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Jifi 9 2 H UL A AE  (pulmonary  alveolar pro-
teinosis , PAP) J2&— g XA W] B = DL JT 5 | 125
HAETIR B A ARG PIREIRIT . H 1966 4F
Ramirez 55 E YT JiE TRV HE ML IG YT PAP J5 | 1L
TIEE N PAP S AT RLHNRY T Tk, — AT 3 A
DA ; Q2L 4 3 =S B Bk sy Il vt ;
OMIMIEIRSHF T BXUITHEDE . Herb 2 i
W2 JEIRYT PAP BUGARIE, A EVE Y I i
BKIME T E (Pa0,) < 60 mmHg o /7 7E B & i) i
W IRIXE , AR REDT T 11 ] PAP H LIRS hE
HEREVE IR YT PAP S U 7 AL, Bl fn
T

1 XgMFE

1.1 %

JIF 95 91 2 2003~2011 4F 75 5% 25 Bl K2 B
J& TCB N RS BERF I RHA YT /) PAP 3% 11 4],
HoA 5 8 ], 4 3 0, 4E S 31~66 %, 4R (48.3
+10.8) %, 11 B HEIFUGERE RS, Hr ik 10
i, A2 6 1, %k 6 il ARk 1 BRAIRAR
SEE IR IR A fili 9% s ) ST A2 8 461 28 T g
TGRS (4 1)) LT 42 SAE B AS: (3 i) B S A il
HORE DR PAS JL o FHVE (3 191) 8124 PAP, 1 4 T
gL EEBERGIZ A PAP,

11 5] 83 s C e B0 A 9 il R v P A | 2
PUXURTHCTE A0/ NGS5 5%, M RRE W R

FERBTIREMIA 11 (i J 3 A AR R R B g R
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PR S R Eh e, Hrp R K g A fi
{5 897 43 H (VC MAX%pred) H(71.5 + 13.9)%, —
AR & WOHER E 2 e (Dleo%pred) i
(48.1 = 15.7)% . JH Jy i i &t 5 WHE 1 5 53 b
(FVC%pred)H (84.7 + 18.2)%, 55 1 FbH J1 it &
B AR E 43 H (FEV1%opred ) A (75.5 + 15.1)%,
FEARTEIEH K,

KIS HT R AR, 7EEIR T A
% Pa0, 7 (54.2 = 6.4)mmHg, ity sk 57 K22 [ D
(A-a)0,] 4 (42.6 + 15.1)mmHg,

12 Fik

AT ARE DT, RFT 7880 LB BE D)
e HFETIREETabR ., R ERIK 4 BRI, fE 4T 45
S8BT T HANESE TS, BREARE
BRIE T, BB PRG35 A, % o5 — DAt A AL
PRGE A, HUHGEE LA AR TR 45%~50% , 38 S
SHIPPV , 1S H8 400 ml, FEUEATI 2 13 YK /min, WEIT L
1:2, KB Hi< 30 emHLO, 4ERFIFA0R S A0AR 53 R AE
35~45 mmHg, FARFE WL R E A
B,

JHER s RE U MO, VR M AL v 6, LAk 2>
VRN B XL B, AR R e A3 S L E A 7RV
HISE K2 200 ml Az BER 7KK AR5 E PRt 35 78 22 )
REPEFR SR, FH 37°CHYIRAE BIERKVEYE  f A BER
HASHAEFAR G 2.5 m @A E AR BIERKAE TR S
YEF NUEA R BRUHE A=EZR 500~600 ml, AEHf
FAREGM B AR KTEE IE R R, IG5 1R
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MBI N FL @, R 2 REVE , 2 A B AR
5, A — MG HEVE R 6 000~26 000 ml, WEPEIEEE)S
Sl T 2 K, IS AT RES 1 H M A SR AR A
TR E IR A AR IR D B, R T
FaE G 4~10 d A7 53— MIREVE . HEBcHE Ve Al S vk
Je R AR R | PR RIS 7 F R B2 73 A (medlical
research council dyspnoea scale, MRC) . #fikIfil <53
DI NI & T =k
1.3 %itssa

