. Ramirez RJ. Bronchopulmonary lavage:
new technique and observations. Dis
Chest 1966; 50: 581-588.

. Beccaria M, Luisetti M, Rodi G, et al.
Long-term durable benefit after whole
lung lavage in pulmonary alveolar
proteinosis. Eur Respir J 2004; 23:
526-531.

. —HISHBE. REFICBI L EHOREEME
EEIEICT 5 &Mt I 58 KT
v — NRE. BEESEE GRS Rk
fseEE [EEUmAMES (MhEaiE,
FRMUFEEEMESE, £ 279 ] BT
5 AT 24 4 EERRTE - HEBFFE R
HE 114-122.

. SRS, FEHEOE, MERA, b B
EEE T 5 A HlElvkiE 0K & ki
FNE%E IR 272000 TV T X LIZDW
T. HIR&EE 2009 ; 47 @ 185-190.

. MAREF, B g, WILAS, M 2k
e AT L7 H ORISR E B E 8 1o
FH, 2R, REeMOLEWFEM. HIER
£&E 2011 ; 46 569-576.

LR B, BAREE, LR OE, BT,
KR, FRIER], MEEF, LB,
e IER, B, HEFE— BCORE
TR i B AR I VU9 B A il A D A P
R E R RN SN 2T A
[EamA MRS (MlaEaE BRE
BE SRS, £ 27— | BT 5HE
WHFETE PR 28 FEREE TR EE
99-102. |

153



fiile & B & 2T & 7z B CHURBE M D EEFIIC DV T O AT

1) TERFMR AR _
2) B REEHFR SR EFHEERL Y 5 —
SEIBE L FH G2 EBE—ER

LI

P & FRE 3 B R AT B AE 2% 90%
A ERED 9 BOHE LIEE SN TV
5o SeRVEMG Y& BE R RO & B IE X
1BUTOHELHEESN, MThH L,

AOFAEIE, BIEE CHMle&BIE & 21 S .
ZDOBERBEEDLNTZD, HODPREFEREEE D
729, Pt GM-CSF $ifk b BB TdH o ZEFICD
W 2B % o7,

PR &k

Pt GM-CSF B D Nififa & FiE O —EF]
IZoWnWT, [REXZHFERE., FHRE, MER,
GM-CSF ¥ 7+ IVRMAE R &% BT % VWHE
rBIhol, ‘

R

1. BEER
66 % Bk
ESH A
BEAERE @ FFIRE - B BT
BRMEEE 8 A/H X33 £ (59 & V) HfE)
WERE 60 T CITAMBHI I — 1,
FO®BHTV) Y AY v N,

2. BRI
2006 4F 12 A, Bk - Sl E EFRICETER
%%, MAMEHICOCEAMR) TT AE
ROTz, FELFMREMIT L. BAL OEIY
WOWRIAKD &L EHIROABIRETH
PAS g+, # DMk L3R ENT
H o772 ONREEE & Bk, [EEE -
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AN O b #0 & LT85 %
FEAT L. S b iAT L2, B LV
BALF Z#iBK¥I2#F LT GM-CSF 1
HWEELLFEYTH > 72, MKEERR
BT SlesstE 2 R 58 5 2R JFR
Bldkhrol, ’

2007 4£ 2 A, HOT EA S aERE, BR
%y 12 O/AREDORESHE T TR
AT L 72,

200749 A, CT TlRAY ¥ A3z
(EHEK. DR, [EXZMRBEE 2 1T L
% THIRBIILF L. HOT b B T & 7,

2012 4 3 A, BEELH D . EE LD
TRIFTEF D A1) F5 ZAEOEBRD 0, Hifil
FEHIEOT LW,

2012 £ 4 A, ABEOLE, REXZET T
DItz 42 0 & LiglT. BEMEF B X
U BALF 1 O#T GM-CSF #iik % lET 5
bREETH o 72, B HOT E A S 1B,

2013 4 2 A, BB, Wi
EHBEEMERTHY, BE - MEEHR
TURHEMNE 2o 72,

2013 4£ 5 B, [EIHFREIZ L B4
BB X O i vt m I E B9 T ABE
L7z,

. BRRPTR

B E 158cm. AE 61.8kg, AFEHEME 1.63.
ME 114/64mmHg, fR¥E 60/5 %, SpOq
96%(Room air)., iR 36.6 E. EikiEH
(GCS : E4V5M6), BESEE 2 L. HEY
Beze L. BR: IRBEREAMZ L, IRERESE



HEAR L, O R U MHEERR: L,
HEREZR L., BER L, B U o NHIER
72U ER L MER: RIS B fine
crackle ZHEEL, (MEF 2 L, JEE . EiH,
R, BV L, JEEAAE T, BIEEEIE
W.OME: BESRL, EBRERL

