HbE, FHIiTRER 6 % 5 4T CT Friliddt
RIEEDZEAL L MBI L Tz, $E-o TIHEICH
HLCTEZOPRBELKT IS I L5, Wi
DB DL B REWDH 5 & DIRF % & <
CLRWRETH D, 4R PURELRIEO—>
DIEFEE LT, MFREEISELTLIEREVD
LEEZzbNS,

PL CD20 HifATH A ) v F <7k, B flllg
DONEEICZ T, EFEEHCORERRBIZBIT
LERAMIRE SN TWAE, HOREMEME
FHEICRIL T, BB CoRHER 2. #
B OFEBIEREHH 5 Vo HRE BV TRIUEK
REEICEALII s, RAIHURIREE 23 1K
TLztHmEINTWS, S EFKA DRRETIE,
RPURIBE SRR T L7z, BEDMIE 1gG &
BICKELREAII L2720 T, THIFHF/-%
HOREEAD 2R E LTI SN2 L 2R
s, L2l 1 BIBETH) ., BEIEDT
HEZRIFRASKETH), 4B IEFTEAR
THET2LEN D L,

K

HO®EMMRERERE BV T, MiFEH
GM-CSF $itigE ORI 1E, #8E0Hh T3
HROAERZERZ LT EEZONS, §F
IZFE & DEBEDOFH O —Bh & %0 5 Z L 5 HfF
Ehb,

ZE

1. Inoue Y, et al., Characteristics of a large cohort
of patients with autoimmune pulmonary
alveolar proteinosis in Japan. Am J Respir Crit.
Care Med, 2008, 177: 752 - 762.

2. Brescia D, et al., Efficacy of rituximab therapy
in pulmonary proteinosis. Am J Respir Crit
Care Med 2009, 179; A1131.

3 . Borie et al., Rituximab therapy in autoimmune

pulmonary alveolar proteinosis. —a case report-
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B BRI [ZFHE L 7 liifie & B e O # BBl

BHERRFEFRS - 7 LV F—NF
LI BEER

LB

ke & HAE DB ABI D% < »5, H GM-CSF L
izt 2HCHRERTHLZEFREREIN, &
IERFRCIRFEEEZALLETKRELEN MY L
o TWh, MATHEREBT COREREDR
EREB O, FlebRBEFENP ) 2ELT
REMEDH B,

=B

BEIIEM T, 29 % T Hodgkin V) » END7:
DILFEFRE & BEHRIRE & 1T L7225, 30 ikl
R THRRE SR 1T S iz,
L2L3ETHARLAZD, ER LY FES
BB % T Sz, 0% VRfER
BRETRRL TV,

35 mBFD 10 BIEHEEAER L, EXF
RBEIC TR UM EEE & Bl S hiz, BE
1 A CEEMitkELs, 2 BICEEMitEr T S
. TYOHTAZOYUELRD DB S DOMYIR
AL THoTz, FOBRMPRIRENEILL.
GM-CSF R A#FE L SO EFRENT, 7 A
EEHRMN L B o,

[F4E 9 H 5 GM-CSF W A8 A H#91C
ABEL72o  ABthe, H& 173em. HKRE 56kg.
BMI 187 &, %\ EMEITH o7z, FRE 25/
3o VC 093 1 (22.9%). FEV; 0.72 1 (35%).
FEV/FVC 80.9%. EMNZ TOBRILA A 5347 T
(X, pH 7.374, PaO, 55.0 Torr, PaCO, 53.4 Torr,
HCOy 30.5 mEq. Sa0, 89.1%. A-aDO; 28.3 Torr
T, I KL-6 1% 2,670 U/ml T& - 72,

2009 4£ 9 A £ ) GM-CSF (Amoytop) 150 4 g/
HOWAREZRHB L, LL, F4E 10 A
WEMSRRZZAEL, —RINICHELLFED

it e & e . WRAEDHEST L, [HE
ALY YF U TOBEEDITo2H5, B
F£1 I L,

B R

EIRRES, RNk % 320, Al 320 g, Zchifi
240g T, WTHIWCBEILERL Tz, K
EMERIEDT, fREOERE %5 L9 2K
RIS IR S N otz LEED2AIHI LT
EEPRINTH2H, FTHERIIEAELR
R - 12, ST HEEHE T, EERY
PHIZEZED B 0D L ) IEBS/H L Twiz,
H T3 & 0T PAS Bt O ST ER TR B AN L Y
WA L Tz, Fof—ERCAEMIL L £ DLE
FERE LTI, IV A Fa— VERERD
72o *u VMY ra—LGETIE, MG
=R L72F I TOLNGHEELIHE I NI,

