[FEG 5. SBENFFMEDICESHLUAE/ ANTTEICSIEMEREL -BCREN
FhRa % B AE D —%5i]

IEB

FEFIIL 55 MOLWTH 5, 51 R ICHCRERENHERZEE L2, 7L F=U1 > 30mg
TR, A ICHRSN, 37 ALY L F=ZV Oy 10mg ODRHKS RGBS, 52 &
BICRREETEOTEROEREENSBEL, M/  AVY TEOBKEZT (K1),

—BE AN TTIZE B ERBBRED S D B o /b JiE A (ST 4%, ABPC/SBT. PAPM,
MINO. AMPC/CVA % &) % 18 2 AT/ H VI TIiRZE. MREL dbHHELLO, 2B, FLF
=Y 10mg PR EHES I &REHEREI N, BECESL I TITbh TS,

JANT TRISETOMBEICAMERR IO TR BEGRE LREERON, HERD SO
BRBTIZBREOELZRD T, Mila AL ERRBICE) bOTREho72 (K2), LA L/
ANTTREFERER 2 F2EBLTOrLEMRBORFEREZIMEL. crazy-paving appearance
& geographic distribution pattern ¥ 2L 72 (X 3),

HEDHO- DI ET IS L BRE LM AR, BAL WHH GM-CSF HiADEEHHA LN
720 BAL#E & ) PAS & EASERE S h, Mfa%k 0.8X105/ml. MRGEIZ~7 07 7 - 79%. ')
v I3ER 20%. HUHER 1%, CD4/8 H.1.35 TH Y, HET DY X/ 85KIE S & R 7z, M D KL-6. SP-A,
SP-D i3 # 1 #h 271U/ml, 32.1ng/ml, 17.2ng/ml & IEHFEMNTH o 7245, BALBEF D KL-6, SP-A,
SP-D ¥ #h#h 3,280U/ml, 12,700ng/ml, 3,660ng/ml & EE%ZRL7z, & HIZ BAL WHOH
GM-CSF §ifkid 2007« g/ml L BHETH Y, LEOFR I VHHREAEL B SN, BEDET A
BEGRACHEERNTSH 225, BEALS 260 L T/ oK aB8RTH D9,

EE

FiliEEEOKERE E LT, 1 GM-CSFHEFEET LI EPHLNRTEY, v 707 7 — VR
ROBERLSETIXRI LTV ATEEIRE STV 58,Uchida 51X PAP 2% % % \»ld GM-CSF
7Ty Ry ARKRDIFFRIIZFOBERCEAICREIDDOONLVHEOD, ERRICERENA
BB EERLTVDW,

ZWEHMWTERIN:, REEREES2VWIIREHERSE O BAL iy 6. SHEE ISR
B, JHNVITH, TARUVTFNVAPERINIEPALNTVEE0, JFiZ/ AN T TREOHEEIX
B Sh, 2002 F£0 Seymour H DI LT 410 AOFIRERENEED ) H 34 A2/ v
VTREDEHERIZEVIO, FHETREFEID %L, TRETEHBERECEHEENI L 2
BID ) I NI T EREEHFADPHONTWE FESHIZX S, 20094 ERS ICTHK) .

J AN T BHAH GM-CSF HRADOHRIC AT 5 DH, £l bl GM-CSF HUEDTEA/ #
NI TREIZHRATHOPELDTEL, 458/ AN T7ERE (86 ICHREMOHBEE VIR
PiBEBRERER 7 ANRIVFEN AL E) 5, EDX ) B A A XLTPAP BEORESR (e~
U777 —Ihy) CEBYSZAPHELTHL I LD, PAP DRRAXMHATL—0o0@ & 2 515
U b, FHETH, SHOEMNEBIHRINDLLIATHEO,

KEBITIE/ IV YT REFMBEAEOHEICRT L. Bk, $FEAE L T oMiilR&EHER
EFRED LN, BBEORERIZ, ) ANT T REOEESI P GM-CSF ik EE R L 2T Rtz
EZRDHEFEICHEEKEC MEEREOEERFELEZD LT HFUTRIIECENEEZ OIS,
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3. MRREBIE &2

X SN 7-BFD CT iR crazy-

JZ paving appearance &

=o geographic distribution
pattern 22 L T\ %,
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CmMAEW YD, TAFEFD, BERBEFDD, ARERY, xH L&)

1) HALKFRFREZ RO R 258 8557 B

2) RBFRZERTEREEANR (BTN

3) AP RREEELy s —

4) BiEERE=NF

XYFEFIRE X, AR, KO OHECDEZHES L O HARMFRIZZEESOFT 2B TRKAN, 16, #
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ERIBRESE]

