiES 25 H OB M MiIE & HAED AaDO, WEICHR) T
HoltEIRENTVAEPHEEII RS TENPLETHLIHEL VERAWREETCE L2V 2072
DBAEOHRAEBO FIRIIWMARETH ), A REEE L TRINCHEL SNAZ ENFNEEINT
W4 A, BiERESIER T, M4 GM-CSF W ABRETOA T 2B L2ELN L1721
LEDLSY, WMABAOFNIILT, AL - WA FEOEE, HEREEOBINSE TR 2 iGN R
RSN EHCHENMIEEEDEES KRB L0 THET S 5,

FEB ¢ 50 %, i

BEAERE (4FRe o & T b L, BREE L. BRERE D BB, RKIRE ERIREZERL
FRIRARE o 40 Wy, 7 1ERsIpRREE 2 53 LEEZS LB, WHEEICCHAETEAET
5 ABER R FERE S N2 AR AP TR 7 CT TR [ MR e i L RREE AR R
GM-CSF IZx 3 2 HOHUEOHER L2 X b, HOREWMEERE LB SNz, 2avyneyd
PR - & RET COEMEMmTE 24 5 b BRERITEMAL, SOICHEFRROEN, KEE
MEDNHEFT. CEA - KL-6 - SP-D D LR ERFAD-OLRNIEN o7 (K1), FEEEHICE
EREFFELBA SN, YR Tk e it 2 OB TH - 72720, GM-CSF WA EZ H
ABHZERY, MHEEBSKRE - BEREIUSE. GM-CSFWAELD | WME RIS 7z, B
IR DEPFIZBIT S Pa0, b T 35mmHg TH -7 (K1), | B KBEBERO) 2 EF
I GM-CSF (molgramostim, Leucomax. Novartis, Basel, Switzerland; 125ug % A A E/K 2ml
IZAFR) % 1 B2 2 [, LCPLUS jet nebulizer™ (PARI, Starnberg, Germany)% H\> T A L7z,

1 BRI, 1 EBREOT 1 7 V% 120, 524 BREEEZIT-728 2 A, BHEER, BERR &
IR LIABERI LM LIRRBIR L o7 (R 1)e LML S PERKIC, BREROEN, M
SR OEAL, KEEFEMFEDHEIT, CEA - KL-6-SP-DO AR EXVEMREHIIL, HE2HHEO
GM-CSF W AFREEE A & 7 o 72, 2 [ B IEBE R R O GM-CSF(sargramostim,  Leukin®, Berlex,
Montville, NJ, USA; #FEE2EE5 125ug 7 ABAIEK 2ml A % 1 B2 2 [A, LC PLUS jet nebulizer
™ (PARDZ F VT A L7z, RIEIEIRR | EEPEE, 1 ERAREDT A 7 V% 12 [\, &7 24 BEEEEZ
fiolo H2MEDEET, HBERLRELELEEZ ONPGE SN HEERRIIEO N )
o7z (M 1), AT #H., Mg EIRFRICE/ L7 (Pa0,34mmHg, CEA20, 7ng/ml, KL-6
25400U/ml, SP-D 423ng/ml), # D728 2 [AHW AFEL T 26 7:8%. 3 [AIH O GM-CSF W AL
7 B U723 E o X 0 shERAI I B X 4 B 1T BRI % GM-CSF (sargramostim, Leukin®.
Barlex) (I/KEWRNA 7T E LTI SN A FIE (500ug/vial) (ZEE L7z, FBEERTIL DN
SV 7T A ¥ — (LC PLUS jet nebulizer™ (PARI)) (X )IZEHE LG EZ M L2 L 25, BRATA, -
H{ZATR - AE R EHFEINCULE Lz, 2BEAOKS =X 1, 20H LR U 125ugX2 WA/H.
FREmEORIE - R3EL 12 [AFE DB LET 24 81 L7z, S 6123 BHOB#ER. MRHRLEE 125ug
X2 A/, 2 BRHES. 12 HEARET 2 L v ) HEC LERTTE. 1| B 13 HIRSER P4,
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| H¥e 5 27 B4Kk3E 4 1 4R LR LIRIEE T Uize BEGRBERT 200 2 50 ws, HIEIREC,
TEEEERFEDIS QRS 2o 72, &M GM-CSF IZERT 5 L EZObNHHERRIIBIN
ol