EF S

AFNEY BT AERE LT, fEFEK
SHEEICIR C 2 BOFHBHEE 2T, 20
BRI L7zo FDORIN donor KD BHIAEAS
ED XD LEEEZIT, YLGM-CSF Pk & BEAE
T BTNz o 72D THRKREV, ZhET
EHBARICHEERE Y BE L2 omE R,
18dH 55, FOFEMIIRRINTE S TEF
DI GBECREETH LD, MBEREHKE
CHBLI-OPFRHETH S Y, $-TLRET
1 FREARY BB O RIER O BS 2%
5%, FRRICHOCHAREIEI ATV 2,
ABOLE, BORIAREEET S Bz o—
VI, EDXHICET N RHET S Z LI,
L BORBEREDORIEDORE I b 5 RE
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THN ., FEEITERKEN,

T
FfEEHBHAICACREENREDEL R
ELOBzHE L7z, REBRFLENEZHZ
ZIEREEEER D LTEELRHITH S,

BE W

1. Sharma S, et al., Pulmonary complications in
blood and marrow transplant recipients:
Autopsy findings. CHEST 2005, 128: 1385-92.

2 . J Pidala J, et al., Pulmonary alveolar proteinosis
following allogeneic hematopoietic cell
transplantation. Bone Marrow Transplantation

2011, 10 January.
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MMM RIZ BT 5 surfactant protein C BEEFEE DI

REEMKFNREE S (FPRaEHR)
IS REC T

EUDIC

KEEMEHE MR %D F 12 surfactant protein C
(SP-C) B TEREMW. T /- ATP-A3
(ATP-binding cassette A3) BIZFEREI/NEMH
BMMR L MEEREOHICRIESNSE Z &Y
KR THESNTELZ VO, Zhbs0mRA %4
WARFICHNT B BARIE  FRMERE ML
FKIEHREHM &IZoWT SP-C BIETFERD
BFELEToTELH, BRETFSEISNIERIE
FE SN Moz ZOHT exons D N186S &
RFEEN, IMEMHEER A CGERKREME
HRR) ORIEEL OREEITIBR I O, &
M E TR MMV E AR R R Rt JE VB M
RIZBIT S SP-C BIZFX° ABC-A3 BZTDOE
RERRLBRTHRBEOEO S ZEERL 72
ABFFETIL. SP-C BInTRED LAl &H
JEQHBHE R RE L TAhze ZOEEZEAR
EEF T, T2 BAOARLRLT/NEET
PARLUT20104E12 A F TITER L 72 SP-C &=
FHERAT . BRRIEEIZ DV TIZO2WTHRET 5,

X &

20104F 12 B & T FRBENE BV PR 2 27 SE B
R E M % 65 EPIASER SN2,
BIENIEFIZOWT SP-C BETFEEEX
WS I 9 I Bk Al DNA % 2R1CF<72, 2. M
& KL-6, SP-A, SP-D. Wi CT B &, TEER
FEBZDWTIE BALF % —7 7 7 ¥ » MEIT,
VATS 2 X 5 iSO RBEHME LT - 72,
AFRIEEERREREZRRORA L &
WS, NCEERBEOMBORED S &
WCER L7z,

HMRLER

FHRMEI N R R B M R RESIC BT
SP-C BInTERIZ 97 EFIF 17 EH (17.5%)
RO LT, KIEWMBEEMRES. 5%
BUEMEMREF T RIZBV T 18.5%ICE R
BT, REERBEEMAICBIT S SP-C &
ETFERTIE., BRARBES 12% /NEEE
100% T & V) E{F, WHEFHIZH UIP, NSIP /3%
— &Rl MREREIFEL 2P o7, 5
ZEMERE M 22 817 5 SP-C BIZFERE T,
WAFESICIEFRESE N, ARBEMICE
36%[EE I N7z, BERTERLEDIEFIZ.
BRTIIHRED 5T, FERBENGCGO%
R, RER &SN/ O TIE NSIP, DIP
Ny —ruRl., ZOHA0%MIRELE%
&8 L. FDER D SP-C B FEREIL. exon2,
exond IZEPFLTWAREEEZ LD LA FE1)o
SP-C B{EF Exon3 ERDFEHN ¥ — % EHK L.
%R SP-C EHOMBBNBEL L 55 & early
endosome IZERO LN A Z LS BRILER DR
OB EBEDERICE b - Twa Z L2
Wans (®1). 7, SP-CRIZFEREDZW
EFICDMREREYRO L6 RO LN,
Noggee © 7% ATP-binding cassette A3 (ABCA3) &
EFERFELEMCOMEEREZ LOL
TEBIBFETAZLEERELTVWAILEE
ZEbED L SP-C BRIZFERDZVIIRER
FEAEBI D2 ABCA3 BIEFEER GM-CSF %
BURBEFERDPEFELTCVATREEIS S L
EZzoh, SBREEVPLEIL Lk v, BLE
DEMPLBEETERETEEE T AMREEREYL
SRUMRBEOELRET 2 LBEDOLIA
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Biosynthesis of SP-C and metabolism