1958 2 Hf B2 & B fE (pulmonary alveolar prote1nos1s PAP)U)%é B A AR X fo ’{i: 1980 E'f‘c
POERBEBLAE TS PAP &G SN 5 &9 I2% ) k% Mg & & E (secondary pulmonary
alveolar proteinosis:SPAP) & FEIEN 2 X ) Ik o7z, HERDSEIZ, THAERICRET XN
(congenital pulmonary alveolar proteinosis: CPAP), MEHEEPCERIFELR EOEBERET AT LR
T (SPAP), % L THr%M(idiopathic pulmonary alveolar proteinosis: IPAP) & BEREIC L 5 5 DTH
272 LA L 1999 42 GM-CSF 23§ 2 HEHESRRA S, IPAP DIF L A L3HAEBETH 2
ZEXY, HEXITMERPRE X MEEEHR PO GM-CSF HiiAOFEIZL D FELTWAED |

ZD7:% SPAP OZ Wi, EBEBRLAET S PAP T, »olliES & Wiilgkd i+ 0Pt GM-CSF
HOHARED DD LT 2, ZhICx LEUERED PAP % B C %% % (autoimmune pulmonary
alveolar proteinosis:APAP)& L. HifKEME» DHEL 0L EBRBEL AL DL VD O % S HEARER
(unclassified PAP) & E#F L T\ 5,

APAP DR X GM-CSF # L T AHCHME T, TNiZk s GM-CSF ¥ 7 FVEE R U i
favru 7y —VOBRBEKTEERSE, =772 % ¥ (surfactant:SF D3 EREEEZ 2L TW
HLERZLNTVS,SPAPIZBWT A~ 707 7 - VOMERECREREEN,ALN TS
A% 2, $i GM-CSF Hifk I TH L 224 mH - REBIIAHTH 5,

T S

SPAP D IPER B, *}}Eﬂ%ﬁ%’ﬁﬁlﬂ BET 5 b0, Jﬁlﬁiﬁ*'ﬁ’ﬁ&%rk EPEF % b D, AIDSHS
REEHCEHERESE DICEHIT230PHESIA TS, MBEETIE, FHEBLREEE
(myelodysplastic syndrome: MDS) 819 2L HIMFEIZAHET 5 b DA% w2, B Vosfg 22, £
MG I 2429, Fanconi 1lfl 2627, LY L& L-HEDH S, HOCRERETIEINR-F v MR
BT LR 28 b ALN TV S, BEE CIRIPRFEBEICHREL, —2—FEL AT 14 AWK
(pneumocystis jirovecl) 29, HIEEHRYLE 303D 2 ESEBEBR L L THEIA TV, WEBRZICH
BETL520DF . KEOHEXBRAT LD~ 07 7 — VOIS L SF B TE L%
STLEIDHREEELEZ HNTWDE, BHUHEMIE acute silicosis’?, 7NV I =7 L3 2F ¥ 39 7
EOEBRRLERBETCOHREN VD S, F-FEFICEEL 2D DI busulfan (2 X BHE 3 %5 5,

BAE. AFIZBIT 551 GM-CSF HLikRatE © R L7z SPAP IZFRE L 40 BlA L N5, FFHEHEA
(23T GM-CSF Hikba 1D APAP fEEZ R B 360 Bl 5N THB Y . SPAP H I 1M 2k BETH
5T bbb, SPAPL0 BIIC BT 5 EBEBONRIZMEEED 35 HIQT%WE KEZ LOTEY,
TS MDS IZAHE L7 SPAP 2526 Bl & |x b B\ T 72 R—F = v MFIZHF L7z SPAP 755 fldH
D, £D9H b 4 HiE MDS b AP L Tz, MlEREDSTIE, FIBRERIE R H CRBEER B DE
Bl BALND (F1)o

s e T —

AIRIZBIT 5 SPAP40 Bl OB UTEFFIIERIT 49 % (24 m~T77/%) T, Bz 2317 L BHIC
L VEMTH 5, EBEBOKES % MEEER (356]) 295D TWVS (1), SPAP »SZif S /-
RCTOERREORFHMIZTEY 55 # AT, 2 FEL LEBEELZE TS 0020740 FlF 21 FlicA SN
72o F72 11 Bl EBEE B L FRAIZ SPAP b 2T s hTw/iz (M 2),
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BRI S5 VERS IR R g, Wk, % L CRHBT EFICZZ 3N, BREREE T HEFOKETT
VR IR PR e o W e LIRS RER A AL 0 B, LA LEEER TR RERE & e S L /ES)
b 9BI23%NI A HN D, T72 SPAP IZHB W TRBIIFERE SN BIERE LT 38%E% <. 3 HIAH 1R
NP RS+ 58k, 4 BIDSEM+F#, £ L C3PITRBADADIERTD - 72,
® [H{FATR

PAP OB (& B 1 B EF 129525 % ground glass opacity (GGO)ASEK T, /N2 FREEDILE % £
3 crazy paving appearance % {9 Z L AVEMMITH S 37, LA LAFHOEEFES T HHEE
CT(High resolution computed tomography: HRCT) %5 &1L C\» 5 APAP, SPAP & % (2 21§47
DOEEFT R % WERFT 5 &, ZNENOEERFTRIIELR > TWn5 39,

