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[ e Elderly-onset hereditary pulmonary alveolar proteinosis and its cytokine profile
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iR FI%E (pulmonary alveolar proteinsis: PAP) (%, HfaPNIZ—7 7 7 & o MEAZEE LI
WARREZFEEZITHARERETHD. kK~ r 7y —Yan=—flHRA T
(Granulocyte/macrophage colony-stimulating factor: GM-CSF) H CHUAIZ L 0 £ U % B O
FHIE (autoimmune PAP: aPAP) 739 ElZ 5%, GM-CSF 7 /Ud, o7/ UUneEilii s
PEAVIKIF- 5 (STATS) 2 LC, MR GM-CSF ZRRIImESND. GM-CSF ZZAIE,
UH Y REERIT V7 7 (GM-CSF-Ra, CD161) L O—4 (GM-CSF-RB, CDI131) #~7=2=
v "SR5 T BIREAARTHY, GM-CSF-RB 1L, > Z—nA% (IL)-3 BLO L5 %
MELIFEND.

UTHE, /NFEOHES PR IR Z 33U C, GM-CSF-Ra % 21— K925 i fn 1~ (CSF2RA) D

(2 X HIBIBME PAP (hereditary PAP: hPAP) 2335 SHV T 5743, GM-CSF ZBIRD K Ifaz A9
5 EMESEENI LI N E THE SN QO o7 HEEE BIL 77 BRI N, 1 [Blo4
Jitifets (whole lung lavage: WLL) CUEN RO, b EilindD hPAP OARFWTIiFOH A k
A AEHTEATY, il E T~ 27 v 7 7 — P OMRED HERF S VTP SOV TR L7z
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=2, WUARE, BERE, FREe L. B CIIEFIERO bV o7 I X AR
W T O W T A a2 R, arEa—2ERE (CT) A% v Tl crazy-paving pattern 7%
R ST,

7 — 213, KL6@314U/mL), F—77 27 %> k22 /32ED (SP-D; 400 ngmL), 3318
FERR MU (CEA; 13.2 ng/mL) 1335 WEE, B-D 7V B8 LT AL L AHURORE R
kT o7z, BRI A5 ClX, WLL BERIOEESRSE (PaOy) 7347 mmHg & B 62N ZKAE
R, REAMROTESE (bronchoalveolar lavage fluid: BALF) i, VU /7 SERHENN (w777
— 64%; U 2 NEK 26%; AFHER 9%; IHRER 1%), Jaik~ 7 v 77—, BLOHLAGBONE %
RLTC.
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GM-CSF HOHUAIE, IMiEE7/21E BALF OWTFHUZBWTHRBH SN2 -T-. —J5, &L
~LDIfifE GM-CSF (91.3 pg/mL) 23EH X4, GM-CSF ZBAERDER Bz L 5> 7 uvs
ERE ORIV ST

£, GM-CSF O 7V v TREZ A7 V== 79572012, FIEIMEAZER (peripheral
blood mononuclear cells: PBMC) % GM-CSF 35O IL-2  GefHf) THIH L, STATS @V Lk
T AL T 0y MO LTz, U Rk STATS 1 IL-2 fIR il Siu7=23, GM-CSF il
PIZBW TR SV, GM-CSF v 7 URZED KKl R Sz, £/, 7a—%A R A b
U —ZBW T B ABROMERZITV, GM-CSF JIlIZI51 % STATS DV VLA HiZen 2
EHHER L2 RIS, PBMC IZBWCY = AX T v w7 4 78T RT-PCR (255 GM-CSF
SRR o BB KON B BHOFEBMT 24T > 7. GM-CSF-RP A # L [FE50D L~ THHL L T
7273, GM-CSF-Ro. DFHITAHNT, GM-CSF-Ra OEf5 T~ (CSF2RA) DELH: A7 e 5k 5
LipoTs.

=7 T AT, BB PBMC 25 DNA ZfhitH L, CSF2RA Bin - D4&=2 Y % Table
S1 F#D T T4 ~—Z T PCR THEIEL TYTo72. TORERTY V2 7 O nt508 THEHE
AR C>T DAL oTc. ZOERE T R (Q170X) 24U 5Tk
BERTHoT-.

W7 ) 2o~ A T XA B— 3 (array-comparative genomic hybridization: aCGH) TOfi#tT
2LV, CSF2RA WnTZE0ET 5 Xp22.33p22.11 ([ZBIF 2~T a4 (LOH) TOREKGER
(22.8 Mb) ERSIT-.

I HIZ, JEFIORIERAOKRERTS R a2l 57-012, 112, IL-3, IL4, IL-5, IL-17 3LV
M-CSF DI L~V Zefb &t Uiz, IL-2, IL4, BEOIL-5 DO L~YLiE WLL %12 L<
Wb L, ZOHMAITHMLT-. IL-17 TiE, WLL %87 » AREWEETho7-. —F, I3
BEL M-CSF O L-yLE, WLL #%bEfEa#ERF L7-. GM-CSF 1Z, WLL #&IZJE3 S m
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AWFFEX, CSF2RA ZRAERZ AT Dimlind FIE hPAP DD E TH 5.

BEIITNZ 170 D3 Ry afkika RAZE z, GM-CSF-Ro. DIEF 7258812455, GM-CSF
DN ey 7 IUBEEE T D AR AHAR A H L Q.

FIEH D hPAP DA DT2DIT, $Ra 1A NA o DIiE 7 v 7 7 A VAT UT-hG
B, ANEFITIE, WLL OFREN IL-2, IL-5 BEW IL-17 &G4 DA b A L OIififE L
NERFEETEY, Thl BEW Th17 U o SEROKIEMIEMALORERN 5 3isboiiz. xR
12 IL-3 BELOY M-CSF DI L-~YLE, WLL % THEWEETHY, bAoA bAoA
IHRFE% CTH~ 7 17 7 —VOBRERERAC L E 2 O T3 i EHERN S 7=, ABllZBW T,
IL-3 X M-CSF OV EMES, 58P hPAP ORGIRRGE & Bl L QWA aTREMEN S 5.

GM-CSF, IL-3, IL4, BXO IL-5 1, 5q31.1 \Shi@E T ABsEn o> Ca—R&h, B
EKBL O~ 077y —VOMRRICEEL KFT 28, IL3 BEW IL-5 OZHEEN, B #HO




GM-CSF SR L AT 5 Z &I FHE .

BED 14, IL-5 BXLU GM-CSF DIfijEL-IL3, WLL O%IZRD L7223, IL-3 Ly
HIRE LTEWEE TH-o7-. GM-CSF ZHIRD o BAOMHEL, P BRI B %A KIFI herk
DV, IL-3 BEWIL-S 7T UaEICEbZ 5 [ EEZ LD LIV,

ABFFEE, GM-CSF-Ro. DFBIA RIS LN 7T UREREZ 5| X 2 Lz CSF2RA DEIET-
JEHL 2 BEHE T2 mlnE RE hPAP OERHIOWETHD. b OFERIE, GM-CSF 7 J/Uzn
BN, ML 7 IREEREIC L > THRIE S, mlE ISIE £ 721 3IEERE PAP 120727035 2
LA L TUNA.
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FNFEOHES TR R 235\ T, CSF2RA D5 1512 L DB IMERE FRES IS St s
23, GM-CSF Z&EOKMaEAT 5 mling BIEEGI L A E Tl S Qe oT, ABFE T
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