B @REre B Mibhe (Ba T Bk 7e 5 3%)

SriEt e &

B RERTBERTE 12 B1) 2 BeFe tERifa & B AE O F &M ICBE 9 5 AF5E
WHEsBE AL BHRFIEFEE S — IR

MEEE

B R BEEHMDS)ITHRANC X ) FEA R T, Hss e & B AiE(SPAP) D 2
BLELTRLE LS ADNS, SPAP HKDS MDS DR BICEE Y RIFTHRFTH 5
D EMET L7z MDS IZ4BF L 72 SPAP28 fll & 3§ 5 12 MDS D i, WHO-IPSS (WPSS),
iy M ARAFE & BRSO W CEHii L 720 MDS HATOFRARREFTH 5iREI%
WPSS., % L THlARAE 2B 53 SPAP % &4F L7 MDS IZ FH# AR TH o 72, MDS

D3 F SPAP & IEFEI

HETLLOTH ) RPEROLEESHL I L o7,

A. BFFEER

INFETICF 41X SPAP DIRIRMFE# L £ &
¥, MDS %S SPAP DEFHREA TR L (. T
ARETHHLIEEZHLMII L2, LAL MDS
BRI X ) FRABLERTHH D, SPAP »°
MDS BEROFHRICKRLIIEE LTI HF%
DPNITRHTH o 72, 4 EIERERE TH S MDS
HAKD ARG % ) THENT L. MDS-SPAP OF
B 21T o 720

B. WfgEh

1999 4E LAREAR BR 2200\ TR & HE A T S 1.
7O GM-CSF H CHUERRR DR S 7zl
BRI REMRR: 28 B % BEAERUEHC X 0 BRI
xR ITo 712,

(REEDER)
KEFZEE [NV VX BEE] BLO [ERRIZ
(ZBET A AmERTR ST (PR 20 £ 7 A 31 HEHEEL
F) ] %585 L CEMB S, BRRFEEETmE
ZREICTHERBENT VS,
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C. BrzssR

SPAP Z Il O ERT 51k, Bt 17/
11, SPAP Z Wit D MST 12 10 # f T 2 SEAFER
X 49%Th o7z (F1), EREEETHS MDS
ZWitE O MST 1340 7 A C 5 FEAFFEIT 64% (B
2) THY ., SPAP GHHRDELFMHHRITI S 51
FHARBZR LTz, MDS @ WHO subtype
X RA 8 50% (B 3) & FHREGFZEFTIED
55, WPSS THMHE NI very lowtHow B &
Int.+high+very high B & OMICIIEEER T
BARTHo72 (B 4), I-mIMIEKGEED
MDS 25KF % HH Tz,
D. E%
MDS BAEDF#id, WHO ORfIGHE, 4t
REF, L RS 7R PR L S
NTWwb, 40, Ihb5DOFHREFITEL
WHO-IPSS(WPSS)HIl 12 SPAP % &1f L 72 MDS28
BIDF 14 % fEHT L 720 WPSS 13 score |2 X 1) very
low, low, intermediate, high, very high @ 5 group



L MDS-SPAP n=28

PHEFHER 1008, 20EHFR 49%

i
: f

4 b A "
FlPommne ( month)

12 MDS (& 6F L 7= SPAP B2 12 D Rl

WHO subtype N=26 (not available cases: 2)

o RA, RARS, 5q-

- RCMD, RCME-RS
# RAEB-1

% RAER-2

[ 3 : MDS DIREY

DT B0 ZD5HEIZ L B very low group D H[
HAAE A 141 7 B2 L very high group Tid 9
HRETFRERBT S5 EENTVD, RIFFEIC
BT very low + low group 12 f1 & Int. + high
+ very high 12 #]C MDS Wi O A&7 fifE 12
Do 720 EBIZ MDS DFFIRELE A & 0§
SPAP I X B IR ANEHMELT L 725 6] 2 MDS O
TIRIZRE VS SPAP DAL L 725ER d A 5T
%o SPAP DEHFIZ & ) 2 B REE D BAL R IR YLE
BHDOVAZFEE D70, FHARORIRIC
RoTWhEZEZOND, FI2MMAAKRTENE D
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e N=28

PEEFMM 400 B, SELEFE 64%

2 1 MDS BB 1R DL 17 iR

PRI very low, low (blue)
: ? Int, high, very high (green)

Ers

% L P=0,503

e

i
]

|
e

¥ B a # Y

(month)

