% DIEFNIMFAEEFFHSI ATV W
A, BERERENEIZ EMMO RANER %
EOMERICL Y EETE, B4LIZ WLL % 5T
T5ZEWNTEL,ECMO iF 33 flrk b 11 fiEk
(33.3%) TREHA SN Tz, ECMO DfEH
FEEIHERIZL > TRE > TV ECMO Off
F#HE X LT, Claypool 5 & IZM I 100% O

WG D Pa02 A5 100 Torr LLTF & &L T 5,

L2, ZOHEE 1984 FIk3NTHBY,
L L) ECMO 2"BEHIEHT 5 Z L5 hE
TH A7, Khtek O HIW €& 2 (KB M AE
% [EHET 572012 ECMO X VLR IR
TwWiz,

WLL 258K L2WERE LTSRN EA
DL, RICABAR. MEBEXLIToNT
Wiz, FRERAREF WLL FEEOHRE CHRE LT
b, MOBERTFICLYER L2V E05FHl
En, ARIOT v — FMREICBWTY, 33
% 23 gk (69.7%) 7% “WLL FH:0gEHs
EB SN TH WLL AT T & 2\, LEEL
TV WLL S KA E 2 & & L TIRRE
ROFAENFER DS, ZOMIZICU R+ RED
R, NBEWHREHEARELR ED< X T —,
WLL D#EER 7% S BTSN Tz,

FIT, BKRT7 v — FRET, “WLL &
ITOWMEREICENETH? 7 EOMWIZHTL
T b, LORIETH -7z 19 REREEIC
SMEEFL, RO 17 fizk»&Mm L ¢ WLL /5
BT oML, MEASTIE, 3
DOLHS.SVD WLL FikzRR L Cals L7z
F4),

R LFKED WLL FETRDELR > T
72D, TREREOMBMTH -7 iM% LIS
L7ZIBMZ T WLL i3, $EE R OBEH~O
V=27 D) AT DL b EEZ T, RamireZ ?
% Rogers 534 OIMEIE- THEM % T I
L7-fIBAMM. T WLL 2fT L T&7z, Lo L.
Beccaria 5 ¥ 2 Michaud & @ 135 % T2

£4 WLL FEROHB

ichiwata? : Beccara® Michaud?

w0
ComeeNed. e D

LTz #insesZ &2k >T WLL 0

B R MIE DR Z Mo TV 5,
FERDOTEM % TIC LA BN T D,

BB WDS) — T AV R BB A0,

RO¥ M E LTE 7,

DREFXETHETF 22— 7OMNBLZHRT 5,

DA 75O FETHREMOTBEF 2— 7%
JELT, RO EF 2 —7Hh oDy
)= DR LHERT B, |

) WENEADTHIET A 72912 30ecm DEENH

55

BEREREANT 5, ,
DEEHEOEAR L BHEE 2R L T, M

BIET B AEBAKE R IBET 5,

PRt % LI LBV TH . RS & Rk %
ok L7z2s, MERM~NOEEHED ) — 7 38
Doz,

L2 L. HEEFRILET 525, 7Ek0 WLL
LVEATHIEEHET D Uiz, e %
T2 L2 BAME T WLL Tid, SREEOEA
=2 R OERIERE (WA OBRTRR
BOHE 55%., £Hfi 45%) +1 BIREE ()
500ml) & LT&E7243%, £ { DEFIDIEAER
1L ## 2 TV EAEDS WIT LA~ D

D) - D) AT PEL BHEEZLN

% 7-% . Michaud & © 0)%&%‘0:‘?_% CTIEAESR
1L & L7z, thiiiOBREZRAE+1 MR E



W IL LA ECTHIZ BRIFEATE RN EE 2
Y TR

AENIHRANLERT 2B LTz, AR A2 Hf
% T2 L7 BME © WLL 217 o 72 E6] & PaOs
BIRRET L7 (&5),

BEERPERLTOHEMICERTHZ L
Hisk7Z2\ 3, WLL g1 K& T D PaOz ik, A1l
B CA MY % 11T L7245 Bl 2 5EF (51.2,
51.3 Torr) &, ZEAAIENAL TN % BEvE L 72 LA
DEERF (67.7 Torr) L VIKETH-7228, WLL
F ORI PaOzid, A ED 2 FEFOFH B EET
HoT-, (73.3, 59.8 vs 57.0 Torr)