5

W3 AR RE A D BPRIT R W R A - (RERRIMIE DSE AR D 51y, GM-CSF It A
FEDOEL T UL, BIEN R REE - Eo LW EEREIEVWEEZ LN S, BEFNIIBITS 1[0
HOWAFFIEIED L2 A 2 7205 ERcHE L. 2 B EHOWAFLEORRIIBENTH o 72,
3 [0 F QW ABETE TI1E GM-CSF BA OFIRIZE, EHOFHFEEZ L DASCTHILITLDE
FOWARELY FIFA TR EFTOENRIGEEELHEL I EPTE, EROWEHEL, F1H
HOia#ED S B L7 GM-CSF ORENARBUCE L2720 b 726 SN iMS H 555, AT
ISA ARFIBDOTHIZ LY, GM-CSF OFifaEERIUHE SN L IZL B THUI RN EER b,
F7- 3 MEORAFEEI W THIREZIT oI LY BZFOFHRLUE L TR LR
SNB, MBI OREERD S EREO H CREMMEERE 2B\ T GM-CSF AL AR TH
LEIDSHEAAT B 2 L DE S 725, GM-CSF 058, &5 HE, BEATrvVa—, 57,7
A A, HERFEOEY F LR EIZOVWTESE, SLRIMREAIVPLETH L, 2BHAEDLIS
Leucomax®PiZ AFATEETH H ., FOMNBKE L L TCKRBERBR) 24 ¥ F GM-CSF

(molgramostim, Amoytop Biotech, Xiamen, Fujian, PR.China ) OAFTORKAERAFIH SN, €0
BENEHEI-NTWLEEIATH b,

(51 3Rk

1) Trapnell BC, Whitsett JA, Nakata K. Pulmonary alveolar proteinosis. N Engl J Med 2003;349:2527-39.

2) Kitamura T, Uchida K, Tanaka N, et al. Serological diagnosis of idiopathic pulmonary alveolar proteinosis.
Am J Respir Crit Care Med 2000;162:658-62.

3) Shah PL, Hansell D, Lawson PR, Reid KB, Morgan C. Pulmonary alveolar proteinosis: clinical aspects and
current concepts on pathogenesis. Thorax 2000;55:67-77.

4) Tazawa R, Hamano E, Arai T, et al. Granulocyte-macrophage colony-stimulating factor and lung immunity
in pulmonary alveolar proteinosis. Am J Respir Crit Care Med 2005;171:1142-9.

5) Tazawa R, Nakata K, Inoue Y, Nukiwa T. Granulocyte-macrophage colony-stimulating factor inhalation
therapy for patients with idiopathic pulmonary alveolar proteinosis: a pilot study; and long-term treatment

with aerosolized granulocyte-macrophage colony-stimulating factor: a case report. Respirology 2006;11
Suppl:S61-4.

M1 UEZOEREE, GM-CSF W AFH: 1 BH (GM-CSF (Leucomax®, 125ugX2/H. FR#MEEC
K57 24 58) -+ LC PLUS jet nebulizer (PARI)) 13ZL) L 7-4%, H#4E, GM-CSF A 2 [a]
H (GM-CSF (Leukine®, lyophilized preparation. 125ugX2/H | [&:E (2R3 16 24 ) +LC PLUS
jet nebulizer™ (PARIL)) 13952 % 2 THE 58723 DOFRIEA 13T > 720 GM-CSF W AH#E: 3 [ H
TATITAH—% X Y/INRFOEBARELBIEICEEL/2L 25 (GM-CSF (Leukine®, liquid
preparation, 125ugX2/H. F@BEEIZIKE, MG 24 #)+LC STAR jet nebulizer™ (PARI GmbH)) .
R Lo ZOREBITIEE 512 24 HOMERRRE 2B LASKELRBIET TH 2%, 2 FECHEL
WY, EEMERED WP TREE 2o/, U X DEIH)
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KL6 SPD CEA
(un) (UAY (nglent)