GGO, consolidation, /NEHIFEREDLE X APAP, SPAP #icA L b5 D5, L TH GGO 34
JEBICEAERLE L AFTRTH L, TD GGO D AITIE R CHUXIRIZ VA5 Patchy geographic
pattern (X 3). ERAHETO T AMICVAH 2 diffuse pattern (4), EFLD/87 — Y HREL
7> mixed pattern ® 3 DD/ ¥ — V245 B &, APAP & SPAP O ICHEI ZMHEN AL D LN L

(% 2), APAP |28\ T GGO D44l Patchy geographic pattern 23EAL(71%)7% D IZxF L, SPAP
T Diffuse pattern ® GGO 537 % BEML(62%) 1A L 5, T 72 GGO DA S 5 MEF I b M
253 V) . SPAP 3EA D LR TS & b ¥ —I50 4 LB 2 AR FHIR % A & O 7% A%, APAP Tld Ll
B IC A TREFEAM IS AT %o ZOMOERHTR & L THRE T2 E#Y %2 GGO (subpleural
sparing GGO: [X 5) i3 SPAP £ V) & APAP THEM(7T1%)ICA 5N, F7- PAP IZEREIFTR L ST
V% crazy paving appearance (B 5) i3 APAP, SPAP b7 42 Bl2KTH D L 43%IZALDLN
%75, SPAP Tl 14%DFEFIZ LA LN TR\,

PR B OB, BE CT 12T APAP OFF AR, GGO &4+ ) NEMBEEDOIEE %2 &AL
£ PAP &0 BV RS, U F AMICHLATS diffuse pattern @ GGO & EF BI04 7% v
¥ 7= 4 B> MDS 12 &6F L 72 SPAP Tid, GGO & 1) b 87 /NEE MR RE O IEIE AW A1 12577 5 H 8L
LR (F6) #2LTwa, LAL, ThoHD SPAP (24 SN E{RET R I .LAE, Biifdtii,
BB (4 P AFOI A VARL, Z2—FL AT 1 AR REEOENEET S,

o REMR

SPAP BV TZHiKOME~— 7 — 3 ZhZhFHE KL-6 3834 U/ml(n=36)., SP-D 236
ng/ml(n=36), SP-A 103 ng/ml(n=35), CEA 7.4 ng/ml(n=34) L BflZR¥, LA LEWHRIZIEFETS
DA D ZFNENDIMIE —  — T 3/36(8%), 10/36(28%), 9/35(26%), 16/34(47%) A L LN % o Pl
#%® SPAP &l@H, THLDME~Y—H —I3WIRICE VEETEH, 22 TH KL-6 IZTEBEDIEE
127 bo $7 APAP 1B W TId KL-6, CEA 7S BEER LT 5 1) 5. SPAP TIdH5 A
EA LN,

LUTRE O ASEER A T3, SPAP I3 ERAEREE 2 F R ICHIRMMAEE L B3 5, 23 Bl 8 1(35%)
ICH R MR A E(%VC <80%) % A L7z, FEMBTEEFEVLy <70%) % 2 LEFIEA LD
o7,

o JREFEMATR

SPAP D&% il %% (bronchoalveolar lavage fluid : BALF)iZ, H& L7580 2Nz 2L
THY. BALF O A b AE VERTIIKETEORE LZEFKEEKRDO 707 7 — VR BERFO/NE
22U 77— L) YNEROWEME A LD, FBEDOEREWE L LTSFbALND, WEMR
AR L U TR IR R O S E (PAS Ftk) &L LT SFAEMLTWAE% &L APAP &
FHETH S, L LS, APAP & £ 51 RIZ SF A7 L T\ 2 WA E B ISR E D A 5
NI % IO EREEOZFHL R e (7)) Tho, MBREDOEMITEIZ L) Hke T,
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B, 28 L, Wi, REMRRELZEEL TS, ThEOHBEREE % & & ¥ 725 I8UE P 2 A
(SRR S M EH MR EIRIC BV T3 TR RS BRI O BERATHL DR b A LN 5,

T PUr. SmAIRSHT : i

PAP 2l it % £ L L2 MENIZ HE Jeft THFERME, PAS Bt la it O EREEYE surfactant
DB A LD BREEMTRICL 5, ZOOFRELHEIC L 2R E IRk E R E AR,
HHVIIHNBIAERIEREINSE, LA L SPAP IZBWTIIEBEBDOIERNE., AHEOHFE, £
LTEGREORBR LR EDPLERTETEINICER T 2550 % {2\, SPAP ZHEEZH T 57
DT, &) IRIREED R E L 72 R T CREMRAEIC L 2 WBFNMREZ 2 5LEFD 5,