4. BRERER

[ AT 2.(2013/5/14) ]
Mm% : WBC 7100, Hb 15.5, PLT 23.4 7
A4k : TP 8.2, ALB 4.9, BUN 5.8, Cre 0.80
%% . RF 46H, ANA 1280(spectle pattern)
P1 SS-A Ab(+), #1SS-B Ab(+), #i RNP
-Ab("), fEE~—%—:CEA 0.9, IL-2R 506
KL-6 476, [THERE - BHERE - EAFE - BEE
F - REEIZIER
[ PR RER 5 (2013/5/15) ]
VC 2.31L, %VC 69.4%, FEV1 2.26L
FEV1% 90.0%, %FEV1 85.0%, DLco8.57
mL/min/mmHg, %DL co52%
[RE SR R.(2013/5/15)]
<BAL>
RtB3b IXIZIEFEH, RtBSb 300 HEB 7223,
PAP R TIT72 0
57 : Macrophages 40.5%, Lymphocytes
53.0%, Neutrophils 3.0%, Eosinophils
3.5%. CD4/8 3.44
<TBLB>
RtB2b, RtB3, Rt Bia : WiARREMEL
Bz & BAR Y o NERIBIE 2 O BB AR AR B
mEnTW5, BEEEITRD 2,
[MEAECOMRE]
EHi4RM (2013/3) Ti% Hypocellular bone
marrow CThH Y MDS DFR[HEMZ 2Tk
HATHZLIETERNEWHHREFRRLTH
ST, REMIZEE R MDS IIEEH
& DRI TH > 7o, RO G-BAND #H]
U RERE 2R L7z os 20 ka4 1400
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Ed1 E 2007/1/25.F 2013/11/29

T47, XY, +Y L EEEZRBDODIOHTEE
Ja— OERITIIYTIXE ST, MDS &
E 2RV L2,

. CTHEGATR (B1)

(2007/1/25) Wl FRFEFICRIER R H 1 |
—EAR Y HT AEERBD D,

(2013/11/29) WFEEIZRA Y HT 2, /I
EMREORESH Y, AV VT AE LER



BRI, MARERE S8 THZ D,

. TDROKEE

BAL ORIl &R & 13T VD572
{ BALF 7 b V) ¥ 3BREAL CTHife & B iE
WCEE L2 o7,

WRIZELE VTV DT, EHETE
WEIZ L TW/zAs, 2018 4F 11 Aic% Y,
R R AL, B R D R EAE
Tholzizo, 12 B 3 HEZW 2 ET A H
§9C VATS 12 & % Bl % 11T L 72,

. RO RERT R,
VATS I2 X B TESBL/ESL LY,

ISk R a8 DR
WE A CIEMBEERETRAONS L)
2. B 50 7% PAS fGEDOY— 7 7 2 ¥

S ORE IS o T, B

(NSIP) & R 3R EH 2 5 heds, i
MOREREE B %> T, RS>
FTTWBEZATH A,

ER

Z DEFE, 2006 FEDFBHET BAL OREY
WOBRPKD L EHROBBIRETHY |
PAS a5 TH ) \KL-6 b 9000 L E & &1,
SRtk TH®IR L TWA Z L SIEEAEL
ZZoNb, Lo UREERIIFRESRTES
T, ORENRBIIZ SN TV RN,

Pt GM-CSF $iik 2 BEEHE L TW A 05 »
ThLBRUETH) ., BORENEMRERE RS
ERTH D, |

FREMEEREDKK & LT, GM-CSF %
BHED o 85, PHOBEIZLDFESAONT
Wh, A7) —= v ZIZidIniE GM-CSF B L&
PHEHTH %,

RAEBITIE 2018 £ 1 H . FBRFEEFEH
HEEECED Y FFEF V20wt &
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BAL & [iED GM-CSF % #lE L7225, 13IZIE
BHETH o7, T7KMEMD STATS V »ER1L
% GM-CSF. IL-3, IL-2 BT CH/25
FTRIEFETH Y, GM-CSF ¥ 7 F VIR
FIIBDO L ol, EREMBEELEIITEN
THo7,

Z D7D TR EEES LN, K
FEGE B B EIMEANEC ORI TH S 2
2 IMEEBAFRD b T, B O 0% AR A
HOLN TV,

Pt GM-CSF HufkA3 et D fififa & B iE DS
bEEFZENRTWEYD 2, HILRFEOAHS
AR A — B O & HAEASSSE L 72
WEDN SN TV B DS, ZDEH] D H GM-CSF #t
RIZEETH o7 LFRE SN TV B, FiifE
BEHEDZPICE—BEOREL L5
GM-CSF PRzt Binb 2 b DL Ez b5,

Fifa & A iE & MMM R LIS LIEEET 5
DD L, BMEEMEROFEAETIEY—7
TV NEHORERRDOLZ LD, Bl
FAZEEE & MM % L OB IHEETH 5 fE
Blsd B Z EDMESINTVED, KEFITD
BIERICIE, M E EE O B U PR 2%
DEPICLDDOPBWICER L. 4% 35
IR 2R 2 330 T, MEORME% K
LRI LTV ELV,

XEER
P GM-CSF $iik0SBM o ffife & [ E & s
L7,

ZE I
1. Hisata S, Moriyama H, Tazawa R,

Ohkouchi S, Ichinose M, Ebina M.
Development of pulmonary alveolar
proteinosis following exposure to dust
after the Great East Japan Earthquake.