K SPSS19.0 F AR BAE HEA T EE T2 #Ab B
TR IR + ARifEZE (X = $) 3, RATBCRT ¢
Ko s SFIFTRER FHBCN B AIAG S . P<0.05 S22 5
At E L,

2 & R

2.1 WEARITR

R BRI EE VS ik ARSIk
Ui AR T i A AN R B g o, oo 1 o] s
PR TR s T AR R, BEVR TR B A S 5 1
1T MRC 734%, VEUEG 2 JiJG BT MRC 434, L
BHifE 2 I MRC W91, 2R TG EE L (P =
0.180,5% 1), FEVERTX BHIEAT SF-36v2 P47, 1A%
RS R (45.14 £ 9.17) 53 HEVESS 1 RO B
AT SF-36v2 141, %fasd 2 1 A 7 Il JB, 444 fidk e
ST R (5314 = 644) 51 BEVERTT S, 2 R A Giit
2R (P=0.002,3% 1),
22 FHRbA S EA

FEVERT SR LT /R PaO, A1 (54.16 + 6.44)
mmHg, Z VS5 PaO, 47(65.94 + 10.45)mmHg, %%

F1 11 GIEEMEERE MRC 9 & SF-36v2 4

e I TEVETORC MRC 734 SF-36v2 ¥4 (43)
FEVERT FEVEIS 2 JR BEVERT WEVER 1A
1 1 3 2 53 58
2 2 2 54 60
3 3 3 44 57
2 1 2 2 57 63
3 1 2 2 51 54
4 1 5 4 31 49
5 1 5 4 31 42
2 4 4 41 49
6 1 2 2 50 57
7 1 5 4 29 41
8 1 2 3 54 49
9 1 2 2 49 53
10 1 3 3 42 57
11 1 3 3 45 55

HEVERTT T, 2 A B4 (P < 0.05) ; FEVET
D(A-a)0, }(42.62 + 15.12)mmHg, #EVE)S D(A-a)
0, }(30.87 + 18.85)mmHg, 5HE VERTIRAR, 22 %4
it EE X (P < 0.05,%2),
2.3 MiThRe T4k

FEVERT VC MAX%pred 4 (71.55 + 23.58)% , #E
Yk 2 JEJG VC MAX%pred 4 (63.53 + 23.52) %, #¢Hij
ToH BARE, 22 R G 2E R (P > 0.05) 5 HEVERT
Dlco%pred H(48.13 + 15.71)% , #EUE 2 )5 Dico%
pred }(50.27 + 14.25)% , T, 2R A Gt
X (P<0.05), HELERT FVCP%pred }(75.53 + 5.14)%,
HEVE 2 JEJG FVCY%pred 1 (71.64 + 13.69)% , %R TG
AL, 22 55 G iH 4 (P > 0.05) ; HE VLT
FEVI%opred & (83.29 + 18.78)% , #¥k 2 G
FEV1%pred 4(79.95 + 16.83)% , #Hi L B84k,
ZRTHITFE (P> 0.05,%2),

&2 LCERAEERRENAK NS R AHIEE

Ei=L7) HEEHT VA PAH
Pa0,(mmHg) 54.16 + 644 65.94 +10.45 0.010
D(A-a)0,(mmHg) 42.62 + 15.12 30.87 + 18.85 0.028
FEV1%pred(%)  83.29 + 18.78 77.95 + 16.83  0.500
FVCY%pred (%) 75.53 +15.14 71.64 + 13.69  0.565

VC MAX%pred(%) 71.55 +23.58 63.53 +23.52 0.085
Dico%pred (%) 48.13 + 15.71 50.27 + 14.25 0.016