SPAP & ksl L7z & 9 ([CHEEFT RASE R CHRMEEOKED ., EAIBRNIZEN L T ICE#R LS
BELH 5, SPAPA0 FIOFEEZW HER X 8 1T/ T 4%, 10 Fl(25%) 13 58 LR 2 THEE DK
WCESTIIEETHAERETEL TV, -ARTZ R HE THEATRIC T SPAP 72 SN 2 iE]
bALND,

ERZH L L CIEMERmEET R 51, OAE, Bifgii, BAREGE (b4 b xFay 4 LA
%, Za2—FEVAT A AMR) HBENDL, £ L TEBEEEICHC TV DIEAN X 2 FEHHEREE < ML
TR ECESMRBATIIERRBOEIC L 2EHEHEOBRELZ EHEH L TR id e s v,

EfHE. A%, FH:

o AiHE
SPAP ZMiADOZEBPIIRIZVATEIIRIYETH 5, EFEREBICMBERENALNS 2O HA
RURGfE & LT P aeruginosa % Aspergillus spp. OV 23R GLAE R BUMAE A% 2 F 72 MSSA, MRSA
RLIREEUTNBEOBIYED AN b, b0 B RERIEIMFRAEREFRENELLEET
BARRELABERGEREFTH S, YA DAMIIIRERIC X 5 H MG 2 & iy L8 B E 2 il i
W7 EDOlEEFHI, £ 7-MERBOBEGEERD GVHD IZ L 2BEEELET HEFNDLH S,

® 5

FERAHTSH 5 PAP OiR#EIE, FFENICEE L2 SF2KET LI L 2B E LRSI 1T
ENb, SPAP T [k, WEBRENERTHERAEITH LEEERE, BEZIFPRALFICEL e
BHET Ttk 0 ThNbs, LA L SPAP I28IT B idk#ia® 3 —m 2 M ELE 2 8ET A5
RE LR AEOYEIHHFETE I, FICHEEICL ) BREEEOEHELE L LIPRAEDENT S
BEbHbH, EBEEBELYAETH SPAP TIHFEEBEDI Y PO — V2 EEMNIIIT) CEVFEETH S
11,39, AFTH MDS (23t LEBIHIERE LT o 72 3 B SPAP 1, BHERRIZ SPAP MR L T\ 5 10,
FD7OIIFMEHRED SPAP 124 L TIIW e 2 & ) BAGEZITA A &L ) IL&FIKEBOERE L
T LEF DL,

® Tk

2009 £ 11 AEE T SPAP 38 Bl &AM % (K 9) 7R T, SPAP @ 2 FAEFERIL 49%, 5 4F
HFERIL 35% & APAP IZxf LE L FEARTH S, COFRKRIIEBEBOE, BREEDOEHE. &
HEREARICX 2BEEE, €L CPAPEAOHELR LU SPAP TS FII2ERICX 5, 240 E
HFE LT 5 SPAPSERITIE, EBEBRDEILI % (. PAP B D EIGETER, FAED b DK
SThHbH, TREMEE (MEER) (CBHAERY T L PAP 2580 L -ERI T b BAiE D BRYE &
P2 GVHD 12 X 2 £ HIREBOE( 2 CEMREBRO I Y PO — VL L TLE)I 2L D H 5,
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< 1: MFREMEMHEE B AEO BRI B n=40 >

in 5 95 B CML

non Hodgkin lymphoma
MDS

MDS
MDS/RAEB
MF
MDS/RAEB
MDS/RA
Behcet's discase
MDS
MDS
MDS
Aplastic anemia
MDS
MDS/RAEB
MF
MDs
Behcet's disease
AML MO
Behcet's disease
ALL
MDS/RAEB
MDS
MDS
ATL
MDS/RCMD

MDS (RAEB-2)
MDs
Behcet's disease
MDS
MDs
Aplastic anemia
Tuberculosis
NTM/MAC
microscopic polyangitis
Behcet's disease
Wegener granu

R
BERZtEER

Basedow, Sweet disease
AML

alveolar hemorrhage
AML M7

NTM/M kansaxii
MDS
PBC

NTM/M kansesii

MDS, MF

HBV, NIDDM

HBV carrier
NTM
MDS, NTM

MDS

< 32 : B DRt SUNESIE M S S E O E TR >

Bt n=42 (%) HORAENE n=21 (%) #FEMEn=21(%) pvalue

* Appearance of GGO
Patchy geographic pattern 20 (48) 15 (71) 5 (24) 0.002 §
Diffuse pattern 17 (40) 4 (19) 13 (62) 0.005 §
Mixed pattern 5 (12) 2 (10) 3 (14) 0.634
* Subpleural sparing 22 (52) 15 (71) 7 (33) 0013 §
= Crazy paving appearance 18 (43) 15 (71) 3 (19 0.001 §

§ p value < 0.05 on chi-square test

BMDS B ZOfOMmERE NMEBRE » HoRERE

<E1: ZHEEERIOEGE>
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<[ 5: Subpleural sparing and crazy <[X 6 : MDS (C&1# L 7= SPAP
paving appearance > (FRL/)ERREERORE) >