F O M S Y
W ey

X 4 : WPSS (- & 3 7 Ib— TRID S TEhis

MDS DFHBET & % o T 5 A%, AR MK

2B T BHEBL T HORTHY SPAP &6 L
72 MDS (2B CTIHRIKFEOFEICE D S
TFEARTH o 72,

E. &

SPAP %S&Bf L 72 MDS (&, J%%I% WPSS |24%
59 MDS BREDTFHEIAR L 7 5 FEERT
&% MDS DB L, SPAP & BHId KR T & L
THREZW L. MDS B0 REIAE 2 M5 2
CENERETH D, ‘



F. fEREfERRiEH

RIFFETH %

R, BEfF DR L TRIHE

BIPHEEINTVDE D DL THERE O
WEEZETDDIIRV,

G. MIR%Ex
1. @WXHEEK
1. AHEZ. NIBE#H, REAE., RIED

. FRARRERER,

R BB ARIERT L2
L7280 DB M. (B
(4); 2011: 399-404.

WERELT 2
L kv 3 —) I 30

/N RIS R RARERER R B
LR Z. BRIFIEBL, SRHIET, [ HEH,
REWE, Bk JT. WEFETHAERTH

TR RZEE A RO 7 A VA < T
:7@%ﬁé%ﬁ£@1w H AR 2575
£k 49 (6); 2011: 465-471.

. Mikura S, Wada H, Higaki M, Yasutake T, Ishii
H, Kamiya S, Goto H. Erythromycin prevents

the pulmonary inflammation induced by

exposure to cigarette smoke. Transl Res. 2011;
158 (1): 30-37

. Hirao S, Wada H, Nakagaki K, Saraya T, Kurai

D, Mikura S, Yasutake T, Higaki M, Yokoyama
T, Ishii H, Nakata K, Akashi T, Kamiya S, Goto
H. Inflammation provoked by Mycoplasma
pneumoniae  extract:  implications  for
combination treatment with clarithromycin and
dexamethasone. =~ FEMS Med

Microbiol. 2011; 62 (2): 182-9.

Immunol

A E BREF B
B, kel %, mHEAER. MBS, o
M. Mg, S%E—. %k .
Hypermucoviscosity phenotyp @ Klebsiella
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pneumonia \Z & % FFEE - BILAE ‘@Bﬂi%%\f—
DEIEB]. HABRGEFXMRE 2011; 85
(4): 366-269

. FRBER
. H. Ishii, K. Nakata. Clinical features of

secondary pulmonary alveolar proteinosis
complicated with myelodysplastic syndrome in
Japan. TheIZ““1 Japanese Society of Hematology
International Symposium 2011; Poster session:

Nagasaki in Japan, April 23, 2011.

. H. Ishii, K. Nakata, R. Tazawa, et al. Clinical

features of secondary pulmonary alveolar
proteinosis complicated with myelodysplastic
syndrome in Japan. American Thoracic Society
2011 International Conference; Poster session:
Denver, May 16, 2011.
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REGEREM R A E (R IER IR 78H )

oAbt sERR S E

Bt ENZRET 5500 R-HCRENRD 5 WIS & B E
AEBI DR BT R & KM R & 1 REAE 5 D Bl AW BT S B 9 A F SR

Wrgem g ARl

ENRBRE i RER A vy —RRRER BE

MRERE

Fili a2 B AE(PAP) D i BT RLORERRZ T & 52 W) O 7t #k(2010-2011) % FIV T4 2 [A]
KRR ZREE S R D7 L (2007) THEET L 72 48 B0 PAPEBID 9 B, 45D 5 v
(3 B O N L & B E (PAP) DAVRHHY M HEAT 24 BIIZ D\ TIRES L 720 SMAHELIRZE O
9 5 usual interstitial pneumonia (UIP)/¥ ¥ — ¥ BSFHIEER T CTH 5 &L OFEE 572, =
RVE PAP12 BIDFiFR BT B & Miad L. BB LR E DL REL B 6 2 Ic L7z,

A. BF%EEH

Fifi B 2 F1 fiE(PAP)IE Rosen 5 (1958)12 & = T
AT RIS EZ B CTRE S KR
W& TdH 5, Kitamura, Nakata 5(1999)12 & - T
e FEME PAP (2 B IMLE H 2P GM-CSF JLk 23
HSN5BZ &0 S 7z, PL GM-CSF Fifkdhs
IME IR & 115 PAP SEBIIZ DWW T H B 5HIE
1 PAP DIFEADMEH &L, HARTO PAP FEBID
FAAKE R Inoue 5 (2008)12 & » THE Sz,