Respir Investig. 2013;51(4):212-6.



2.NH B BOEF, SHE_R, BE/mEE,
BRECFONE, EAR s, =B &, BARITE.
A Case of Suspected Idlopathle

Pulmonary Alveolar Proteinosis With a

Typical Crazy-Paving Pattern and Milky
Appearance of Bronchoalveolar Lavage
Fluid, But Negative for Anti-GM-CSF
Antibody HEIEFEHEEE 200653 & 4
5 261-267
3. Harada Taishi, Nabeshima Kazuki,

Yoshimura Chikara, Kawabata Yoshinori,
Fujita Masaki, Watanabe Kentaro. A

Young Woman with Interstitial

Pneumonia and Coexisting Deposition of
Surfactant Proteins. Internal Medicine
2010; 49 % 14 5 Pagel427-1431
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FE IR 21T o Te BASE TR & 2 O RR AR R & FIRET R

1) R RZEFAGERGLIE R BT AR
2) FrIRKFEWEFREFEMPFEERE ¥ —
EAER L, HBREZ L PE Ot AEAML L A

IXU®IT

R A DR FE ISR 90% 4351 GM-CSF H
CHUEDN B B CaEilaERETH Y |
Y O 10% B MIRESZR & OERERIZX
D RIET 2RI E BiE & S, ROBEIR
KRB BIEIE 1% DIz 720 Dy 3R,
Z DORSFEME FEOFIC GM-CSF Z&K
BETERENRK & T SNEMNHRE SN
DX TND 279, Fox [ dRAFENRLE
FUE L RE% L7 EE I L 0 IR AR 2 A 2 L
RGNS ER AR BE A BT L., £ 0%
GM-CSF V&7 ¥ —@ETFERICL HMEE
EE & 22 L7 EG 2 1k BR L 7o, Bl
FREICXT T B B OME T E Tick <,
ASE NI A IR R R 2k L, Bl
%K b ETIET & 722 - T EREERAR & FIRE R4
WET D,

SiE Bl

FEBI LA SRR FER: 36 5%(2000 4F) D%
P, Bk, BEINVTRIE L, RFEA e &
fa g BALNKAT A & REE S Mi£#H (TBLB)
IZ X BIRERE OB R L ME BAE &2 S
iz, BFRERIEREL R T X O KR
R ST, FERMERE RS LT 2000
FE~2005 T TRV 2 55 [ERA b i
T RER AR R Uk x (DR < e o
TV o Tz, 2005 4 11 H1Z GM-CSF R A%
FEAYENE LTHUBRMBMIEZ LI, Lol
Z OFFIZHT GM-CSF B i EHIE Lk
HEThotz, LvL, MUZEZ L S 2 DIRHEE
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0372 < GM-CSF R ABEZ AT L7 ds, ZhRH%8
M9, 2 OE XD BRa TR ORRME(L & FRIR
RENEIT LTz, 20084 4 B, AlizR, £
I 20 DI A S MBI AT o 7,

T D%, BERMMEEE HV = in vitro @
ERBLIUOBEFORET.FE 22 FBLEERD
B $HEIET Exon6 12 1 EXRBORERES 2
B, GM-CSF L& 7" ¥ — B#KBIC L D@
JfaE BiE & 20 L7z 9, (H21, H22 FEEF5E
WEETHE,

B IR R 20 5 WEBRE STV
2009 4 7 H OKE EEMRE T 99% Dffifa~ 2
nvy—UNBEBEKER-STEY, HEEA
SE DR PR Sz, CT TIREE OB b
AL E 2 AR SR BEAHE L
Tz, 2009 4E~2012 R I2T CRE 5 BlO4
ey 2 1TV NREICIRBR 2 R o TV 228, 2011 4R
11 BT B EE R XREFEREBOS) &
FEE L. 2012 4F 10 AR B 7 2~
JVAIESIIE LT, TRIRIZ LV —REZ R,
BEBETAZ ENTEN, BOSIZL 5 28
FERREOETHHY 20134 6 A 7 BITKIE
Lo,

FIBRET R

A A E BEDFT AN R 67228, CT
TR & —8 L CHM & Be~EROBT R0 & 20
IR o Te, Fio. BAZEMMKE TR DT RIE
HIRAE L DK 40% 28D b Tz, FitkimkoRs
EROBEHEHZIIZ S T AL F LR OG0 e
Iz,