24000 16004 20
8. ..
16000 4 400 N
10
80009 200
5
Month 4 70 % W8 46 432 430 5 452
Pa0: 56 38 35 67 45 38 40 M 5 63
(room air, mmHg) GUCSF GHCSF | Maintenance
ﬁﬁ; {Levkea) (Leukre) —‘—"‘|

%

X 2

LC PLUS jet nebulizer™& LC STAR jet nebulizer"ME\L\, HEDII I NP EBREROKTFEE/NE
{TBZEDTRETH S, (PARI USA R —L~N—T K ZES|E  http://www. pari.com/pdd/)

LCPlus performance with the PARI PRONEB®
Ultra || compressor: Treatment times of 6 to 7
Minutes, 65% of medication < 5um , 3.5 um MMD

..81-

LCe Star performance with the PARI
PRONEB® Ultra Il compact compressor:
Treatment times of 6.5 to 8 minutes, 78%
of medication < 5um ,3.1 um MMD
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[3. HBEERPICBRER L -ESREMEMIEERED—H]

FEBI . 57 B

FFR L TR R

PEAERE © 40 T ZiREE 52 AR — 7k

KEE B FEE X KEXWE

A TEE MR 30 AKX 30 4F, AKIE 56 A% E THHE — )V 350mL H. MERALL

WRETEI v, 2ETY 7 v —E T, ZOBREBM

BURIEE 2004 SEETA LV BEOLHHEEEE HE., 10 HE? L7 ERIFRERED BHE L7225, K
ELTWwi,

2005 4 1 AIE S ERTIR REEAT R L, 1 A 18 H, EESD, WEEAL » b7 BEE L HE
CTICTEFRELIEMSN, BMEERALZEDNLD, IV FFEF V&R TR DR K
ek O 2SRk 2 %5, FFEC 2005 4 3 A AR L, [EXHERE (REZMRkE., 28 mA
) REHLLEZAMBEREDBIICE -7z, WHREEORELNH Y, GM-CSF W AHE%
YL T3 A 22 BRI & 2o T2,

WZREIAE 1 156.4cm. 52.3kg, 36.1°C, 117/66mmHg, #BICEMBE % L, KA »/SEHfREE T,
faiRiis L OEER., 98 %L, ERREELZ L, MEFNRRREE L L

WA R (32 1) MM A TE LDH 2% 27210/, MLIE A Ti& KL-6 5 8030U/ml, CEA 7% 9.2ng/ml
LENFNER LTV, ZERNK T Pa0, 68.9Torr & KR MIE % R0 72, FitEAEMRT T I3 ILERE R
THRO SNz, WEL >~ b (& DTSR, EEE. 3077 ABREISTBEL. I
TR RIS % B L Oz, B3R CT(X. 2a, b) TEMBI I E ABICT Y AT ABELEN
\ZE 7 A/NERIREE, NENBEORENEY A 7 IRIZFIE L, crazy-paving appearance £ L T\
726

BIE CORBELEN R | A& M3 M ®, SRS ERTIE, MllEmizoty

VUFE, PAS [ O BERCIR RS & B O FTi © D 72,
LR ZZHOE | MIEPL GM-CSF P2 Fil REFEGEEICHBHL THELZE 25 107.1 4
giml (<3.0xgml) EHEMEEEL, BOREEMBEDEL ZR SN/, GM-CSF W ABEDE
HEZWZLTBY, 2005FE4 ALY 3 r FOEERERBELHGE L2, BiEEL VLF I T
7-¥EER 7 7 a % — )b (Ambroxol)id ik L 7z

MW TRB R BT A BHD 1 ¥ AIAETH o705 2 # AFRB L7225 & 0 55
PR Bt A8 L. B THED 7 A 1213 KL-6 4890U/ml & T L. MKy AFTR. B R bk
#HADT2(M 3)o A-aDO, iE 47.9Torr—>28.6Torr & 10Torr LA EDLE X £ L, GM-CSF W AR BA
HHEL ST, SOIERBENHASET AL E oz, FOHRLWE L LT, 2006 F1213FE
EIZITITIEE L, IR R B, MRRAT RS T RTCIERIL L7z, 4 0L R L 2284 3 ¢4
FTHOBBEZHEIT T0LH, HERALNL TRV,