B BAL @ BAL+TBLB VATS

<[ 7 : pathological findings in patient <[X] 8 : SPAP DFETERHIAZE (n=40) >
with SPAP >
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<[ 9: SPAP DETFRAFRE (n=38) >

Reference

1)

2)

3)

4)

5)

6)

7)

8)

9)

Inoue Y, Trapnell BC, Tazawa R,et al. Characteristics of a Large Cohort of Autoimmune
Pulmonary Alveolar Proteinosis Patients in Japan. Am J Respir Crit Care Med.
177(7):752-762, 2008

Dirksen U, Nishinakamura R, Groneck P, et al. Human pulmonary alveolar proteinosis
associated with a defect in GM-CSF/IL-3/IL-5 receptor common B chain expression. J Clin
Invest 100:2211-2217,1997

Floarea-Strat A, Grigoras A, Dobrescu G, Grigoras C, Creteanu M, Teodorescu I.
Pulmonary alveolar proteinosis in AIDS patients. Rev Med Chir Soc Med Nat Lasi 2004;
108(2): 287-9

Crisan A, Tudorache V, Nicoara E, Laza R. AIDS patient with pneumocystosis and
pulmonary alveolar proteinosis. Pneumologia 2009; 58(2): 121-4

Ruben FL, Talamo TS. Secondary pulmonary alveolar proteinosis occurring in two
patients with acquired immune deficiency syndrome. Am J Med 1986; 80(6): 1187-90
Patiroglu T, Akyildiz B, Patiroglu TE, Gulmez IY. Recurrent pulmonary alveolar
proteinosis secondary to agammaglobulinemia. Pediatr Pulmonol 2008; 43(7): 710-3
Bedrossian CW, Luna MA, Conklin RH, Miller WC. Alveolar proteinosis as a consequence
of immunosupression. A hypothesis based on clinical and pathologic observations. Hum
Pathol 1980; 11(5 Suppl): 527-35

Kajiume T, Yoshimi S, Nagita A, Kobayashi K, Kataoka N, Nakajima M, Matsushima T. A
case of myelodysplastic syndrome complicated by pulmonary alveolar proteinosis with a
high serum KL-6 level. Pediatr Hematol Oncol 1999; 16(4): 367-71

Terashima T, Nakamura H, Meguro S, Fujimori H, Mori M, Yamaguchi K, Kanazawa M,
Kato R, Kobayashi K. Pulmonary alveolar proteinosis associated with myelodysplastic
syndrome. Nihon kyobu shikkan Gakkai Zasshi 1995; 33(6): 645-51

10) Nakata K, Tamura T, Aikawa K, Yoshida H, Mikuni O, Inoue M, Nasuhara K. A case of

pulmonary alveolar proteinosis complicated with myelodysplastic syndrome. Nippon

- 103 -



Naika Gakkai Zasshi 1991; 80(1): 106-7

11) Ito T, Yoshii C, Imanaga T, Hayashi T, Kawanami K, Kido M. A case of pulmonary alveolar
proteinosis complicated with pneumoconiosis and myelodysplastic syndrome. Nihon
Kokyuki Gakkai Zasshi 2001; 39(9): 710-5

12) Xie LX, Zhao TM, Wang QY, Chen LA, Li AM, Wang DJ, Qi F, Liu YN. Secondary
pulmonary alveolar proteinosis associated with myelodysplastic syndrome. Chin Med J
2007; 120(12): 1114-6

13) Yokomura K, Chida K, Suda T, Miwa S, Nakano H, Kuwata H, Suzuki K, Matsuda H,
Asada K, Nakamura Y, Inui N, Shirai M, Suzuki K, Nakamura H. Secondary pulmonary
alveolar proteinosis associated with myelodysplastic syndrome. Nihon Kokyuki Gakkai
Zasshi 2002; 40(7): 599-604

14) Ohnishi T, Yamada G, Shijubo N, Takagi-Takahashi Y, Itoh T, Takahashi H, Satoh M,
Koba H, Nakata K, Abe S. Secondaru pulmonary alveolar proteinosis associated with
myelodysplastic syndrome. Intern Med 2003; 42(2): 187-90

15) Yoshioka Y, Ohwada A, Harada N, Satoh N, Sakuraba S, Dambara T, Fukuchi Y.
Increased circulating CD16*CD14dim monocytes in a patient with pulmonary alveolar
proteinosis. Respirology 2002;7:273-279

16) Du EZ, Yung GL, Le DT, Masliah E, Yi ES, Friedman PJ. Severe alveolar proteinosis
following chemotherapy for acute myeloid leukemia in a lung allograft recipient. J Thorac
Imaging 2001; 16(4): 307-9

17) Cordonnier C, Fleury-Feith J, Escudier E, et al.: Secondary alveolar proteinosis is a
reversible cause of respiratory failure in leukemic patients. Am J Respir Crit Care Med
149: 788-794, 1994