ER

B A D& B E XS 5 B O HRE (ZASE
BlaaoT3ERD Y. REGIZED 2 FEFIT
BREERL—-FEAHTHL 79, o ik
WS P GM-CSF HOHES R s 5 Ll
B OIEFITH 1) . BHIITMETITTE R VAT,
FifE & HE I & AR ES LT Z 1T o
T ERERICERT AU RENDH LI LA
BHICELSRETH D, /o, MBHEBICHERY
LREihiFloEECTRila~ 7 a7 7 — Uk
WETL., MBEERESRET 2 LIHES
NTWBA, FiBHEOEE B il &
HEDHESNTEY 10 | BFEIHLH,D
LZe v, ARFEGNIFRIC, BEEMRERE
EELTWAEO, BEFRHEkOME~ s o
77— YV OBRERENRAD WL R, BRI
WRTH o EDE LD, SHIT, KEFILT
ANRNVENV ARG EZEYELTBY ., Mila&
BAE ISR ) I P BRI RE DR T B RIZL T
Wizt Bbh 12, BRERICER LZEEIIMO
FlifR BT A BB L ) BRBRYIREL 2 5
TLICHDEETRETH S,

T2, REGAOBERIHL 2 REGENRS
N DRI S D5 d o 720 BBDBEEFITFR
RETH A0S, ABOBEEZETEHERELTNAT
BN D B 2 L, BB ERESEERIC
BELRVWI LR EP DI, MREREDRE
B~ 2797 7 — VOBEAREDAR LT,
Bl XD EME EEMTOY—T7 275 2}
DEESCKHOZE D RR S, REEHHIC
W BBIMOT 7a—F & LTREOKIIH
ZrEbii,

R

Fifi fa & B AE VA 2 B B AR AR (A AT B 72
MR AE%E 2 L2 E I EBIRE L 2D ) 50%
BREITLILEZERTHILENHS, MREH
FEDSIE I~ 7 07 7 — J OBEEREL
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BEESBREBESEA 707 F 54— HW

H o= i &

2) Ei

FRINZER !

T

H O g 4 iifa & HE(@PAP) | $L GM-CSF
HoRicLoiila~sa 77— I3 0bdd .,
F=T7 05 FORAPEESINTHEIET %,
FEEEAIC, ABEEIT 30 BAEE, B, B
BUEZIZ LW, —J7, ROFAETIE, BRIE
BEERERAREL ZNEFN 51% & 23% 2580
728, LA, aPAP OFEREICHER AN LD &
NG T B2 L TRV,
bbb, WABED aPAP DR & R
WCRAZTHEEZFANL 20, MilkkE xRk
EOBBETHR A 70T F 74 %—
(EPMA-WDS) % IV CILREGH 21T - 72,

SR EFHE

HE; ERNKRRR T aPAP L 2HF &, Bk
H5HVIFEHBRPITbNIES, =B aPAP 02
Wrid, JEA5r @A gG e B R st E R R
EHAMERICE T A2REMEL TED LN
DWIEMEIIE o 72, B, LIETIF R PAP L2
W S 7 FEBI D 90% L. Eid aPAP TH 5 Z & 2
5., Pt GM-CSF HLEHIE S LTV 2 WS
PAP DFEfI b X5 & L7z,

B, A=) YEE LD ST T 4. v
Ty 7 b, BES 3uym OEFGYH 2 ERL
72o BRI & MSE R % £ EHEE L
LT, TESNZIT) . M7 IV BRER) % 7
=Y TRLAETEY Y 7TEREBHR LTI L
TAHIEITED ., RO EoFMICEDITLE
PiEEL T A2 EHN - FEEMICHS 2
129 %,
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HiE D IC R AT

1) B RFERFEREERZER SR
RiksE#e &b

I3~

=

vd i
KR
1. 7 6o aPAP, 1 #lOfEHEMEESE
(sPAP)., €512 9 —f#ld sPAP(BAL DO&)%
BEMT L7z aPAP 9 6 2 BlIE, W AEEIHHS
DT o72,

2. LESTOERTIE. OFTXTOERT O,
Fe, Si, Al 7 E—fMEICE TN LIRS
A7z, QD HE ZR L 0 B, i
FAREPIZIA K Fe 235540 L CWABIPEE S
720 QFEESICEIBTET EOER, HS
PTREholze OQRABOEEIZ L B2,
aPAP & sPAP ODEDHL DL TIE L Do 72,

E2F 3

FE5EME PAP T, H & I ZHASifa sk b
DFe. VIV ATzY Y, VIV AT Y VE
BR, 72 FUREPEMET, REAREN
A MEETIC 7 2 ) F U KBICEELTW
HIZEINPRENTWBE, SEIOFERITZOH
EHEREMNTLHDTH LA, aPAP ORFEL D
FREEIIBH O TR o 72,

o
PAP DERICHAHFEENHEES L TV 5T R
HATRIR E Nz,

B
EPMA-WDS 2 & 5 ik D T EHH D ER
DENE AT o 72, B RFRE DL T —/)

MIEFRRIEH L E T,
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IVR ZRICHEN SN D MEEIRGHEREICBIT 2R T —RRE &
BN R O HEE BT A5