PAP JEBI D IAEHRIZ DWW T Mivh i % 2aE1C
BELDSH, GM-CSF DA D HRERAIIEHEE S L
TirbN b X 9127 o 72(Tazawa 2005), =D L
)2 PAP DB L IBEIZOWT K E LR ERIR
Lz, @itk & GM-CSF W AEHEIZ L o
TOHREEFIPHRINE L) h ol 2D
728 2007 4 8 A 30-31 HIZEE 2 [l KPR IPIE 235
BY VRV T LE LT [HREAEDHRILE
RICBET 5838 ] %57 —~ & LTS % Bk
L72o CDEAFEFR N TE & HE R
BRI [l HIEPAP) D EHA L ER O %
B LB, . BEOERE(L L et DRk |
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DA N=DPELEENDIHMIERTH o7z,
(): FEOMARY TIIHOCREND BV I
FE M PAP JEFNZ D CTHIREEAT 7 & B Iz B v
ToEERALER & 5 WIEFHRE T ORI 2 v,
(2): R & H JiE (secondary  PAP) O Jifi % 3
FTRICOWT T & T o EFBTORE I 2\,
F 72, ZRMEPAP Tld, BEDIRFEL/ZPAP D
5 E AL AR RO T L (2011-2012) 12 B % BV /-
K PAP DFREEFT RO F & F o 72808 2 v,
St ZRMEMRE S FE(PAP) DFEBIRF 72 D H
Bz [E & 5 728 |2 fifi o & FE (PAP) O 95 BEALAR
FHIFTRQ011-2012)IC & % B\ T R
FEHAEPAP) 12 BIDOIRERT R T Lovw <D
POHREEBLOTHRET S,

B. e 5

[ Fifi B 2% 1 RE (PAP) D BV L B IR 12 BE 3 B BF
gt] CRAMEI N2 2 MAKRIPFHREFRE Y VR
U7 L (2007 4E 8 A 30-31 H)THET & M7z 49 4
R & L7z IREBAR IS AR I 242 R (SLB)22
B, SLB+&I i (Autopsy) 4 B, FR&AE M4



(TBB)+SLB 1, TBBY ffl, &5& il sk
(BALF)1 f, TBB+BALF 1 f, #f4#(Needle
Bx)+BAL1 . #fZi (Cytology) 1 5. NiZEtIkx
i (lobectomy) 1 % . fifi & & 4 ) & (partial
resection)1, Autopsy 7 I TH - 72, & T Dfifi k%
DR FHITREIAT LYY - 2F Y
Rt THRES L7z, TTREZR R Y . PAS Zuft, SpA
gt BvG MMM, ooy A,
Ziehl-Neelsen 44 % 4T W RET L 72,
(RER~DELRE)
BEOTIANY—%EZE L, BELFET
EBHEREHIBRT A LICBEDT,

C. Wrgek

49 BID ) b 48 Bl & REFRIPT L & ZEFEIC L
Tl Ja & E JiE (PAP) & BT T & 72, PIFRIEHL
GM-CSF Ykt o B CRE M PAP 1 22 #1,
1999 4E LLRT DRER] O 72 3T GM-CSF HLAR DB E
DI S TV R WERSSTE PAP 13 13 1, kM
PAP 13 13 BITH 072, 1 BlIIMERE LM L7z,
1) HOMREMED 5 VIR PAP JEFIZOW
THIRERT R 2 I B W R b ER D 5 \»
EFREFOBEIZOWT

AR RT A BATHIAT & 72 B OS5 PAPLT
) & 5t PAPT B (BRT 24 Bl) ZHHE LT
HVEHROSTAE IR R & Tk & ORISR Z RS L7z,
AV il A= M BT L C U RS & ERE (PAP) BT /L IS
Mz TRHEDLNLZHMELRENS - i
(a)usual interstitial pneumonia (UIP) pattern 3 1,
(b)nonspecific intersitial pneimonia, cellular and
fibrosing pattern (NSIP-2)6 1 . (c)nonspecific

interstitial pneumonia, cellular pattern (NSIP-1)6 %1,

I MENG 25T B 2 L(IPC)E 8 BI(EE 14 B
iR Cd 72, (a)UIP pattern %7~ L7z 3 BTl
BB AR TR O BREE I 77 o+ A THET
L 67%(2/3)TdH > 72 (b)NSIP-2pattern & 7R L
72 6 B CIIAVEIB I A AR TR O I ERIEEAR 73.1
4 B THRTERIT 33%(2/6)TH - 725 (c) NSIP-1
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H5H\VIE IPC)D 14 BITIEAVE BG4

49.2 » A OB TRLEEIL 7%(1/14)Th >

726 (a)UIP pattern #F & (c)NSIP-1 & %\ L IP(-)

B L O THRMTAERBR OB TRIZE BEE

(p<0.05)5H b N7z,

2) ZRTE PAP DJfifRELRT R AZ DV T !