Proteolytically

processed as an

integrated membrane ! !

protein to 3.7 kDa 3"‘“ “cm
mature form (SP-C)

NH, cleavage 2

N I.IEL:Icoou
1M 2 a8
c NH, cleavage 1

HN COOH
vo- B Caerminal cleavage
ﬂm‘ COOH
‘“’1 23 ) "
' Cterminal claavage 1

: COOM
1 3 [ ] 192 197
Palmiteylation

L s T

Synthesized as a 191-197 aa proprotein (proSP-C) Teansiation
ProSP-C to SP-C Alveolar Type li cell
(1)

(#&1)

Frequency of patients with SP-C gene mutation (2010 Dec)

No. of patient with Locatien of Diagnosis
SP-C gene mutation mutation L
Familial IP (n=27) 5/27 (18.5%)
ol “';:gzg; 3125 (12%) Exon3 (BRICHOS) urp
Infant "“’(‘:;121; 2/2 (100%) Exon3 (BRICHOS) urp
" Infant Texon2 exon3®
Spor 3::; P 12/65 (18.5%) double mutations 1
(n=65) #
Adult-onset IP
(1=32) 0/32 (0 %)
ExonZ (ﬂ=—7) NSIP, DIP with PAP
Infant onset-1P 12/33 (36%) Exon3 (n=4) DIP with PAP
e 0
(n=33) Deletion of Exond DIP
ExonS (n=1)

SP-C iBIr T2 E., ABCA3 BIEZFZ R, GM-CSF s L. fila~2z 07 v — 3 Oie R
ZRMEEREPINCIH/BLEZONS, HFE OFETICED D ORHBEBEREE DR
WKELTIE, ThEThoBEEFERICLZOE  HfFEshi,
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X

SP-C % ABC-A3 BIZTERICE ) BAET 5l
MEHE PSS EnmLz, £72 SP-C R
ABCA3 BZFEROTRTHNML&E AR IE
IO DT R CEEORID;BEE L, M
— 777 % NOEADUIED S MR A E
AR OB RF \CHR T AWREMEZHL 2
L7z

HEE

SEBUHE At 3%

JEF B AR B/ R
aFERKF NICU

A& Rymbe/NERE

FHEE HESREIFRZENE
FEINOE#E Y >~ &7 — 0k 25 AE
LT RIm e/ NE R

KT FRBE/NERE

B SLAE R 251 o & — IR SRR
) THRERTREERY V¥ — FARR
<) T v ERKRFE/NER
W T LA AR BN ERE
KRR/ B

AR KRS /NEF

TR SLEERV R Fm b/ JE R
HHEE Y v ¥ — /R
FEANHE T SR B N ERE
GZ=RERVAL -SRI Y

BB T KR SRR 25 A

FUPH K BRI 2 A B
/NFEIE AR BN R A

E R R B R v 5 —
ES WA B st s NG
FLBREERF K58 = F

B RZERFET/NEF

JE K B AR FE I 25 AR

% PET E0 9w Be PR

FEHREENEE

HRALRFEFE /N F

B RFEFEIFR 2R
R ERFR AR BE NICU
JE /9% Be Pl g P A
B RFEFE/N AR
B RWE/NER

& BRI S w b B R
& B — HARR /N R R
Pa3% g b N JE R
HAERKY FHAR
N TR NER

LB RFREB D+
FE RN R

I B AR T gm b N e R
IR R e/ N R R

e R SR e/ JE A

i R A8 9w b/ BB

M T R F/N R E
ENIF Y R b #EIREENEEE
TRER R FE /NS

B
1. 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.