18) Shoji N, Ito Y, Kimura Y, et al.: Pulmonary alveolar proteinosis as a terminal complication
in myelodysplastic syndrome. Leukemia Research 1464: 1-5, 2001

19) Tomonari A, Shirafuji N, Iseki T, Ooi J, Nagayama H, Masunaga A, Tojo A, Tani K. Asano
S. Acquired pulmonary alveolar proteinosis after umbilical cord blood transplantation for
acute myeloid leukemia. Am J Hematol 2002; 70(2): 154-7

20) Miyoshi I, Daibata M, Takemoto S, Machida H, Taguchi H. Pulmonary alveolar
proteinosis complicating acute myeloid leukemia. Br J Haematol 2005; 131(1): 1

21) Doki N, Hoshino T, Irisawa H, Sakura T, Miyawaki S. Acute myeloid leukemia
complicated with pulmonary alveolar proteinosis at presentation. Rinsho Ketsueki 2005;
46(7): 522-6

22) Carnovale R, Zornoza J, Goldman AM, Luna M. Pulmonary alveolar proteinosis: its
association with hematologic malignancy and lymphoma. Radiology 1977; 122(2): 303-6

23) Lugassy G, Michaeli J, Hurwitz N, Oren R, Wishnitzer R, Eliraz A, Berrebi A. Pulmonary
alveolar proteinosis associated with reccurrence of Hodgkin’s disease in the lung. Isr J
Med Sci 1990; 26(8): 446-9

24) Vella FS, Simone B, Gianneli G, Pesolo M, Ingravallo G, Gentile A, Antonaci S. Case of
multiple myeloma mimicking an infectious disease with fever, intrahepatic cholestasis,
renal failure, and pulmonary insufficiency. Am J Hematol 2003; 72(1): 88-42

25) Proks C, Zamrazil V, Kuzma J. Kahler’s myeloma with cryoglobulinemia and pulmonary

-104 -



alveolar proteinosis. Neoplasma 1966; 13(2): 217-22

26) Eldar M, Shoenfeld Y, Zaizov R, Fogel R, Asherov J, Liban E, Pinkhas J. Pulmonary
alveolar proteinosis associated with fanconi’s anemia. Respiration 1979; 38(3): 177-9

27) Steens RD, Summers QA, Taeala RA. Pulmonary alveolar proteinosis in association with
Fanconi’s anemia and psoriasis. A possible common pathogenetic mechanism. Chest 1992;
102(2): 637-8

28) Uchiyama M, Nagao T, Hattori A, et al.: Pulmonary alveolar proteinosis in a patient with
Behcet’s disease. Respirology 14: 305-308, 2009

29) Crisan A, Tudorache V, Nicoara E, Laza R. AIDS patient with pneumocystosis and
pulmonary alveolar proteinosis. Pneumologia 2009; 58(2): 121-4

30) Bakhos R, Gattuso P, Arcot C, Reddy VB. Pulmonary alveolar proteinosis: an unusual
association with Mycobacterium avium-intracellulare infection and lymphocytic
interstitial pneumonia. South Med J 1996; 89(8): 801-2

31) Goldschmidt N, Nusair S, Gural A, Amir G, Izhar U, Laxer U. Disseminated
Mycobacterium kansasii infection with pulmonary alveolar proteinosis in a patient with
chronic myelogenous leukemia. Am J Hematol 2003; 74(3): 221-3

32) Xipell JM, Ham KN, Price CG, et al.: Acute silicoproteinosis. Thorax 32: 104-111, 1977

33) Miller RR, Churg AM, Hutcheon M, et al.: Pulmonary alveolar proteinosis and aluminum
dust exposure. Am Rev Respir Dis 130: 312-315, 1984

34) Keller CA, Frost A, Cagle PT, et al.: Pulmonary alveolar proteinosis in a painter with
elevated pulmonary concentrations of titanium. Chest 108: 277-280, 1995

35) Littler WA, Kay JM, Hasleton PS, et al.: Busulphan lung. Thorax 24: 639-655, 1969

36) Ishii H, Tazawa R, Kaneko C, et al. Clinical features of secondary pulmonary alveolar
proteinosis: pre-mortem cases in Japan. Eur Respir J 37;2:465-468, 2011

37) J. Michael Holbert, Philip Costello, Wei Li, et al. CT features of pulmonary alveolar
proteinosis. AJR 176:1287-1294,2001

38) Ishii H, Trapnell BC, Tazawa R, et al.: Comparative study of high-resolution CT findings
between autoimmune and secondary pulmonary alveolar proteinosis. Chest
136:1348-1355,2009

39) Fukuno K, Tomonari A, Tsukada N, et al. Successful cord blood transplantation for
myelodysplastic syndrome resulting in resclution of pulmonary alveolar proteinosis. Bone
Marrow Transplantation 38:581-582,2006