RERREF: TR R
REEERE

XUBIZ

BAEM MRS EIBRE (AT —%)
. B - Bl - & RIS - VW LER R E OB RE
DI-DEEFRERDZILICED . ZRBERNH—
ELRRWV, BT, AR T —RICBIT 5 ME#EIk
HROE/HT. EHMIIKNTEIL<HMbNTE
V. (KEESRIMAE - & BIERNZER - v - g7
CORRIZRDZ b, BRBRFETD
BRERTH D, MEFIRFIZHT D I8EEIRUEK
Wik, REIBRE O T — T VERIFN H B B,
BIETIE. RFTREE CREICIT 2 2 IKE 5T
ERERBEG 2z b, BT —T VERITHN
F—B/REEBZOND,

BPETIE, TEk. PR - R OBIRE - M
T « Wil 7e EOMEREICK T DT —T v
TRERIT. SRR O IVR 2BEAHE Y LT
BY. WE#HRGEICOWTSL, AT —FVE
B OB TICoOWT, LIF LIRS
TW5, L, BATOEMMTERAT —K
A OFREMEIZ OV THT L HRRHED 5 VIR
REINTWBHDLIT TR, BEBEHICLER
PERBO—ER TH B ATREMEIC DWW TIXIE & A
FHBHAENTORVOPEFRTSH 5,

Z 2T, AHFFETIE. IVR 2RILCEN S
2B SR RE BT 54 X T —IFRA D
BEE, ROA AT —RIRAE OF EIZ X 5 EhE
IREFFE DT BRI FF OB DRI 72 & B R AU O
ERIZHOWT, ME 1T 72,

x& Lk
2000 4E 6 A —20134E 10 A ICE&2 I [
BRI WS, Y4Bt IVR 2B
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F—T VERKE BICRN Sh-d 47 4
(% 12-75 %, FRME B2 k) Zxigdl Liz,
AT — IR OEERZH EUE(Curacao /F)ICE
SWT, DREMEEHM, 2KE « FEOERM
MEYLR, INIRRE. D1 BHEOMBEE, O 4
HEH, 3 2LUEEET DR (2], 2
AETDHLOE T821. 2 OKREIE TFEEMET
R ERBLEED, D5 b FRT—Ffk
HOFEERE (2] 1582 24 X7 —R
B TATREMRIZMRVY ) B IEA4 X T —REE L ]V,
MR OFEE, MEFIRETE OB - 1 X,
A EMEER OB ZI2onW T, BE L,

R

ERIRSWr BB IZ E-Du T, THER) 20 fI, (&%
21 46, TRIEEMENMEVY) 23 Bl T, AT —IR
BT 24 B1(51.1%), THEIBEMEAMEVY) 1% 23 f
(48.9%)Th o7z, 4 FHR 9 4(19.1%)ITMBEE
T, "B 3FER6 LB T THoT, FhplzD
WTHE, AR T —REET 1275 % (FFR{E 44
%), EART—REET 1875 %k (FR{E 63
) T, ARXAT—HBEINABEILE -
(p=0.025), PERNZOWTIE, DB, =
AT —IHEET 14 B1(58.3%), FEA R T —IREET
18 fi(78.3%) T, FEA R T —IR/EEIZ L Y ZVME
MERDEN, MBICEEZEIRD o
(p=0.124),

FHENERAIRETTE DB K feeder BRIZ DWW T, 4
R T —JREET 8mm #i 18 F(75%), 8mm LAk
6 Bl(25%), FEA R T —FREET Smm A 21 F
(91.83%). 8mm LLE 2 Fl(8.7%) T, A AT —K
BT 8mm LU EDIRENRZVMEETH o 7253,



MBI E B2 7% 9> - 72(p=0.136), Venous sac
DEKRFIZOVTIE, AT —HET 20mm *K
% 11 $1(45.8%), 20mm Ll Lk 13 #1(54.2%), FE
F AT —JEBET 20mm FKiFH 19 51(82.6%).

20mm Ll E 4 B1(17.4%) T, A7 —RET
20mm Pl EDEFIBHEEICE D o7z (p=0.009),
REOMEEICOVTIE, + AT —RET, HE
11 $1(45.8%). %% 13 B1(54.2%) (9 b, UI'F
ATI1H) FEA R T —FREEC LSS 1761(73.9%).
%% 6 51(26.1%) (9 B, WFAR 14]) T, *
AT —RBETERVPAEREILSE  (p=0.047), 10
AL EDERIETRTHFAT —IRERE LTV,