2 . Shulenin S, Nogee LM, Annilo T, Wert S,
Whitsett J, Dean M. ABCA3 gene mutation in
newborns with fatal surfactant deficiency. N
Engl J Med 350:1296-1303, 2004.

3 . Setoguchi Y, Ikeda T, Fukuchi Y. Clinical feature
and genetic analysis of surfactant protein C in
adult-onset familial interstitial penumonia.
Respirology 11:S41-545, 2006.
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SR I TR L 7- BECREEMEEBIE 6 EEF O K
ERIR#EE & PL GM-CSF B Chikfli#eRE & DRFEICBE A 0%

REEMNKFAEFERL > & —IFERENFH

WIHER R B R AR 2

FERFREEFRAWEEGHERRE v 5 -3
—MEHBE . FEE— PH L’

ZLOIC
HOREEME&ZBME (aPAP; Autoimmune
Pulmonary Alveolar Proteinosis ) (X . ¥t

granulocyte-macrophage colony-stimulating factor
(GM-CSF) HflECHFIC L Y hiife~s a7
7 — VOMBANII B HRRSIEFEEIND

72D —T7 727 v NOBREEDET T AR,

FERLPIC ) REHEPER L TRET S Y,
aPAPIZ. Seymour 5?2 (33036112451 (7.9%) .
Inoue 5 ¥ IXFERF A3 % AF 10565 #3241
(30.4%) FHAKBRRT S LHEL T35 H
SREEIR L 72 v2aPAPId F IZwhole lung lavage
(WLL) I2& DI INT W5, WLLOKIRIE,
MR ER L) FEREOKREL VY
BT L & b1, HIGM-CSFILR R REEM
R L FEOMEE (TEMR EEP~Y a7 7 —
V) OBFEL Vo RBEFNEFOMS D HER
ENTWVDH2, aPAPICHT 2 WLLOZE)HRIE, 30
—40%IEFNIZ1B] D AWLL TR T % 25, 60—
70%DERFIZ6—127 B RICEBETPLEL &
%9, ¥ -HEWLLIE TR OBEEIZOW T, 3
ERLEER Ui o 7RI AT20%AKH TH -
7z DFE? B 5. TEROBREIBO%UT T
Hol:t DWED FTERTH 5,
aPAPIZ BT HIMiFE/ 8T A —% —id, KL-6 -
SP-A - SP-B - CEA - LDHII EJESE & AHEIRIfR %
R 5D, PuGM-CSFB CHUMMIIZ ERERE & i3
ME LW oREE~Y—h—L LTHHATIER
WEEZLNTWSY, 4MIF 41X, WLLE i
TSRl EEIEE L 72aPAP 6 Bl BT 5 IR

Table 1 Clinical characteristics of
6 patients with aPAP
Cass 1 Casa 2 Case 3 Cased4 | Case5 | Casef
Age{yr) 4 56 49 52 56 34
Sex Male Male Male Male Male Male
Period from onset
o 15t WLL (month) 9 2 15 3 75 105
Qbservation Period
(month) 247 200 127 99 75 67
Smoking status Cumet | Currst | Curret Curret Ex- | Curret
(smokng fadex) (40) | (720) | (580) | (s40) | (320) | (280)
Occupation Driver Driver 'r;::;r Banker Driver Pl:::"
Dy Dysp! Dysp Dysp! Dy Cough
o Cough | Cough | Cough | Cough
fine crackles © © t ¢ ® | e
Methods of TBLB | TBLB | TBLB | TBLB | TBLB | TBLB
Diagnesis BAL BAL BAL BAL BAL BAL

#8 & PiGM-CSFH CHUKAMG & . RE~— 7 —
&L TERLZKL-6DH#ER LIR/R L. YUIGM-CSF
HOPUAME B FH & OBEES> W THEE L
726

R &

R, BIFEFRFRSRE TR EART
WLL #7847 L. #)[E WLL % 5 FER LI BB L
1872 aPAP6 BITH %, MRIILF BT, W2
B DR 49.018.2 (34—56) i BIE (R
ZRR) »owE WLL £ TOMBIET 163+
128 (1.5-31) ATH o7z, fFEH 4 IZMBEE
BTPAP L ZHT &, RELH T XIS TN
FE N1 WLL 617 B B4 & % o 72854t
D SFEFNI BT ER R FBA IR T O WLL 234])
EAETH - 72 Mk O OBISEHIRIZFY
135.8+72.6 (67—247) B TH -7z (Table 1),
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Table 2 Serum biomarkers of 6 patients