Z R PAPI3 B ) B 5 B TIIHL GM-CSF #1
PRSI STz h5, 5 Bl e b HEEL T oflE
HMRTHo72. 13609 5 12 BICTHiOREA
WP R 2 BlEE L 7o, 259 B2 Bechet 5D
1 61iZ BALF i 2 Bi%2 L 72,

(2-1) FEBEPEE 2¥ myelodysplastic dysplasia (MDS)
D 4 BITIIRGHERET RIS RHO G A4 1
kR 3 BICHEST & 7o AIERHORG MBI Tl
24 T 1 B 5 BT L (UTP pattern) S HEE S L
720

Hifg 3 BTl 3 PITHTFIRERZ &
diffuse alveolar damage (DAD)DATFFZ b BiLE

ENTz, 2 FITIEATIA, B 1 FITIZER

JRYE B SNz, il 2 5lo 9 % 1 4l

TR S V) v NENCERERE R e L

FERE R PUR B FE(NTM) MR S 7o
(2-2) HBER B BMEE B B K AML) 1 4

DHVEHIY B A MR i 2R AL 4 (0P) /¥ &

— v ERAEENBIE SN2, BEHEAam

FH(CML)1 Bl O BB AR Tld PAP TR

BEHSBIEE & L RRHEA L R I Bl P R B R

ENHh o T 2 FEHOEATIE NSIP-2 D

AL R E R & & B M AMBIEE S iz,

FHERR B Y% 5515 B (multiple myoloma)

D 1 B TIXEM T PAP JHZ & W TER R O

DAD JREDBE Sz,

(2-3) EBRENBERO—FE SLE T 5 fEH]
TIIVEHB BT AEARIRAR T PAP TR & B AL $
BIGHALIRES G TN Tz, 2 E£ROEKR
Jili ClE PAP JRZS IO 2 CEBBIGEN R 5N
720 FEBER B DIBEREE VO 1 BTl TBB %
I PAP JRZR & AR LRI S iz,



(2-4) ZBEREANIIRIE(Type A thymoma) D 1
TIIHM BB AR AR IZ PAP REDBIZR &
725

C(2-5) EBEHRAED Y 7 - AEREWG)D 1
BTSRRIl A ARARAR I3 il 38T 8 4
D WG IREHRD WG B8k & 5FH L 723858 %
TR SR T PR 2 & TR B o 23 LI 4(OP)
NG — N5, ERTTFEIIZILEER O PAP R
HBIEE S N7z & DAERI T cyclophosphamide
& D WG X L T ORI PAP DIFKE T
HHIREM T HEE L7

(2-6) Z&BEE B E L2 CcoP)D 1 6
DHVEF B A AR T /N EE TR TR AL
Ji&(OP) 8% — > % | /NEERFER T PAP FRZE
PRI Sz,

D. g

1) BOREED 5 IS PAP SEF] T A
HRl AR ET AL ATEIZR C & B354, PAP JHZELIAL
DFHMAVIREDFE L )8y — VR BT HUE
Vb EERT, ZORMILRED Y — V7
A SRR R MG A (1TPs) D ATS/ERS [EIRS
QO DISHBHHTH o 72 AL/ E T

|3 UIP pattern 23 FRIEER T2 5 L #EE Lz,

2) ZRYE PAP BREREREDS S TH 5o M
PP RS AR EI B C I AT R B A B &
o CDEI) LHEEEOTELLITREL
7z PAP DIRERT ALORHEEZ N & SR RN O REL
(2010-2011)1F PAP DIRHEZHIERICEHTH 5
EEZ T2,

E. f&

1) HOREMSD 5 WIS PAP Tl PAP DL
SO R T 5 HAELRETT RS FRIET & %
LRtz L7, 4121F PAP JEZ& L UIP
pattern 7% & DFHELIRETEBEE O B4R 2 HeEt
BB EERT,

2) ZRYE PAP TIIIERER R L MREERT R 3%
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KT dH 5. PAP OFFELAT RORHEZ I & EHIZ 1
DELE(2010-201 ) DB 2SI E L E 2 72,

F. MR
RO R L

G BseskR
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1. Tachibana K Inoue Y, Nishiyama A,
Sugimoto C, Matsumuro A, Hirose M, Kitaichi
M, Akira M, Arai T, Hayashi S, Inoue Y.
Polymyxin-B hemoperfusion for acute
exacerbation of idiopathic pulmonary fibrosis:
Serological and prognostic evaluation.
Sarcoidosis Vasculitis and Diffuse Lung
Diseases 2011; 28:113-122.

2 . Kubo A, Koh Y, Kawaguchi T, Isa S, Okamoto I,
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Nakagawa K. Malignant pleural effusion form

lung adenocarcinoma treated by getinif.

Internal Medicine 50: 745-748, 2011.
3. Nakanishi M, Fukuoka J, Tanaka T, Demura Y,
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associated with Sjoegren’s syndrome:
Clinico-pathological correlation. Respiratory
Medicine 2011: 105: 1931-1938.