—7. FEEMEREOBRMEIZ. £ T 12
BI(25.5%)IZ R O 7zd5, + AT —IREETIL 6 Bl
(25%), FEA+ A T —FEETIT 6 $51(26.1%) T, T
BICEEEZIIFO R o7 (p=0.598), HEIZ
X5 HREMEREDOEE DEVIZDOWTIE,
H5E 10 51(35.7%). %% 2 61(10.5%) T, HEEH]
WA Z RO 120, BEEFRD o7z
(p=0.051), T K feeder % & ZFBEMINER D
ORI, 3mm FKif/3-5mm/5-8mm/8mm Lk
= 051(0%)/5 B1(25%)/4 51(23.5%)/3 B1(37.5%)
T, feeder FATRKEWVITL, HFEUNERED
SWERMEZ R L72AS, — i TRw] Lahb
Smm Pl E Y Smm kM TIRAEZIIR O LA
- 72(p=0.136), K sac £ & & B ERAE D
BEORMRIZ. 20mm K 6 #1(20%). 20mm
PLE 6 $1(35.83%) T, 20mm Ll b CTAEMEMEKR
EVRZ W ZR LD, FEEZR SN )
- 72(p=0.208),

EBRIATb NI EEONFRIL, 38 51(84.4%)
DFEBICH 7 — 7 IVERMAHAT N, AT
— 7 VEERRAN SR B & HBE S N7 KERZS 2 61
(4.4%) THRHIBR AT S Nzo FEA R T — IR
BEOEIERE 5 Bl(11.1%) 13 BBE 2 FHLE L
iz, EEED 5 WIEEEBIED O RIEMNE
BIREDFIEIXBIERED TV,
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R

F R T —IRIBIT BIEEIRETE O S
L #30-50% L SNTEBH O, EIZFRIFITIE,
HHT1 & 49%, HHT2 & 11% &, HHT1 T4
ErEWERYESH B O, —J, MiBiEREHIC
BT 5 F AT —HORERIIN 70%., FEEH %
A7) ==V 2L D HI80-90% & SNTWwWB M),
A EDFK A DIEETTIE. Curagao FEHEIZHED <
F AT —RREOW RS (2 - 82) 138%
¥(G1%DEEIZFED, IVR OHEZEIIBW
THEBTLHHEE L TUITFEMIE VR TS
o7z, o T, Eefirz BRI E LT AVM @
BEPENENLHEICE, BIZHFAT =KD
REOTWEEMZEHEICBWT, BRHYZHZ R
HEWFRE2 LD EVPEETH D, /2. B
IREEWTEEHE | 5 - BEZ L HI S Al &
DRIE HH VT EEEIMENE SN S,
WEBEHEIIEEIZZ VWD DRV FARERbN
BB ElZonTid, BIEFEHEOEET Y
v Y T OERK O AR TH L,

BN ERIR BT BV TUE, IUAEZE - — @M
BIMFEAE - IRE 2 & D2 BN ERE 28 2
TERNDDH Y, B feeder 2% 3mm Pl F %
BB TEIVAIPETLEEZONTBY, F
Midh 5\ IZERBIED 72D DEBEILETH b,
AE DA DRESTIE, 26%D EE 2B\ T
BET - IRREOBEL RO, LI LD
T AT —ERAEB. LB A feeder 557 &
DE)AZBICTHENIEEICE T ARTIE 2,
277,

FREIEIR ST DEEIC DOV TIE, 80%LLED
BT, EBIANRT I VRGN T—T
WERMARIILTEBY, BRRBRENTE—ER
BEEEZ bNTzD8, FiZ, follow CT THEH
- RIS EDN LA, ZRFED) b—
BERELTCWEHE, F A7 —HRREAEZEICE
WCHHBRDSRDL NS HE R &1, ERPHR



EOBRBIZOWTRHNZBE Y RS20t
EHIT, BYRBHIGEIGREZRTAIL
DEETH 5,

Km

ERfiE B E L TIVRZBICEMN SN B
BHRFEEZEOHERIIBRZH L. + A7
—REEELEZON, FAT—FRBEEET
X, BEE - L5 - 20mm L ED sac A EIC
Ewoloh, HREMEREITX, LTLIAA
T —RE - A A XREET, TR B
EIEE B E LUREEY R T — T VER
Mz —ERE LTEREITRETHE, AT
—RRE BT A EE R, BIETE-RH
Bixftt iz EOFHEO -0 CiE. BESEICBI
5 BT M DOEANSHDOBRETH 5,

SE I
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diagnosis and management of hereditary
haemorrhagic telangiectasia.J Med
Genet 2011;48:73-87.

2. ShovlinCL. Hereditary hemorrhagic
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embolotherapy of pulmoary
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1) FAERZFREE
2) FALEER KRR

3) FIBREEEFRE
SIHIRIRA 1

/NEF R RITEA 1

XTI
EBRBATRIEL, BIKEFRREZZZ L
B O % % M i & B AE (APAP) JE 1 1 .
2001-2010 41X 0.9 AAETH 53, 2011 FF DK
AAKERLE 2.0 N/FEEHEIN LTz, BBET
> APAP JEF DAL 0.5 A/100 T AN/AE, &
BHIRFEIL 6/100 5 A(EET 600-700 A) & #He
SNTWVDLR D, BHREROKBEEADN 100 75
ANEETHAZ LD, HAXRRKERZZEIZ
APAP HMEIN L7=FREMEN 5, BRBICHIE
L7z 4 DWW CRRIRA R A IR L e,