with aPAP

Case1 | Case2 | Case3 | Cased4 | Case5 | Case6
E';l;ls; A | 3950w | 306w | Bdmn | 280 | 449em | 298
Hg(g/di) w1 | 124 | 152 | 16 | 160 | 165
LDH(U/m) MM | st9 | ees | 326 | 148 | 53
CEA(ng/ml) 20 | 34 22 24 | 158 | &5
KL6(Um) | 14900y | 14500y | 24200 | 6100 | >9000 | 5450
SPDingmi) | My | 181em | 220 | 2% | 1680 | 325
T-Chimgm) | 254 | 140 | 241 29 | 268 | 225
TG(mg/mi) 208 | 334 | a4 | s | 137 | 198
ESR(1hr) 3 8 17 5 PY) 3

% ( ) Period from 1st W.L to measurement

Pt GM-CSF B OPuffffiid. fEF 4. 5 DAto
EFIIE WLL MEfT#ICHlE Lz 7 — % TFY
25.5+17.1(u g/ml) TH - 72, LDH 1&FH 754.2
+459.2(U/ml), CEA 3513 12.9£11.2(ng/ml) T,
KL-6 & SP-D IZfEBY 1, 2 1% WLL ffT#ZHlE
L72TF—=%ThdH, ZLFNTFY 7481.7+
8710.3(U/ml). *F¥J 480.7+590.6(ng/ml) T - 72,

(Table 2)
RET DRI 55 M7 i, PaO, 41.3+272
(46.0—77.8) Torr,PaCO, 48.4 +-18.8 (34.3—44.8)
Torr T, FHRARBEMRA X, %VC 92.5119.4 (74.0
—1209) %. FEV/FVC 882+24 (79.5—
112.5) %. %DLco 63.6+23.4 (35.8—101.9) %
ThHo7z (Table 3),

B, MEYL GM-CSF BHOHuikMid, FiEL
72 M5 % Frif K ICE % L C ELISAEICHIE L
727, '

72, AR, BIHER KRB R
ZERICBWTAR SN,

Table 3 Arterial BGA and PFTs of
6 patients with aPAP

Case1 | Case2 | Case3 | Case4 | Case5 | Case6
pH 7.382 7397 | 7437 | 1401 | T4H1 7411
Pa0z(Torr) 460 620 677 | 778 515 66.3
PaCO2A(Torr) 72 389 368 438 U3 37
VC{L) 266 293 3.81 kX 7] 265 5.14
VC,% predicted 740 852 1035 | 942 791 1208
FEV1(L) 288 42 314 240 2.26 45
FEWIFVC(%) 976 %.0 1013 | 795 88.6 125
DLco (mimin/mmHg) |  NE 1559 | 1130 | 2331 | 615 | 23
DLco, % predicted NE | 804 529 1019 358 855

R

1. BRIRAES & IMiEPL GM-CSF H CHuiffii o H#
# (Table 4 | Fig. 1,2)

FEF) 1 1E, 4] WLL (KB R MAEAEE TdH
- 728 ECMO Z A L. 1991 SEIZEA 2 B>
WLL #7272, 1994 SFHIEE L 727-% WLL %
1TV, TEE EE I GGO 954 L. 2000 4E LA
FEiflE L7z KL-6 fifi1d 1500U/ml CHEHE L 7257
% EIIWBEOIIED o720 LA L, 2009
FICH T VIS TE MM L EIT L, iueR L
? aPAP LISLOWFH B85 L CHEf% L3 EAE R
T RO T2H 2010 FIZHIE L7251 GM-CSF B &
Pk & KL-6 fEOKTHIM % 32D 5,

FEBI 21X A 1B O WLL DA TERE L2002
4 LAY GM-CSF H CyUAMhiZ 1.23.9 4 g/ml,
KL-6 fEiZ 500—1000U/ml THB L TW5, LH
L. WL Mo BLUCT . GGO R#
ML 2 RIR T AR L BO R,

-220 -



Table 4 WLL (frequency,date,side) and
disease progression of 6 patients with aPAP