. Sugimoto C, Arai T, Nishiyama A, Inou Y,
Kagawa T, Akira M, Matsumoto A, Hirose M,
Kitaichi M, Hayashi S, Inoue Y.

Multidisciplinary assessment of effects, safety

and procedure of whole lung lavage for 8
patients with autoimmune pulmonary alveolar
proteinosis. Nihon Kokyuki Gakkai Zasshi
2011: 49; 569-576.



. Kurahara Y, Kawaguchi T, Tachibana K, Atagi
S, Hayashi S, Kitaichi M. Small cell lung
cancer in never smokers: A case series with
information on family history of cancer and
environmental tabacco smoke. Clin Lung

Cancer 2011; May 17 (Epub)

. Kurahara Y, Tachibana K, Katsura H, Inoue Y,
Suzuki K, Kitaichi M, Hayashi S. A case of
cryptococcal empyema successfully treated by
debridment by medical thracotomy with local
anesthesia. Nihon Kokyuki Gakkai Zasshi

2011; 49: 142-147.

. Kondoh Y, Taniguchi H, Katsuta T, Kataoka K,
Kimura T, Nishiyama Om Sakamoto K, Johkoh
T, Nishmura M, Ono K, Kitaichi M, Risk
factors of acute exacerbation of idiopathic

pulmonary fibrosis. Sarcoidosis Vas Diffuse
Lung Dis 2010: 27; 103-110.

. Kondoh Y, Taniguchi H, Kataoka K, Kato K,
Suzuki R, Ogura T, Johkoh T, Yokoi T, Wells
AU, Kitaichi M; Tokai Diffuse Luig Disease
Strudy Group. Prognostic factors in rapidly

progressive interstitial pneumonia. Respirology
2010; 15(2): 257-264.

9 . Hayashi S, Oji Y, Kanai Y, Teramoto T, Kitaichi
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11.

12.

AETTIEAL,

JEdaERl, SAREE, BHKEE, MEEAE
DIFEFTR (REZUT & BT o LS
et B i B & B A R B %Hﬁ%% [ B
EHECHIGLER O & BT, B, &
BB LR OMESL) 1TBT A%, F
22 R M - BTG E. FEE
U bEE—. TR 2343 A, P.32-44.

[ 23 B BT A Ml

& HRRES W DB HE & RO T, BRERAL 2
Trace ability D & 5 I 252 LBOD"CO
Hdro PR 22 47 B RBR AT I A AR A T 2R
fRBEMB L B HEHLE L OBKREL
5N TR 21 IS [HIlBZ £ ERE ] &£
FHEROBEIC DV T, KEAFEMAHRT
J% 23 4F 7 H5(Vol.371) p.101-105,2011.

. ERRE
. JdbTIERN, MERERRESEEEI S P T A b

X MEENOHR . WERFRZEAT ST
EEFHEER 2 B ERBEEL
(2011S2-004), X #IEHEFEIC L 2% &R
MW o X 7 AR (EEgEE | ZWBIE
Fotk)o ENLHBERERE A v b T — JBFgEE
T X SR RE s (g R, TR Bk
&) &Y L RFELXFFAEEEAN ST 4
v F — N 2R e AR (KEK), = < Tl
2011.6.22.

. JtiER], 2. Usual interstitial pneumonia

(UIP) DFREZHIIZ DWW T, Workshop.F
B HE MK Pros and Cons. & 5F
Bederdk, Bk Lded, % 67 @Bjﬁﬁ""&%
FRHREZRFRIMN L IBIKFE MRS

(S, BRAYE EIEABARED, 2011 4
11 A 19 H, BEW - T H—FF—N, (7

075 A - ISR, p.66.)



H. HHBEDHE - BRI
1. FeRFEUE
ZL
2. ERFEES
=L
3. EDft
=L

1991 4 12 A 21 HEAE O 5 3 [0l 5 M 255
BHgea. MREHELZ O o T & 2007 £
8 ABRMEDEE 2 MIKRIFHRIFERE D VRY T 4,

[ Bl & e O BRI RSB A 158 ] T
BIER & RBEZ WS O % THW 7 7e 3 12
LTI, 72, EZRPERERE ik i Je iy iiae
Bty —CTRELFRE., NBRRIAER, BT
GM-CSF Pufiille., WEEARVERE % &0 CThHif
EBEPAPYEF DB HE % S N7 £ ICERH K
LEF,
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By @Rt E M e (Ein bR B R 783 3€E)
A FE RS & |