*hE & Hk

WHAREKE 2 £# (2011 4 6 H~2013
5 A) I APAP 2 %JE L, HILKRFREERFER
ZENECIBE SN 4 BlOERTEH (BRRE &,
BB R, iE~—0—) ZT L,

RER

4 il bEKAMED ClRmMERRE A ERS
T, BR#gEZ CREREERELEMINE
T LB APAP ZINcE o7, &R TEKR
B OBKHNFNT D FBSLEREDIEERER H o 1o
FEA 113 48 B (R1). 201345 AD
2 T%%Eﬁ%%ﬁ%ém EN=Sd i b
(BALF), BRR&EX LM (TBLB) &
GM-CSF 5k (66.88 1 g/ml) XV APAP
DLW & 72 o7, WRIEREIT BI560, BH%EL
MBBIZEE LT, BIED-OT 7 ey —
W NARD A CHRBBBE L o T,

JEF 21X 42 B (B 2). 2011 4F 10 A&

(= B E S IR 1 & BT S 7 4 B

PPRERPIRY
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o
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AR MBI EEEE & —
HESr2 2, — / WHIEFD 1,

e TR S

3*? 425
s =t
5
Y - 19
1 e ]
B fER 1 OBRER
PTHHEREEEEM I, TBLB &

GM-CSF #Hui&kBt: (5.98 ng/ml) LY APAP
DM & Te o7z, BUEREIL BI150, BRMEHK
REED L b7 BEYEREIEEIEE L,
BIED =T 7 u ¥ Y — VIEBERNRD T
SRR L e o T,

JEF] 3 1L b6 mBEME (B3), 20114 10 A
e CE R R 2~/ &, BALF. TBLB
& HLGM-CSF #ufkitE (53.67 u g/ml) TAPAP
DB & 7r o7z, BREREIL BIs25, BEHEEN
WK LB & BT ERICHE L, T



2 FEFI 2 DEREREEE

Tux Y - VEBEANRCTRBEE TS L.
201249 A CT CT VT AEOHEELRD
72 ® GM-CSF R AL E 12 22— A JiifT L7z,
fyE~—o— (KL-6. Sp-D. CEAIZZEZ 2\
2N, CT CIIREOUELRD:,

FEF 413 42 B (B4), 2011411 AD
2 ChREETE BRI, sIEICCHREE
fli B\ TH SRR BIE L 7o 7223, 2012 4 4
A XY BEREMASHER, CT CHMEA Y Y
5 Z%ﬁ?ﬁ b, BERIE RO ZTZORE 6

YRR & 72 . BALF., H1 GM-CSF i
%%@(H94u@m)iDM%P@ A
o7z, BRJEREIL BI1080, BRBE OB N E/EE
RIZHEE LT, F4E 8 A LV GM-CSF IR AJRE
% 12 = —AHEAT L, I~ — I —I38ER1E T
KL-6 % 5880 7*5 3150 iZ,CEA 12 18.6 725 5
W L. B CT TR OUELZ RO,

SER] 1—3 1351 GM-CSF FiiE oRIEEITF
Z1 68.88 ,5.98,53.67 1 g/ml, Diseases
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Severity Score (DSS) (3C@k) E36I& b1 &
BRETHo o, BEREK (BI) d£h¥h
560,150,625 T > 7z, FEBI 1. 2 13 FHEH (7
>7uaXy—)) Ok, EF 3 13H GM-CSF K%
AR E 12 9 — ZfifT L 72, KL-6, Sp-D, CEA
i 2 EREALA Do 72hY, HER CT TldtksE
RO,

FEB] 4 OPL GM-CSF HiLRlEEIE 11.94 4
g/ml, DSS i34 L BIETH o7z, BIERE (BI)
1% 1080 TH - 72, GM-CSF L A =% 12 I —
AHAT L, BERIR THE~Y — 7 — D&, 1
HCTTIETYH T AEDHEELYWET RO,

Z8

FFICBEF L BEBICEZ TRERIN
APAP @ 4 B % &k L7z, PAP KRB Ik —
k DIENTTIZ APAP @ 26%7, 54%2 1243 U A
BEBELHDDLEENDL, FNEEEY L PAP
DEIEWFIIDOVT, BRL T UL EDKEIC
BITAHERE L PAP BEOHEIZOWTIE
PR KREIC BN TS 8 HH2DAT,
BLEMEIRIZo 2 ) LV, 4813 RTICBWT,
BREBOWSMITTO, FNEBHIL LIRS
L7RIZ APAP DRIEL THB Y. 2N EEHW
A APAP 2RI SE - WREINTETET,
APAP DJRERZ 2 5 L TRIBIZEL DD EE
2 bNTzo AT IR IR S N7z B R R
KOXB~A 270 T7FI5AF 1L 2 ERYE
DOEEXITBRFE AR L RICERT 2 FE
ThHhb,