5% B EEAE S 1958 4212 Rosen HI2 X W MO THEGE &N, B L 1, ZOFHRBAIE, [E
KA LoD HE L TV AR, [HEATHET L8, [BRBRT 28] s itshTns Y,
FOHBOWETIIHREROMEEIL 7.9%0 5 29%RE L 14 TH 5,

Seymour 513, 303 FIOBKEMEEHELEZED ) B, 24 Fl(7.9%) P HNEMR L, B ToO M

(o) B 20 ¥ AG-61 ¥ ) ThH o b & L7 Y EfGl % 2o 279 & g
RN L2 & 2 A, G- ML - BEE - LDH O % EI2ER ko7,

BOEC BT, RS PERSMMIEE B 68 6l 2 Mt L. 17 FloHEEESIH, 16 fl TH

-82-



REIRL T2 OBERD B Yo T 72 Inoue HIZ X 5 HADKEBELZ CIE H O RSt E b i
TEFICEEIRTH 57239 F10 ) B 11 BIQ282%) W EEM AL LICHRBR L2 LTwa Y,
AIEGNL, BIEL DIERRT > 7a Xy — V2 B H BT S 72 DA b G IZT - Tnle vy,
LEFEO TS OFEBHFRBRGERICH L TWZ Eh b, SRR L RFEE DGR fElE X
. REEZWHEER B EMIAE LIRS 2, EREO 200648 A L), ZBABEHLRE L T
M DB ICIER S 7225, BUE S CHBIEIZAOTEL T, BBRE LB L ONEMBIERHTH

272,

1) Rosen SH, Castleman B, Liebow AA. Pulmonary alveolar proteinosis. N Engl ] Med 1958;258:1123-42.

2) Seymour JF, Presneill JJ. Pulmonary alveolar proteinosis: progress in the first 44 years. Am J Respir Crit
Care Med 2002:166:215-35,

3y A AT, dbWIER, ARG, . BRATENC B BB E L | 68 SEGI ORI
HgEE SR8 1995; 33:835-45.

4) Inoue Y, Trapnell BC, Tazawa R, et al. Characteristics of large cohort of patients with autoimmune
pulmonary alveolar proteinosis in Japan. Am J Respir Crit Care Med 2008;177:752-62.

(EREET)
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Hematology
WBC 5300
Neu 49
Lym 45
Mo 4
Eo 2
Ba 1
RBC 505X 10°
Hb 15.0
Hct 45.8
Plt 19.2 10*
ESR 7
Arterial blood gas
pH 7.426
PaCoO, 38.4
Pa0O, 68.9
HCOy 247

Il
%
%
%
%
%
73
g/dl
%
lpl
mm/H

Torr
Torr

mmol/l

®1 WBBOBREMRR
Biochemistry
AST 231U/l
ALT 10 IUil
LDH 249 1U/1
ALP 212 1U/

y -GTP 20 1U/
Na 144 mEqg/l
K 3.8 mEq/l
Cl 110 mEq/l
TP 6.8 g/dl
Alb 4.0 g/dl
UN 11 mg/dl
Cr 0.7 mg/dl
CK 63 1U/1

-84-

Serology
CRP 0.05
KL-6 7320
CEA 9.2
ACE 7.0
GM-CSF Ab

107.1
Pulmonary function
vC 2.89
%VC 86.8
FEV1 2.24
FEV1% 81.2
%DLco 51.7

mg/dl
U/ml
ng/ml
un

w g/ml

%

%
%
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CEA(ng/ml

A-aDO2(Torr)

3 ERREA

2005.4 2006.7

7320 4890
9.2 4.9
249 242
47.9 28.6
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[4. MRET. ®MEMBFEFRICEEZOSH 2R T BCREEMRESIE]

FEB) 15 %, B

TR REHEEE

BEAFRE @ HFRCEIHZ L

KIEHE | FritF 7z L

AETEIE A BRI, BRI L

BURIE | FEOKRS CREETE LB S, BEEMYEREMN L % o7, BRERIZFRIZZ W,
AR IUE | B 164 em, R 58 kg, IR 36 4T EIZRE 2RO LV PRERIIZ (L £
2D U REAE L v,