fili e 8 EAE O I 5T V2 BE 9 % BF 5B

WroesHE  FRIER

T SRR vy — R R

WrEEE

Filife & HAE D HRCT BifRIZ BT MR RIC oW THE L7z, 4 floftiln&RA
FEDFA D HRCT ERT 4 6 (9%) (ZHiO#HELAT R GES IMHEREILRE) »ED
. #%58 HRCT Tid 10 B (23%) (ZHAEILET RATRRD b7z, CT L OfE® THIIR
EaME) 30 AT A crazy-paving pattern 2° H 5 MR EZILRG L BREVSELHD

f)s\ﬁ%ﬁ: é nf»:o
A. WIZEERY BHEED L ZA50 5TV, CT FOFET

Mg & HEDH G REHOLNMITHI L,

B. BFFEJ5k
The 2nd Osaka Respiratory Symposium O ffifi i &
HERES] (44 B1) (2007)DIRET & CBRL ¥ o —
TR o7,
(fREE~DOERE)
HEOBERIITTA v N L, BIRAERZE
KOERB @ HF THERo

C. HWrzekiR

44 Bl D FFILE FED HRCT Ei{§ T 461 (9%)
I ORMEILAT R (T I ERE IRE) 255
S, £l CT Tk 1061 (23%) (ZHfis#EILET
R385 17z, HRCT HEfE_ETOM oML
FTROMEIIH B4, F0HE CT TOMKEAL
DETICHET 2 HE TS HOBRFAP WO TTH
%o
D. Z%#

2R FE 12 BT 5 B L OB 12D T
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HIREEZED 0 4T A% crazy-paving pattern
PO EF MR ELIRG EBIEPSEL L7120,
T2 B AT ORIZIZAZ v NBORE
& H JE T & surfactant protein B or C %
granulocyte-macrophage colony-stimulating factor
(GM-CSP)IZ3f§ A L7 % —DBc # x>
— T4 Y7 $hH genes |23 a—T— a3 HHk
b M5, Surfactant protein C # LY I —7 4 ¥ 7
95 genes DI a—7— 3 FE7/NEOR
EMMRCBERL TS Z LM TV,

ot
HRCT (IMifaZEHEDZW 21T TR, &8
BT B ORHmICOEHTH 5,

E.

F. REREEiER
=L

G. WREsE

1. MXHER

1. Akira M, Inoue Y, Kitaichi M, et al.
Thin-Section Computed Tomography Features



of Pulmonary Alveolar Proteinosis with

Fibrosis. ERJ (in submit).

. FRRER

. Okuma T, Akira M, Inoue Y, Kitaichi M, Arai T,
Shimizu S (2011) Thin-Section Computed
Tomography Features of Pulmonary Alveolar
Proteinosis with Fibrosis. Radiological Society
of North America 97th annual meeting. 2011
Nov 28-Dec 2 Chicago, USA.
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RS ER A SRR B & (G TR B IR 285 )

A SRS &
H C R MR & BE (09 2 2R BE il O 16 B

WremEE Bt 0 ESREeEES R mEE A v v —
WP A 4 - EEIE PR PR BAR FEEE MR AR BT SR =

R e

et =1

B C50 % MEN B 2 H i (autoimmune pulmonary alveolar proteinosis; APAP)IZ B\ Tid,
LR (whole lung lavage; WLL) AVEMESEIEE £ 2 bhb, FA 1L, 20034 4 H A
5 2010 4 3 A OMIC WLL %47 o 72 8 Bl APAP ® WLL O#%#, $hE, Z0HDOFH
IZOWTHRET L7z “FHOBEERIEIE 19.1 [\, 1 BIHEEEF 951ml, HB¥EE=E1T 18,
150ml, PEHEEREIE 127 53 ChH o720 WLL 1R 2 - A OFHET, MiE~ — & —, BRI 7
APTR. (Pa0,, AaDO,). filifhE (%VC. %DLco) XHEICYE L7, L2 L, HRCT
LEBT AT ARBEDOENYIZOVTIR, FRLUFELRD R o712, 7 BIT
AaDO, 1d 10 Torr L EOHE X RSO, T 7THIOEFMREFIMIL 175 » HTH o 7
WLL HOEEEDOFHED A2, THi#A, degassing D& TD Pa0, #HllE L
Tos, MBEICEE LR 20T, degassing X ZEWFHEICIINE L E 2 bz,

A. BIREER

fif8 & H4E (pulmonary alveolar proteinosis;
PAP) (IfifalEAIC ) Y IRERERD IR TS
RRERTHH D, B3 PAP I3PT granulocyte-
macrophage colony stimulating factor (GM-CSF) H
ChRICE W ile~ a7 7 — VOERE T
B, MRy —T 725 0 VERRED
A LPEREEZEZ LN, BHOREMEN
JeZEH%E (autoimmune pulmonary alveolar
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RONTHE LI TWRY, $72, 20
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3 125-49%. 4 :50-74%. 5 :75%LLLE). &hi
¥, e O % Visual Score & L 72,
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B, otk 2 B, I Y E 52.5 7% (range 38-70
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B 1 B, e CIEREEY RO, EEEE
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- KSER 2 1.8 41 16 Bl WLL Ol % R,
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degassing %D PaO, DAHR & #5T L 72, A B 24
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KA — 7 =% — % V72 GM-CSF B Ok ¥ O R