JEBI 1-3 D DSS ix 1 LEYETH 1, DSS4 &
BYE & # 2 bNIIER 4 b GM-CSF R ATEHEIC
X395 RICHEDSFEF IS B Ao 72, BAEE DSS &
PL GM-CSF HUADfE & 13 RBE % 5050 ¢, kD

HEY) ThHotz Vo SHRBEER. BIHITH
I} % APAP BEINO T EEMEIC DWW, X 1) B8
RS HUENDHLLEZOND,
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X o
BRBIZRIE L7z APAP4ERNEZ, h & &
DS APAP % 5HE SRR E L SN,
APAP DJRER £ 2 A LT, RBIZE D, ik
B, S DERWEORESL . 4B OB K
T D APAP OEINZDOWTERT 2 LENH B
EEZLND,

W

KIFFe % BT HI2H 20, RIGHIEE,
WiRE R IR0 £ Lo, BALKEFEER AR —/
EIEFIBIR, EEHEEL TS oKW
B4 ICRCEHTHLE T, FoREE
TR T2 F Lz, RALERKRFERE 8
LM SE, IR RERRR AR HEY
ZHRAEIIIREBHEEEICR Y T L, E L
BLHITET,

ZE
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alveolar proteinosis: new insights from a
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WIRAEE R BIRICRE L2 Bbh bkt
BEUMBEEED 16 BRAREREK %
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PPFE~IPF, CPFE & D422 T

AARERKFERb (FRENED

o BA, BEEZBEXK

IXU®IC HAUEORE] . TRRME O®REE] D9

WAON, M LEEICRE L2 /Rt FERR H3EBELU EERwET DL Lz, £72, CPFE
FUFH#AHERE (idiopathic pulmonary upper lobe 2B L Tix, UIPO &7 D>, fibrotic NSIP %
fibrosis : IPUF) LW HOHEERBLTLER, B 80500, EBOEE>TWRNILHER
BROBREBIIEOSER SN TE R, BCKTIX L. AEIOEAFT CIIA L NCREMEZET 5
2004 & pleuroparenchymalfibroelastosis DDIHREEDT,

(PPFE) &\ 5 BEAAEE S, RIEEAL O,
Bt U7 28 OMHE(L, RICIflafReE OBk R

MEDHEAE ML LTWA, 2L, Zhb0K
BELAICOWTIL, IR D L 22 bH Y,
FREtoharer P ARBELRTELT, £
ZWEIERCIIED A H = R LT OV TR BT
ENTVWZRY, 2013 £ ATS/ERS DA R AT —
RA Y BT, FREEEREOFICEFEL TWD,
AE], FERMERRRHEE (cIPF) & ZDZEELR
TR AR B 21T - 7,

Fik
2005 FE0> 5 2013 FIC YR A=, HE L,
definite PPFE & Y|l X i 7= ERFEHEAL O ME
Mg 2 B LT AR5 L LTz, definite PPFE
%, MOREE T OB LIZAHRE U 72 B AR R 2 58
@ O FEEETTEOREIIZ LY, 20
DR, bOLEZRELED,
2&1@?@“@ W, B EMOBEEMAEEL
R LT, MiEv——, WEE, LEE
REDOFMM 21TV, TOWBE R, /o, L
BICHEERER 2V, 2V LIZZ LW cIPF
(IPF alone) =X° CPFE (combined pulmonary
fibrosis and emphysema) & DHEHRETE21T o7,
723, cIPFOZENT [HrastEM B A2
CIERODOFE| X ] IZfeVv, MEHRCT % MEAT L
7o W ORI S, MR AL DRRHE L & 5R
D, 0 B0 L]« TERERRFE] rs
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sitg: & Uiz definite PPFEIX1361TH o 72,
cIPF, CPFE L th# L C, HEIZBMULE,
%VCIEAEZ 7~ L7223, %DLeold R 7zt Tz,
7z, KL-6, SP-AIZBE LTk, EEEN~EE
ERCEE -7, BELHT. PPFE 136419
5 BT (FIR2HED> B FETS & CTHE655 H ) o
FER & LTid, 4 5155 O BIRRl R O #7125
ST, AFIBERERD . RS X EERE
#E - BRPEOERIR & e o TV D,

BE

PPFE!Z, apical capDFERER & V| BHNTLIE
PR - BRI RIR CHER T 205, RERED O
AT ONZ fER AT BN FRIZ £ 5 VCIE TIZ X D
BN 22 BT D THRABRER L

TS5, MEMMK Omarker & L T%
RAENAKL-6IT8E FRICEE D | WEh e K
L72Ww—75, SP-DLF & OTEEERFED b D,
B R CIRIGHI R IRERIE R 2, EIT RO
REPLELREBREETH D,

BE IR

1. Reddy TL, Tominaga M, Hansell DM, et al.
Pleuroparenchymalfibroelastosis: a
spectrum of histopathological and imaging
phenotypes. EurRespir J 2012 ;40:377-385.
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