AR 100%O02 R EFD PaO2 X, HRIEMT
& LIS EO 2 EF (404, 383 Torr) i, £/
BMZ & L= LLEioER] (851.7 Torr) LV &E
Tholz, MENMLTIIENDOEETTHFOM®D
MFEAEMT B, HREAEM L KENK
X2, AL TO PaOs 3 ERIBAML X v
BETHoT-Z ENREB I N, WEICELW
EAEENRDWNEASIZIE. Beccaria b ¥ O#ED
X oz, wiEE Lo Lz WLL 256179 26
W, AN N & Yt U 7= 05 DMEER 3B e s
HEhs EBbhs,

Vel & A L 7= BIBAGE © > WLL 135 ERR
MENENLT B0, degassing FFIZRE T = —
TOMBERTNDZ &L, LorL, E6
PURT LD ICREIFIEEFRICAE LTV,
et A 12 LT degassing LTH, ENIC K
D PeEI S T HICBET 2 - OICKREITIZIEE
FIALET D Z &SRR STz, PagifizE Tic
L 72 IEMZC degassing 95 &, BEDOED &
EBICENOEETHREMIIT FICBET 57
B, [EITE LR T S L Ebh 5,

B®%IZ, 5Bl WLL &t BBEl, 2E 0T
Vi — MRATR R SICESWT, BETEY
PEA RV WLL FiEESH OREE R 6 1T7 T,
1DWLL D&

%< DWMEN R ENTWE RN —EDELEIT,

56

=5 YEZEH WLL B3D PaO, D Hk
(E{Eﬂﬁmfzaﬂi%i& Eﬁuﬁm'&ﬂfﬁﬁ#)

&6 WLL AkigstoE=

<. BIRILIR AT AE - EITE - WEOHH - &
BHE - BE O LR & TRARICHIET 5,
2B

aPAP IZHABERTHZ L b £, B (%
fiE) 725 3—6 » AMBIE L TH o WLL Z 51T
TRETH D,
3) & WIZ WLL H#ifT4 2 fifi
ELWREOERZENTE, EMdbH
HT 5,
DIFEF 2—7

ERRZ TN —R o Fa—T 2EET D,
EifAT 2—7 LW BENCEERES TH D
TeOF a—T OMNBERTND Y AT P/MSWNT
%, PEER SR Y — 7 & B ATREME MK,



BIEALIZT ABICREF 2 — TOMENTI
LA REMED D B 720, FIEMLIC L7 I IZED
REXECREF 2 —TOMNBLHERT S,

H7EBELEIETCHREMORETF 2 — T %
40—50cmH20 THIE L., EMEORKE T =
—TMODILT ) =T NZ ERERT 5,
5)100%02 TG % 15 5 H#ERT %,
6)degassing

REHOREF 2 —T7% 1008757 L
T35,

TEA & HEHE

30cm OFEENS 3TCITIMR L /24| 1L %
200—300mVmin DHEE TEAT 5, 4K 1L T
EEFENEA DT REME L 25,80ecm DFE S 4 5
HEAT S EBEEADPHIETE 5,

R OEAR LHRRE X &L T, MWL
AT HEBAIEKELIERL TBL{, 2 HE
DR 1L 26 NG LRI RE S
FIWZeEZEANT 25, ABHAEKE 1 A
Wi729 & 350mlhr DFEE CTHEINE N L7207,
HEAT B EBAEKE BREET 5,