ABERERAT T R, - B ILEREZIEH T CRP O L7 3389 %A > 72, LDH 337 mU/ml, KL-6 780 U/ml,
SP-D 238 ng/ml TH Y VTN LBED LR E RO 1, T AF R, MR RE 220 L h -
72 (£ Do

R BAL X AR TS R ISR T O 7 AR ROz (K1),

WS CT : B FTICAA T AR, HROT YW S 282 B0z, PRI ICIEBERIEIZ L
o7z, FilaEEES L ClMBIA LT R CT& 5 crazy-paving pattern (3580 %2 2o 72 ([ 2a-b),

A FaA | 4 B 12T BAL % 4T L BB OIS % [, PAS Gl o MAEE 2 & ARk
WE & RO ERE &SI L 72, MIEHT GM-CSF Hifkid 227.7 mg/ml & BETH - 72 FMERE
B <L BEURERE T A MEAT R PER O RO THCRIEEMEERE L E 2 bhiz, Dk
VSN TR AL EBIEE LTV 5%, IFCKER, BiGATR & b E 2RO Ty,

Z5 . MREREOEEITRICETA2MFRIHE 23N TE D, —KMIZBEEZ D20 I3MiFH8IC
EREREFICERTH ), KB v E SNE AERMO L ) ICHFEE T, KA ES
REOS A 2 RSB EEECEIIINTH 5, KMABEBNOSHAZ 2T HHF IOV TIEH
SN o TR WA, REBOBRIZELE KB L, PIRENIREISHBIL T 2RiEMBCH 5]
REME R, BARBRHOMBIE THRM D cleaning ASENME TIZREEAIFRT T AW EEM 2 EAMEN ST
\/15 1-30

S0

D) EEKE, THEE, ERE, MEETICRREEE LCHREEED 160, B
1999 ; 37 © 333-336.

1) Mohri K, Miyashita N, Obase Y, et al. M T 9IS 9 0 #F A EkFa 5 O MR 1E % 720 72 fiifd &
FJiE (Pulmonary Alveolar Proteinosis with Bilateral Ground-glass Opacities Localized in Subpleural
Areas). @EXE 2007 ; 29 | 275-278.

2) FHEBUE, SRR, RE, MWEETICHIROR Y T AgE2 R L ZRila&EgED 16 B
W 4SEE 2009 ;47 1 71

-87_



Hematology
WBC
Neut
Eo
Mono
Lymp
RBC
Hb
Ht
Plt
ESR
Biochemistry
TP
Alb
BUN
Cr
AST
ALT
LDH

6,600
61.5

1.9

6.2

29.6
487X 10*
14.8

44.9
29.0X10"
2

7.3
43
9
0.69
12
6
337

/ul

%

%

%

%

/pl
g/dl
%

/ul
mm/h

g/dl
g/dl
mg/dl
mg/dl
mU/ml
mU/ml
mU/ml

y -GTP
ALP
Serology
CRP
KL-6
SP-D
ANA
ACE

Blood gas analysis

pH
Pa02
PaC02

Pulmonary function

vC
%VC
FEV1
FEV1%

12
243

0.1
780
238

¢)
10.0

7.39
95.6
40.1

4.26
104.4
3.72
88.2

mU/ml
mU/ml

mg/dl

U/ml

ng/ml

mU/ml

Torr

Torr

%

%
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1 ARchBOERELAE X 4R

X 2a, b

(BIBERARS PR IR B A2 ERPT  ILIRIER, #ILsEE)
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[6. fREI&SIEERICEH LA/ DIVDTIEICS ERMEFEEL £
B RE g E R iED—Hl]

HE 51

FEBIL 55 BOKETH 5, 51 mIcHORERBORELZRIEL 0, TV
=0 v 30mg THEBERIER., HBA RSN, 3 7y ARIYV 7L F=v B Y 10mg D
IBHRS A G I, 52 BEBICRREAETEOFEROEBEFHB L, M/ b
JTEOBW R (K1),