RN SV S

EIR b ﬂ%@%k 5 —

WrgesfHE  H 5, HELZ
e s BHAEL. €7 TE. oHEHE. BHEED

T E®IZ

1999 4F |2 56 14 il e 2 9 D I ¥R . Ol LS A
1£9 % GM-CSF HCHED»RE TH 5 LIE R 72,
ZF D%k, BEBROFPURE TIVICEIRIES T
B EFRES HZ EHER I, B ERE S L
720 FRSNI-RREIX, GM-CSF H P25 B E
WEESINLEFOMBETH 5, KMz Hwv
ZT ARG . B DR E D BRI
IeM BB Ok % EE T % BRI FREEICH
B, EBAIE 1gG B E Ok % EE T % Bl
FLUEBFEICORBEIML TCWwAE I 2 R/l 7,
BEOY VL ICB W CEMERRERIC K
HEB e a— IR E class switch ASTTAE L
TVBREFELTVD, IO REREY
— 7 L — 2 HWHETERORE S 0 —
vBEATIC L DFE L, FEEO LS NT L
HRILE OBE L O 5,

A, BIEOTFELHEHY
OER
Wil & FE &, il e R RE I —T 7
7y v r DEBEYHEE L, PRSP ETT
LHRVEETH B, REFEIPIAHTH o 72745,
HEEE X, B E B E O BE O MiEH 2Pt
GM-CSF HOPUAEPEREICHFET A L 25
5 L (J. Exp. Med.1999). IML{E 2 Wik % BA%E L 72(Am. J.
Respir. Med. Crit. Care Med.,2000, %57 4372904 %),
mﬂxF%%w SRR~ 7 A DS E HE
BIET AZ LR, MHEDHOCHMEOENER
ﬁ}fn (HE% 5, BLOOD2004)2 5. H P D
GM-CSF {EHZ AL, Mifg~su77—I0
SALEEEST S Z EAYRETH ) H OB
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BEHELIFE L ERBLTCE(HEED,
New Engl.J Med. 2003)0 T, KED 7 — 7957 =
JAFVICEFEHOIGERS L, BEIES
_tcmﬁt ﬁEhﬁﬁ%%ﬁHto%éﬂ
7oK DFRAE ]
a#@wﬁﬂﬁiﬁﬁ_%@#?Jfééﬁ
INITRUTOZEPHLRE R > TV,
© 223 BIDEHRFIED & FRPITIED 72 <
o B ERERE L O B Ok
DHBHNE & A E\HFEED, Am. J. Respir. Med,
Crit. Care Med.,2008)

FE DOPL GM-CSF H Coiffid. GM-CSF 4
T LEOkA B ITE b —TEHHERTH S
EhB HUEIE.GM-CSF ZD b DTH 5 (H
5% 5., BLOOD,2004), .

PL GM-CSF HOPURICIZ, BEMICIZARn
A, 1gG RPN IgM BIFLERD FAE L TH
Y. GM-CSF Zx§ 55 &7 R hilfe ke
FMIE 1gG BUCHRTEL (KL, 79X
AA v FEREDEOTE MY A THARSIML
FICHTETWE EBbNAHEEDL, W
o

@

@HE®

JEE OPLGM-CSF H CHARIZGM-CSF D
BOIE N~ T2FBLTCVwERY) 70—F )
PURTH Y . IEF (Cavidity DS Z & 25 o
TWA(HFEE 5, BLOOD, 2004), IfiiF 1) > 7¥Ek
% EB virus CHI# L T, ELISPOT assay % FiV> T
PUREAMBEBE Lz 25, IgMEIGM-CSF
HOVUEZEALY) 2B, 0 — » MEEE
& EE W CRIBEEICETE LT\ 525, IgGRIFEL