NN TL—vav

NAT V=8 —CTIRE & EE > Mg/ A
TV—arth,

9) ¥ i [l 4%

P, PEEOSERIC 2 A TR BT,
10)TEER DLE
T % 3 15 [ #&, AT 2 100%0:2 H15
LTSI Y TN =R Fa—T T 5,
11) EMMO D@

—EDFEREIT % < BIIRILE T 2 ER & HHE

7 ETHRARNCHMT 5, % B, Michaud 5 ©

(X ECMO 3R EAREEHE L T 5,
12) 5ol i 5 46 P o

Beccaria 5 ¥ X [F H® 1 BEf#%, Michaud
50 E1-2 BB LMELTWEY, Fehsr
ERT5HE 1 ABBRISER OB L T3
EREB) P EHBOBEAVLETHS (Fb6),

57

E. &%

WLL 258 1213, £EIC WLL Mk &A% % i
72 L7 AR R 4R L7z WLL
FERSOREL D L2 LT WLL 25T L.
RIBOEBREFEIE L 2L THEN L WLL
FEOHEINEZENS,

F. #RERER

=L

ZE
1. InoueY, Trapnell BC, Tazawa R, et al.
Characteristics of a large cohort of
patients with autoimmune pulmonary
alveolar proteinosis in Japan. Am J
Respi Crit Care Med 2008 ; 177 : 752-762

. Ramirez RJ. Pumonary Alveolar
Proteinosis, Treatment by massive
Bronchopulmonary lavage. Arch
Intern Med 1967 ; 119 : 147-156.

. Rogers RM, Tantum KR. A “New’
Approach to old problems. Med Clin
North Amer 1970 ; 53 : 755-771.

. Rogers RM, Szindon JP, Shelburne J, et al.

Hemodynamics response of the

B

Pulmonary circulation to
bronchopulmonary lavage in man. New
Engl J Med 1972 ; 286 : 1230-1233.

. Beccaria M, Luisett M, Rodi G, et al.
Long-term durable benefit after whole

in pulmonary alveolar
proteinosis. Eur Respir J 2004;223:526-
531.

. Michaud G, Reddy C, Ernst A. Whole-
Lung Lavage for Pulmonary Alveolar
Proteinosis. CHEST 2009;136:1678-1681.

. Ioachimescu OC, Kavura MS. Pulmonary

lung lavage

alveolar proteinosis. Chron Respir Dis
2006 ; 3 : 149-159.



8.

10.

Claypool WD, Rogers RM, Matuschak GM.
Update on the clinical diagnosis,
management, and pathogenesis of
pulmonary alveolar proteinosis
(phospholipidosis). Chest 1984 ; 85:550-

558.

. —HERE., BRHOE, MBS, b

EEAEIA 5 Al &M vE i O FEER & BEi
FIE% EIRT 520D T VT X LIZDN
T HARMEEEE 2009 ; 47 :185-195.
Blenkarn GD, Lanning CF, Kylstra J,
Anesthetic Management of Volume

Controlled nilateral Lung Lavage.
Canada Anaesth Soc J 1975;22:154-163.

G. BrsEsR

. EXRER

kL

2.
A,
1.

B.

ERBR
EEES (1)
T. Ichiwata, S. Oh-ishi, K. Uchida, Y.

Inoue, T. Arai, H. Ishii, K. Nakata ;.

Surveillance of whole lung lavage for
autoimmune pulmonary alveolar
proteinosis in Japan Europian
Respiratory Society Annul Congress
Barcelone (Spain) 2013.9.7—9.11

BN
=L

H. AR EEDOHE - B8R

. FERFUE

=L

. EHHRES

=L

. FOft

FRET RS Z &L

58



BAZER g b e (EE1EEBiRZEE )