—B, NI TIZE BEEBIREOAN O RO N, BREEGR (ST &7,
ABPC/SBT. PAPM. MINO, AMPC/CVA 7% &) % 18 22 BAT\» ./ AV T HiRZS. I
BrIEELSY, B, TP 10mg ORAHREGIEF &k sk h, BEICE
BETITbhTwh,

D BV T IEEIE T OB AR DT 2 BEMERE LRS8O 7205 1
TR GO A BRI R B 0L A R0 . M7 A EZ B IZEE) b DT
Lol (M2)e LALHIVYTEEERER 2 F£42FEA8L TroAMIRITORT
A8 )SHTE || crazy-paving appearance & geographic distribution pattern & 2 L 72 (1 3),

TEEBW O 7 OGS M & A E M AR, BAL 5T GM-CSF Hiih D%
E2RA SN BAL W L ) PAS Bt B ASEE B & 4, MifE%k 0.8 X 10°/ml, ABAESY I
Fera7y—3 79%, U Y35k 20%, PiHEK 1%, CD4/8 L 135 TH ), H TN~
JSERBES % R 7o MR @ KL-6, SP-A, SP-D iZ£ /€1 271U/ml, 32.1ng/ml, 17.2ng/ml
LIEF#HPINTH o 72h5, BAL H D KL-6, SP-A, SP-DikThZh
3,280U/ml, 12,700ng/ml, 3,660ng/ml & EifE% /R L7z, & 512 BAL i O HL GM-CSF i
RiE 2.007ug/ml EBETH Y L EOFTR X WIiRERE LB Sh, BEDL A
L8115 4 I BEEE I T d B A5, IR R A% % &0 L T wnizofRBBEthTtd 59,

EE

Ml EBEDER & LT, ¥ GM-CSF AL BS54 Z LMo TBY), w7
75— VIR OER A 2 5 2 LTV A WEEEAURIE & T v 59, Uchida &
13 PAP B3 5\ id GM-CSF / v 7 77 b7 AHKOUFRERIE £ OB RAIZE
BIFFADLNLZVLDOD, AEEBICEFESRONDL Z & 2R LTwap®,

SWEMCER SN, BEEREY BES R WIHIREMHESRE O BAL 15, SHE
IR RS, AV Y THL T AL ENVAPREE SN S HEIMO N TN EY,
Bz ) VY T OB IE W E S, 2002 FO Seymour b DHEEIZ L 410 A
ORIBELEDBREZN I B 34 N2/ ANVY TEEOEHER LD KFTIIH
dph il I NE TIHAERREDSHELED ) L 26D ANy TG HBI AT
SNTwa (FES5ICX 5, 2009 4 ERS I THEE) .

) H VDT BGAHL GM-CSF FUADTRIZ AT A DO H, & bl GM-CSF Hifk
DGR WV I T BRI FHATHOPPLH TR GBI ANV TS (850K
JEE O H B A W SR R IR R GE R 7 ARV F N AR &) B, ED X ) e A0 =
X AT PAP BEOGmESR (Fhike~ /077 —V%E) KEBZH5A50HHLT
W Z kA5, PAP DIRR A RIS 2 —D2 DL R MRS H B AT, SHRDE
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BUERPHHRENDL L2 A TH DY,

ASEFITIE ) B VY TG FE DO BEICRAT L, Bg, PEFBL TS
Ml B ERELRO b, BERFEORERIZ, / VY 7 EGEOBEE S GM-CSF
PURBEEE 2R LT RER 2 £ 2 5 LIERICEKRBEV MBEREORERF L E 2 S L
T, EHITRBICELE EEZ O D,

1. B/ AW TETONZER/BL > b7 BEE, ZH-THEFICFEXRDEER
ERD B BRI ICEL THY) BRERICEN VAUV ITEEBI S M,
AREICK VB GER L CTE2 £W5IR),

2. B/ AN TETCONSECT, BLEICODTHERYHSAEE#BD -, 2D L
AERAYHSABIMBOBARIZIIEBOE D - 7=,
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3. filREQEEZE S h -850 CT Fi R, crazy-paving appearance & geographic
distribution pattern 2L T\ 3%,