K pEE L ) ABHIL 2 0 — VT BE Tl
MLTWBZ e RWE L, $i, BikT 5
£ 9 PR IR 0 BT T EEF O T i B RGT
5. GM-CSFH Tk % A § 2 BHllg O Pk
BIETEHOMMEER T, BEEICHTT
HELTWLZEPRBEEINT, LEDZ Eh b,
ROBERIRH % LTIz EBBEAPEDIgME
GM-CSFH T & ZH Z A4 b Dnaiive B
MifaiE, BECOIREECOFBEEICHFETS
A5, BETIEZ oM eI A, #RY
ELHREMEESTAI LI, AR
ERIBEEICRIY, 7 GAA vy FE2ET,
OB IeGH k% A T 5 B ASEE N
TA. FRMREAZFEHT 572012, REFFE T
RERR Y — 7 T 4 — DRI & ) GM-CSF
H Ok 2 S8R S OB OBUAHEE. L
WIS ODNABLYIENT 26, FIAL /S 7O
TOTrAN) T EREREROEE Y EE L
BEEOBTHE L. BFEDOE W IgGhUEI E
HEINLIEHEZ AT 5,

B. BIEHE LR
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SR D BEDVHRRFRE R O3 % O
BRI ERL Yy —ICHEBE L TB Y, ER
DB TR OE CHER I ES h*?s"éL Vg
BES A BEEELS ALY, RAYIM 20ml % FRIX
L. WFDORT v 7% TEAEAE GM-CSF H
CHURGYE B MIfE O H §5-1gG, -IgM K UL 50
cDNA-PCR amplicon %155,

1. BA%EK 1x107 cells % biotin-GM-CSF & s &
5,
2. streptavidin-MACS beads(fit &, € — X) & e &
5,

3. MACS midi column 2 & 9 . GM-CSF 12§54 L
oMl Y — F T B,
4. FACS CHilaRE ~ — 7 — 2 R BH 98%
PHERTH Y, 2 %H5CD19 HEDO BRI TH %,
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RS~ L2 Z FIPCR amplicon® 4 B
V—bL I HRNA > cONA Rt tagftEprimer® FILVZPCR ampliconD {ESE

HC  PAP HC  PAP
5-2:COR1D 5-3:COR20> 5-4:CORID
LHA~EP—OREHEB  LA-t7-0HEE  LA-FT-ONHE

@5 BELANEORFRUO KBRS~ T RBIFHER IMGTY IMER)

5-5:CORIDME

5.RNA filitthc WOBRECTHIEE, RE & HlE
6. EHIZ, cDNA £, &
7. B 5 IR L7 AGER 2 — F % &L primer &
VT PCR %479 o
8. PCR amplicon % 7 4 0 — X 7 )VELRIKE L,
N REID L, forward, reverse primer |2 &
D Y=o T AT, PURTT AR O EIET
#Wﬂfwé#%%mO
BE, EHED PCR amplicon DR LMY |
#%wﬁo& Y5, KLy —2r TR0
ROFIETEET 5,
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@ Bon-z7uo—rvny—rxr A @ B
@ bioinformatics tools I X A ¥ — 7 L AT —
5O © & LIZ@ODTLT — ¥ & HUk@T
) 7 b (international ImMunoGeneTics information system) |~

LD %o

(3]
FAHMEBAZERE Y memory B MU & #{L L.
HiEk& & b I EB virus e S & IgM B K U IgG



EIJt GM-CSF H YA EA memoryB #ifg %
ELISA 7%, ELISPOT (2 & D L7z, £hiZ
Ik, IgMEBEIZO— %, BEELEETH
REOHEE CHET A, IgG Bl o— i,
BRI BEICHFEREL (F3) S
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class switch 2STLHE L TWAH L EZ b b, BEK
WL THBEOY 77 9 A e kgL 2
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1. KWACE S — 7 20— % V-5l GM-
CSF H OB B il H $H OO AT A D25
Mix FOICAT o7z BEE 14, BF 14D
5 RAHIM EA% Bk % 15 C., biotin /b GM-CSF % H
W, BRI GM-CSF H ekl tEo B #ile %
ETHIFED cDNA % A5 L. AR D720 0
N—a— BRI &L 7T T4 ~—% BTk
H $87 255D PCR amplicon(350~400bp) % 1572
KA — 7 L AT AF L( GS FLX and GS Junior
Systems, Rosche) 12 & ) . & FF6 27 B — Y DEEF
Byl 2 15T, B O NSRRI D& T — ¥ % THE
INTERNATIONALOIMMUNOGENETICSOINFORMATION ~ SYSTEM®
AT L., PiREHTEMELERDO L=+ T
— ¥R AT o 170 V $HIE D germ line 7* 5 DAHH
PEAME 7 T — > (memory B cell #185%E) % f#
WML7zEZA 5D LI, BETIE germ line
sequence & DAHFEIELME 7 0 — ¥ AMEEZ I
HoACHERE AT £ (5-1), TIZEH50 CDR1,2,3 418
DV 8= N7 —® variety 25 L(5-2,3,4). 7>
CDR3 $HI% I insertion BLFIASA % (5-5)Z & 12 &

D, BHEVEL DI LA I N,
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