40) Tabata S, Shimoji S, Murase S, et al. Successful allogeneic bone marrow transplantation
for myelodysplastic syndrome complicated by severe pulmonary alveolar proteinosis. Int J
Hematol 90:407-412, 2009

- 105 -



[#c 514 Mt B 2 B fE DAEHI]

[ZEGI1 : MDS (k> THREE L 1-FFRAL £ % > BEmRERHRESET. 2E0
220N LFESHEBHEE SR, & 5101 BOLM%ES0 LERICE - /-5 ', ]

fEF . 4T, B

FHF: MREE

BEAERE © 121 B BIFT 4%, BIME, 2 BIWEIRS

AETHEE D BRIE 60 A/H X4 30 4

BIREE 2006 £ 1 HICHUVMRBAEITE & o DT ICEBEEREEEMDS-RA) L SR s i, &
BREO@EIL &EZ 2 b zA, FICIEHLA =3 F =2 FEE 3, 2001 F 2 AOEFGA ) —= 7
THEL > My 20 CREFRIIROT, JEME FF— I )V AETHBREZEIT T2 L L k-
72o 200745 H 15 H, FESHBHEEN CTHERHEL Y ¥ —~ARL ko705, 18 HFHRIVE
2 BUNEZRD, WHEZRE ) 2 - AFAMiRSEDNYEANERE o7, (01, 2)

1 EEL R
A3y AEIBEBER YU — = T s A Reh

B2 ABREEBEBCT
U EAMEDT N H T IREEBO S, THiTIE Crazy-paving appearance 5 27 3,

- 106 -



&1 ARBRERR

[CcBC] [Biochemistry] [Other]
WBC 6400 /ul P 6.6 g/dl SP-A 62.7 ng/mL
RBC 50575 /ul Alb 3.6 g/l SP-D 200 ng/mL
;‘I‘? ;46‘;59/""' T-bil 0.5 mg/di KL-6 3115 U/mL
Felic 40 a/‘:o AST 121Ul CEA 11 ng/mL
Blast 5 % ALT 131U CA19-9 9.6 U/mL
ALP 178 U/ CMV-DNA <100

{Coagu|ation] V‘GTP 34 Ul CMV anti. ﬁﬁ
APTT 27.9 sec. LDH 260 U/ B-DF LAY <1.2 pg/mL
PT(act) 86.5% CPK 34 1Un
Fib. 413 mg/di Amy 161U [FmitaERE]
D-dimmer 1.1pg/mi BUN 20 mg/d vC 4.06L

, Cre 08mgidl VG 9.2 %
[ABG] Room Air Na 132 meqL FVC 406L
pH 7.483 K 4a6mEqL  FEV1 341L
pCO2 38.6 mmHg FEV1% 83.9 %
p02 56.0 mmHg Cl 96 mEq/L it o
po S3 mmHE - ca 8.6 mg/dl DL 7.25 mi/min/mmHg

%DLCO 311 %

CRP  10.0 mg/di

3 SRS
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1) Tabata S, Shimoji S, Murase S, et al. Successful allogeneic bone marrow transplantation for

myelodysplastic syndrome complicated by severe pulmonary alveolar proteinosis. Int J

Hematol 2009; 90:407-412.
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1994 £ [BIEHEILIC CEE TR % 1T S, Bechet’ s W& ZH &Nz, (O

BEHEOBRET 75 HiEE. EERE. FMEDREE. REOHKIEH )., LEsRERE s
Colchicine 1mg, Salazosulfapyridine 3g IZ THEE S LT /2,

1999 4 7/29~8/17 3%, K& . KEGLREEBEFEIZTAB L % D, Predonisolone 20mg, Colchicine
2mg, Salazosulfapyridine 3g ZFtG SN 7-2%, DED RS, MEDa > o — V|28 L, 2000 4
10 A, 20014E5 A, K& - TH - BEDEIRICE ZBEDOL-O A2 VKL,

2004 4F 6 A BA) & 0 S, 1R A4 ICHERFOREIASE8 L7, 2004412 HCT (K1) T/
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B3 Bt HRCT (2005 £ 10 B)
i FEfilC GGO. Crazy-paving EAS ' TH 3,

ABEEBE | EREW, HE 159.7cm. A= 64kg. {AiR 36.5°C. IME 124/80 mmHg. AR¥A
130/min, IREGHERR #HEZ L. Bk L, FRIREL L, BEERMETICSERESD ),
FEERI IR —HiEEH ). Y U1 Fd Y, TRICIEBREOBRILELXALD D,
RIE) ¥/ HifAE$, MEFRAT R FE L L

®1 MAFORE

Haematology Coagulation Biochemistry Serology/other
wece 4.49 x 10°L PT-INR 1.08 ™ 78 gL crpP 36 ma/L
Neu 64% APTT 2848 Alb s g ESR 16 mm/h
Eos 4% Fib 33 gL LDH 546 1UL 19G 15.48 g/L
Baso 1% GoT 46 1UL IgA 1.67 g/l
Mono 13% GPT 581U oM 1.83 mo/L
Lym 18% ALP 306 UL ANA —_
RCC 4880 = 1071 +GTP 64 UL RF 21 1U/mL
Hb 147 g T8l 4 mon CEA 28.0 ng/mL
Het 46.3% BUN 72 mg/ KL-6 4160 U/mL
PLT 582 x 1071 cr 7 mgn SP-A 238 ng/mL

uA 73 mgnL SP-D 118 ng/mL.