SCHR

) TGS, ARIER, HE—B, THEMNR, MEEA. SRMIRE© 6R5% L7220/
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CRIMPEAL Y, HA&ET-2, ZABEDD, AIRERY, ¥ifkk—Y)
1) BULKRFERFBER A RT RPN 2 RE 20 BT
2) R RFHBEEGSENF (BABIAEH)
3) EHREEREE S -
4) BirEERE =R
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1958 fE I filife & E!f (pulmonary alveolar protemoms PAP)O)%'TQ ﬁfﬁ}ﬁ/\%}‘f%ﬂé éﬂ N7z,
1980 DO LB A AT S PAP WA SN 5 L) X&) ML EEE
(secondary pulmonary alveolar proteinosis:SPAP) & XL % X 9 127 o 720 HERD IS R
i H B2 5658 T B S5 M (congenital pulmonary alveolar proteinosis: CPAP), L ## 0 &
AT NRAS t ORBEEB 2 T B E(SPAP), # L THi%E 1 (idiopathic pulmonary alveolar
proteinosis; IPAP) & BiRIZIZ & 5 b D TdH o7z, L0 L 1999 F12 GM-CSF X T 2 HO
VUKD R S, IPAP O3 L A BHERETH 2 2 8 L), BRI I TMELIE
i%%%@ﬁ¢®mGMC%hﬁmﬁ%cib\ﬁbfwéo”

Z 0 7-% SPAP DB L. HEEHE L H T 5 PAP T, 22lliFH & Ui O
#. GM-CSF HCHERED S D L $ 2, 2K LEUEBTED PAP % H CREN
(autoimmune pulmonary alveolar proteinosis:APAP) & L\ HUIRREED DI & 22 7% BER A
A& Db Ok S AR (unclassified PAP) & EF L TV o

APAP D[R 1Z GM-CSF Z1Ef9 &4 5 HOHUAT, T2k b GM-CSF ¥ 7 F V3
AR Wi~ a7 7 — Y OMER T ERS S, —7 7 7 %~ b(surfactant:SF)

AREEREESF B L TWE EEZ LN TS, SPAP IZBW T~ ra 77 -0
LR R E N A S LTV B AT, P GM-CSF BRI TH S 0 2RI - TiiE
SEAHTH 5,

. %@%@&@% ‘ :

SPAP @%Eﬂzﬁﬁ% % M EENREE SN BT B L0, Lﬂlfﬁza@%%%—’fﬁ /\ﬁm“z)
%) »., AIDS R EREBEAMAEALICAHT L OPME SN TV L, mlfa#ﬁf

B FLI BUIE I B (myelodysplastic syndrome: MDS)X HIMLIEIZ&PF 9% b DHZ < 3’4)\
ﬁ@uyﬂﬁ S 55 M 8% . Fanconi B, BRIMAMER LA L2HMELH S,
ORISR R TN =T = v MRICEI L7ZES Vb & 5T B o FEGE T &7
R IR UL ) S S (pneumocystis jiroveci), FURRBEIRRGRE. Wi 7 A~V F)L A
el COEER Y LTHRE SN TV S, HERZICHET 5L DI, REOHELZH
AT AHOIME~ a7 7 — Y OMEREFFA L SFAMBETE Lo TLE) DN
FHEEZLHNTWVD, ZWEEIE acute silicosis?, 7V I = A0 F 8 ¥ VD
BRI E COBEBIA D b o F 7-EANEEE L 72 b @1 busulfan R chlorambucil (<
L BHE DA,

HfE. A2 BT 5P GM-CSF PRI % FERE L 72 SPAP I3FHAE L 40 FlA LD,
7 54 1 B P9 L2 P GM-CSF HLIRBE TE D APAP FEFERZ I BIIE 360 Bl H N TEB Y | SPAP
IO LIREBTH D I b A b, SPAPA) B BT 5 FEFEE RO PERIL MK
PR35 BIRT%) E KEZE LDTBY, 2T MDS IZEPF L7z SPAP 27 26 fl& e b
S\, ThAR—F v MRS L2 SPAP 2SS BB Y. £D 9 B 4 BiE MDS b & fif
LTwze MBS ClE, PR R IRYYE 2 A OB E B0 R DA LN D,
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(Table 1)

- -  BREERERR: .