Case 1 Case2 | Casel Cased Case5 Case 6

Total WLL

Frequency 6 2 2 8 § 6

1,0432L
2,0439R
3,04511L
4,04518R
5,055.46L
6,055.23R

1,0639R
2,06316L
3,07.009L
4,07.40.46R
5094141
6,00514R

1,91417R
2,91520L
3,9183L

4,91647R
5947141
6,947.28R

1,9477L
2,94.714R

1,990.128L
2,0015R

1,02101R
2,02.108L
3,051.13R
4,051.20L
5,05121R
6,05.128L
7,081.29L
8,0828R

Condition
gradually
improved
after last
WLL and
Chest X-P &
CT didn't
reveal GGO

Date/side
of WLL

Condition
gradually
improved
after last
WLL and
Chest X-P
& CT didn’t
reveal GGO.

Condition
didn't
change

Condition
gradually
improved
after last
WLL and
Chest X-P
& CT didn't
reveal
GGO

Condition
gradually
improved
after last
WLL,
though
Chest X-P
&CT
revealed
slight GGO.

Condition
gradually
improved
after last
WLL and
Chest X-P
& CT didn't
reveal
GGO.

after last
WLL, and
Chest X-P
&CT
revealed

Disease
progression

FEBI 31X, K4 1 Bl WLL DA TEREL,
WLL %47 3 4E H @ 2002 4E 12 %€ L 729t GM-CSF
HOPURME L 8.357  g/ml & BfETH o 7275, 4
A DARE I T L C 2007 LRI S e < 72
277, KL-6 fED M L CIEw &2, MgEL ~
NP BELUCT Tld GGO RBD 2\,

FEBI 4 (X, 2002 4E1258 1 [ H @ WLL % k1T
L.2005 4 % TAA 3 ET2 WLL % fifT L 72
Z DR, KL-6 i 4000—6000U/mi THERE L,
% Ed GGO MHEAF LAFEMEM L RO R h o
720 2006 fELLRE, KL-6 fEiZHT GM-CSF B CHL
At & & b IR L. Eifg L b S & B
BREBRIFTHo7, LHL, BERANOHKHE
12 & D 2008 12 WLL % jifT L 720

REBI 51X, 2004 412 /E4 2 [, 2005 FEICAEG
1 [@§°> WLL jifT L. KL-6 i35 GM-CSF B
CHUARM @R L 72, 2008 FELIFE, KL-6 fEIX
1000U/ml Hif%. HT GM-CSF HCOHuAMMIE 154
gml HIETHEBLTWLA, WL Y MU B
FU'CT Tlid GGO %D =\,

FEBI 6 (X, 2006 £, 2007 4 & 2009 FEICEH
1 |92 WLL % fifT L 720 KL-6 % 2500—

Fig.1

Case 1 Case 2 Case 3
“'?J‘“u - ';‘1 ]. & o
[N b KR |
AR i" \w 2 ‘-\ !
ey . -

‘ ::eu ,\. '\ :::Gn ) ’.’.:. \‘

Cased Case5 Case 6
= == B .- FEF .
b/ \mmn =1 Ny / |=
3 R = ;
\Q A R ik g
| e \ ”\w/% | ;'
 o— 2 " ™ v wan f-
R ~ S |

Clinical course since first medical
examination

2002.0.10

Fig.2 Chest X-ray films before first WLL
(upper) and last Chest X-ray fi Ims (under) of
6 patients with aPAP

*The last X-ray film of case 1 was taken
before total gastrectomy
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4000U/ml, #T GM-CSF HCHUAAMiIZ 20 2 g/ml
METHRL, WL M BLO CT Tid
GGO PEAFL TV A 3E L WEILZ D v,
LD 6 FEBIOERIRFE & HT GM-CSF H Pt
A O B (X, B AR A% b S HA ) O AE B
6 Z BT, o 5 EFIIIPL GM-CSF H Otk
A AMEmN & b % > THEAER, R~ —
F— L EEFTROYEENE RO D, —. JE
B 6 1% KL-6 fE A5 i T Hif% £ H GGO A% AF L.
7 EOBRIERDPFHEL TWa,

2. A 1ENZ WLL X0 &S L 7-ER & JE
BEIEFEGI O E (Table 5)

FAR1BIOWLLIZ X o> TEME L7226 &
B L e o7z 4 JEBI & BT 5 & FEEMH
ERAEDSME WLL F TOHMAEL ., M
LDH & CEA fEA &\ WME[M & RO 7205, W12
Mg A A - IR CIIRE L EREZRD
drolz, 72 EAZ 1RO WLL IZX > TE
fi# L 7= 2 iEBIIE, WLL #i I2Ht GM-CSF H .tk
fizMETE Loz, FOESIIARHT
H5o