T eSS
JIGM-CSFHUF BT R & BAE D ERIR B & 20 DEIHE 7V DIFAT

Mo HEE EERET FALEM KRR
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H ¥R CRERT 2 MR IIEE VS 2 2 WIEBIAIRIET 5. T GM-CSF #ilk
BiEOMBEDAEE MDS L& LIBMRELME) B, 8L UHERARZICH
5 [20fl] @ PAP 3% v, WILKORL 2 EBOMAREL, ThEhE
% HBETHRETHZDIC, MRBEABRURETELET 5, Runx-1 RIE~ 7 AMiTiX
SR REET EBTET NS BRI EREC Y VBT - T 7
75 v NEEOWE DT L IFRAE T T 5, BMIFLZ1T TldZe B4 2 5o
FADSCICERT A Z DS N5 X ) 127 - 2B R Bach2 DRIE~ Y 2Dl
EHBORZEZ, ZXEMREHECBWET NV E ORE S ZE 2 S5 T, Bach2
AL BHBHET A I L TRENUE L2 LR, IRh 508 LWIARERREICD

IS (O

1. Bt GM-CSF HufRa il & HiE O BRR 51

MDS 7% EOMBHEEBIZL LRV, Wb 5k
4 PAP DERRG] & R A5 2 H 5
Lo HHAKRBREBOERERLKKIZK BIHE
BRETZV-EECBITAMBESEL. &
WEIZE > THBETHI LN TEL, MiETHD
L GM-CSF iR IEBTH o 72205, 20L&l %
Hwiz@iric BT, GM-CSF Hl# Iz & 5
STAT5 ®VY Y E{LL XVASETF L. GM-CSF
FERFOFEIHER SNize TD L) RiRkE
BRI L TSRO VLETHL I LN
RIEB X N7z,

2. Runx 1 R~ 7 RIZBIT % PAP BELRE

Runx 1 37/ —7 THIRICEBEICEEINS
A HEEAET ABICERIIEITH I LG
HAEFTIZTF A —TORBIZHLDICEE LR

FTHHrEEZLNTWVWA, Runx 1 R#8 CD4

+T #if2% & > Runx12/2Bcl2tg ~ 7 X Tidhifi
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BT HORESEILL., YWIERERZI
Runx1 KiE CDA+THIFASEHR L TVWHDAT
H BN, BEFZDCONTHAKC IL-17 %
IL-21 2 &A% A4 M h A4 v % RIEVERR
HHETE L. RRAICIEBRERN R 2 A
LR LT L, BTIIWe b, 2DTT R
2BV TIEHT GM-CSF HiikiZBetTtdHh o 72,
(J. Immunology, 2012, 188: 5408-5420)

3. Bach2 R~ A BT 5 PAP BHZE
B KT Bach2 13 1) > /BRI BRAAL T 4E
DEEEHTHIEDPMON TV 5, Bach2 &
1B~ AZBWT, GM-CSF BRI TEETH 5
WHEHLSTHIEY—7 7 7 ¥~ MRt
BRI E BT L. Ml B EEADORE L R
FTZERFER L7z, Bach2 RiEfili~27 a7 7
—VTIHBEDOR Y AARETUHE L, I VAT
—VEE - IRERFL R LB TORBRELY
D, NSy —T 725 NORER



BoBEREEZ 6N/, 72, Bach2 Kkl
<7077 —JIBWTiE, Chemotaxis B
BIETFR M2 w2707 7 — VEEEETORHE
TLENF RSNz, DEOFER L Y, Bach2 (M
fa~vona7 7 =Y DEBORAILETH D,

BEZHREES M2 Y2707 7 — IO
iz, MRROEESEZHERLTVWELEERZD
N5b, &5|ZHEBEEWT £12, Bach2 KiE< ™
A DRFRZEZE AR (Bach2 Fatk) ~ 7 XADHF
BEBETAZLICLVYETSHIEERLI,
IO EN5, Bach2 R~ T R, MEES
ERREREDORELZRRT 5ET IV~ T AT
hhHEEZLND,

(J. Exp. Med. 2018, ;210(11):2191-204.)
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