IR z‘ooj‘% SPAP40 W@“/‘Lﬁﬁi$i’]$[ﬂ% 347 % (24 ®~77 %) T, BAckid 24
/16 EBVEIZENERTH 5, EBEREBO KIS % 5O 5 MR E 35 5l TOZBMRF
VISEREIE 49 B Td B o SPAP DSTLUT & AL7- e f T O LR B o0 IS I 13 T35 55 4 A
T, 2D ERBERELET L2040 I 19BN A SN L, T2 9 FUIREGERER &
[EIER I SPAP b BlT s CTwb, (H3)

BRI AR 3 55 1R IR I R ﬂ*ﬂﬁk FLTHEAETERIZZ SN, HREKEHT 5
REB O KR 1L 57 Vi R e 08 PR 8l 0 W2 0 7 E MR BRIE IR % A & 80 B o L7 L EREIR THYER
REBEE RIS WER D 9 BI18%)IZA BN D, F 72 SPAP IZ BV THEBIIFERE S
NABIEIRE LT 22%E% {3 BID I VERGIPIR RIE + 2620, 4 BUDSEI+ 288, £ L C
3IBITHRBDADIEIRTH 5,
® [HETR

PAP O W& T RAX M AIFTEF 123525 ground glass opacity (GGO)2SLART, /NEER] fR e
DARE %1% crazy paving appearance % £ & L DMEHINTH B 10 L LAFO &
AP T 4 f#iE CT(High resolution computed tomography: HRCT)SHf ST\ 5
APAP, SPAP & $ 12 21 B3 D DO WI{EET R % WEMRES 18) 5 &, ZNENOE G R
B oTwnws !,

GGO. consolidation, /NEEIFEEEDILE L APAP, SPAP 124 & 61525, fmx y
b GGO IF&JEFITEM L &éﬁﬁﬁf%éo Z D GGO DHAT I B BB THLEIRIZ
%M % Patchy geographic pattern (X 4) , EFRAHBETO E AMIZOA A5 diffuse pattern

(K5), EFEos8% — v HRA L7 mixed pattern O 3 DD /85 — 2255l 4L, APAP
& SPAP DAY S HEN A & b B AL S (Table 2)o APAP (2B T GGO D4Aild
Patchy geographic pattern 23MEA7(71%) 7% DIZxF L, SPAP Tl Diffuse pattern @ GGO 734
B2 AL D DB, F 72 GGO DA A MBI b AENSH | SPAP ;tﬁE
D EHRTHE & Q¥ — 1204 LB 2 0 fHIR % & & 7 nA, APAP Tl EIfErIC
NTFHEEM AT 5.2 OMO B R & U ChEE T % [[:E#3 5 GGO (subpleural
sparing GGO: [X] 6)I& SPAP L 1) & APAP THERL(7T1%)IA b, £ 72 PAP IZH5EUAY T A
& &N TV 5 crazy paving appearance (X 6) 13 APAP, SPAP &b+ 72 42 13?]/\11\“@7%6
& A3%IZA LD HNDLH, SPAP Tl 14%DIERNIZ LA b LT,

FEEEE B ORET, JEE CT 12T APAP OFF RLFEEE. GGO %9 /NEEfREED I
T EHH L NAUL PAP &F # BtV T WS, OV F AMIZHEAY S Diffuse pattern @ GGO
BT LB v, 24610 MDS I2AHE L7z SPAP Tid, GGO L 1) b FEH A
INEERIPREE D REE ASE R I IL AT A I BT R (M 7) 2B L Tw3, LaL, Th
b D SPAP 24 6 L5 BT RALOAE, Mifattii, BMEEGE (VA4 bxFTay AL
Affige, =a—FLAFAME) RLLOENEET S,
® RATHTA

SPAP 12 BWTBIIEEOILIE ~ — » — 13 F N EFNFHME KL-6 3834 U/ml(n=36), SP-D
236 ng/ml(n=36), SP-A 103 ng/mli(n=35), CEA 7.4 ng/ml(n=34)& Hfi%z/RT, LN L&
Wi I IEHECH 24 b FNENOMIEY — 7 — T 3/36(8%). 12/36(33%). 9/35(26%)-

-95.