24 HEFTAL

P HE VR R RS T A8k, HoA 1
FHICHH Bk, HAYRE BT CT ¥4 B W i i 5%
(E 1),

RIS &

PAP J&—F/b UL i i s , Hom 28 e
IR A i A ST S W A A 1 Y PAS (@
FRPERBTRCARDI ™, PR R PAP 7308 3 28 K
PE Ak LR R SeRtE PAP Z 0L T224)1, H
RIFA I 245 3 b Ogid R m GRS H B,
CPEpkr A A7 HI A 1~ (GM-CSF) SZ AR o
Be BETAYFLH ZEAE ; @C AU Niemann-Pick 553,
O ARRIRVERE A Z AN R Y 4k &Pk PAP 2
— L8 U Y 20 D P 1 s )
HPrE, i AT A BB A R e
fiE . B RS AH G Y S 4 i) B A DG 6 7 UK
LB IR PAP R RE SR ORI AN - AT
SETE LA T (granulolyte-macrophage colony stimu-
lating facfor, GM-CSF) A M-
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A~D  RES R ENE BET 4 SR EIWUZIHE CT;5 E~H : JCZ I vk 5 AH N W2 198 CT,
BT R EREVERT /S M CT Hgr

PAP [RA57 715 BB IEREDE X GM-CSF X
1BYT . XTHARE  GM-CSF Rk B pE e A 2 51k
PAP 1Y, AT 45 T H4H GM-CSF 8 mg/(kg-d) ,J7Fe 3 1
A A Seymour 25 HRIA T 1 61 GM-CSF #CiAYT
BRG], EPAE GM-CSF B CIGYT 7 ikt T
MR B, 1241k, ENIRST PAP 772475 A ili
VEVE, Wi il LIS B i <GB B TR .G M-
CSF BoiA S HA Gy PR-F-anfisa s i A 1T AU Ay
A 0, B A B AN A A, [ A
1965~2009 4EARIE T 241 141] PAP B0, 75 241 44
T 142 5] PAP (R ZDIRYT , T KA e
VEARIINC 68 B, KAl ER AR T 2,
TEAERIR P T EDRR A, HoA —E falir

SF-36v2 Wor) izl P& R ARE, HE5R A
5800 R R S 53 FIAARAR At B S S PR 4, A S
FHAAAS AR E S0 BB EAT VP4l HEBR T B A
D FRARFR B XHAI TR 52, SF-36v2 4]
XFit 25 1 S 4 S5 A fa BRIR GO A T P4 T
AT 300 R A0 1 A A e B M O s P BB | AR5
XA B FEREDE | G T SF-36v2 1471, e il
SR AR S Bl E VR IAT T A R et 2o
7 SF-36v2 PR TERE RGP e, RIWIRAS m it
VERB S DA S5 ok SR R R 4 R AR AR T T
i, A1 B ETEE S B JE T AR R ks TAE,
11 BB E B AATRAETE . A MEDES MRC 9%
HITCH B84k, AT REl MRC 2020 VAT I 1<
A A BRI, B35 PO, FHE5 D (A-a)0, FFE
RWEATEMYGE , 5 Byun S5 BYBFE 45 RAH ]
Beccaria S5 PAP BB B KA Ry i
VEAN B 76 0 10 PN et R AR T X A il o)
REEA KR AR . ARFSEREDTRY 11 151

S D) RE 7 il — AU AR SR B RE A A e il
MOREVE IS 1 2 s, (EL A il < Zh R JC A W A2
Ak, AT RE Hy T 18D, R i T Y Bl D5 S R AS
K, TOUE U BH R 2 A il Y PR e i U2 AT 30
FEA S, SR RINAREES , B &R CT
NS A T N
25 LR R DL RE IS i IR AR,
vy A I i SEAC AR AR A, A S ki <
R B RE B SEAR 2R B, R id S D RERY S i
AR WIEEYT, JFE— PR GIE, 29 90%H)
PAP 21 T GM-CSF SZAAJEIN BREH L GM-CSF Hifk
FrE, I GM-CSF B GRT ARG T RERCh ASKIR
JT PAP [, i#E—0F58 GM-CSF #ARIATT , 5L
e Ve S GM-CSF BRI HIZE &, #TE4fH
e
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