ER

aPAP 2B} A ERETHKICERT 28R
REICIoTRR-TBY, —RICHERES
DIFENL 45% DL E . 30%D R, 25%H3HE &
L. BREs RV, #THETHEEZLN
TWwb Y, $72, aPAP O 30—40%JERIE 1 [A]D
A WLL THEHRT 555, 60—70%DIEFIL 612
r ABRICER TAMAE L 2 ) . PAP (24 L TAT
bbb WLLIZFH2mE (1—22[@) T, 7+ H
— 7 v THARIZ IR LT WLL fidT BN
+52, WLL O#EIeHE#ED 1 D& LT, M
B2 PAP O 25 L T, 1) Pa0,<65Torr, 2)
A-aD0,=40Torr, 3) ¥ ¥ ¥ F&F>10-12%. 4)55
VERS, 20 (C EE 2 NP IR 8, fCER 3R IMLAE O
4TEHOH B 1 HEZMT I EPHESINT

Table 5 Comparison between cases of
complete remission and non-complete
remission by first WL

Complete Remission | meantSD
Case No. 2 3 1
Age(yr) 56 49 52549 | 41
Period from
onset to 1st 2
WLL (month)

GM-CSF Ab
level( 2 g/ml)

LDH(U/ml)
CEA(ng/ml)
KL-6(U/ml)

Non Complete Remission
4 5 6
52 56 k]

meamz:SD

41396

15 175 9 3 15 105 150111

NE NE 280 49 398 31687

519
34

663
22
24200

5911102
2808
24200

1
2

38
24
6100

1458
158
29000

533
55
2650

872531
1324120
59173179

T-Ch(mg/ml)
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TSN E AL 72, AFBICEL T
[ A 558 DR FEHR ST P 12D S HEAEARTT
REEZIL L 21 E THREOFE 2 TRAEL
fal

HZ

R (Table 1)

ARFBIZT 1999 F205 2009 4F 3 A F TITHL
GM-CSF Pifkillse & 1R B I A RTa i S
TV A& FEIL 404 BT, 223 BIAT APAP,
40 7% SPAP (&R D# 10%). € L T 4 BlH%57
FHAEE PAP Th o 72,

< AW & 72 AF SPAP D RRRE >

SPAP HEE L 7272 Wi /7 i£1% broncho alveolar
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Table 1: Demographic characteristics of clinical features for our and the literature cases.

Our cases Our cases Literature cases
Characteristics APAP (n=223) SPAP (n=40) SPAP (n=57)
Median age (min-max.) 50 (9-89) 49 (24-77) 40(24-74)
Gender (male/female) 151/72 23/17 31/26
Clinical symptoms n=220 (%) n=40 (%) n=21 (%)
<Asymptomatic> 70 (32) 9 (23) 0(0)
<Symptomatic> 150 (68) 31 (77 21 (100)
Dyspnea on effort 116 (53) 16 (40) 10 (48)
Febrile 2() 15 (38) 14 (67
Smoking habits n=217 (%) =35 (%) N.A.
Never smoker 93 (43 13 (3D
Current or Ex smoker 124 (87) 22 (63)
Underlying diseases n=40 (%) n=57 (%)
<Hematological disorders> None 35 (88) 43 (76)
Myelodysplastic syndrome 26 6
Chronic myeloid leukemia 2 16
Myelofibrosis 2 1
Acute myeloid leukemia 1 8
Acute lymphoid leukemia 1 3
Adult T cell leukemia 1 0
Aplastic anemia 1 1
Lymphoma 1 3
Multiple myeloma 0 1
Plasmacytoma 0 1
Alymphoplasia 0 1
Essential thrombocytosis 0 1
<Infectious diseases> None 2( 3(p)
<Autoimmune diseases> None 3 4(7)
<Post organ transplantation> None 0 4(D
<Non hematological None 0 3()
malignancy>
Diagnostic procedure n=223 (%) n=40 (%) n=57 (%)
<Bronchoscopy> 208 (93) 80 (75) 27 47
<Video assisted thoracoscopy> 15 (D 10 (25) 9(16)
<Open lung biopsy> 0(0) 0(0) 21(37)
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