Na 144 mEq/L Anti-GM-CSF Ab —_

K 6.0 mEq/L B-O glucan s

ci 105 mEq/L Aspergillus-Ag -

T-Cho 2.52 gL Ferritin 56 ng/mL

TG 2.63 moL HIV-Ab —

HDL.C 480 mg/L

FBS 117 g

HbAtc 5.8%

BAL: LA ES @I, BAL & SP-A: 36300 ng/ml, SP-D: 9900ng/ml. M Tl KEDIFEEME.
PAS GHEDEEED ) REHEED 2, MEZEE, #ZEPCR, —2—FYAFAPCRWVTH
b,

Bl FREBREERIOAN—F v MRICER LR BE L SIS N, ABRRETER & S
EIP R e D (KER T M DGR & R0 72720, 2 BB ICAM Stk 2 T Shiz, 20# 1
» B ZLICE 2 BEAOEMEESEFER S N2BRIROWUFEL (. HRAETRE SN, itk
%D KL6 3 EFELRO LD 072,
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1) Uchiyama M, Nagao T, Hattori A et al. Pulmonary alveolar proteinosis in a patient with Behcet’ s
disease. Respirology 2009; 14: 305-308
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fifEEiE., BAORRIZL M~ T 7y —YO¥—T77 2% v MUBEBRENETICF &S
SNBEETHD, EDES LIS FAEWFHIMEIC L VBEREOHEESHL I > TED
DHbo ZNDE) P THLPIZ R o FERIZE D IIREREIX, KRS 3DXFHESINTETV S,
Zhid. L GM-CSF hifkiZ Lk 2 BCREMMEHE, SHMERMMEEERREZ IO LT 50ia~ s o
77— VICELMERDGCRARFEOBEEICHET 5 2 XKUEMREEBE. GM-CSF XA FERT£
R4 DBIETFEFICHRT 2 ERUEMBEAETH 5,

AETIE, ERUMEEREICOWTHE, ZH. GERICOVTRHET L2, LT EHEEL
DT (R, IRERETH L7200 SHBIFLVHRNFTEHIZONELL T EEXLNS,
SERMUMREELEIR, BEEHVIIERERICLI VALY -7 779 MEERETEFICLDE
ELMBENELZBEELBETHE, ¥— 7727 % > MEEEETLE, EELE DF724%T
HY, INFTHREGECERL L TiFEIND, BRMICEEEIZZONTHnE DR S L
THWA, 22T, =777 %~ MNEEBE(ET L LT GM-CSF & Ki#{5F. surfactant protein
C (SP-C). ATP-binding cassette transporter A3 (ABC-A3)EzF %Y Lif 5,

GM-CSF BB AETER

HOREEMBEREIX. M~ s 077 — VOB iEM(LT 5 GM-CSF 1237 % B CHifkdtH
BLBEET 5. —H. GM-CSF 2’47 Alila~ s 077 -V LOSBEREEFERICL 2 -7 7
75 MUBERBRETICE ) B 2MBERESHL 2R o7z, THE, KL Trapnell #%,
GM-CSF B DORE TR VWREKEOMBEHEERF 25> GMCSF ZHEKD « 2 I—FT 3
CSF2R EIEFOERIER T 2 RIEMMEEIEDFE L X Lo THE L/20, GM-CSF &4,
a$HE O BRI LR VEMLMBENY ZFFVEABT I ESHL N> TWED, ThIT
EREZADLEDIZ « HDOATH 5,

BEL, TZHLA TR, GMCSF B REDHBERESCK KOS, GMCSF &4k
BIZF & <12 CSF2R ERF DN, EiL TAILEFDH S,
T L IHER

S & Trapnell 5 DFHETIE, BOREUMPBEREL B2 L8 LTO48THD, 1) Fi
BASERET/NBERAN S (6.4+1.2 ). 2) GM-CSF O HCH ALK, 3) 1%, BALF
F D GM-CSF Bff. 4) HILERD GM-CSF RIE T I2B1) 5 CD11b EHOBME ) ~ Bt STAT5 ©
HEo . BALF., #OFR I3, BOREMMRBEDE L KEZEVE RV, HEIZOVWTE, B
CRENMRERERME 2MESEIHRELET 5, FABIEIZIIME SP-D 2"EHTH 5, RIGH
ik, BB 1 PIRA LN PRESETHRTE LTV 5, /2, BWERTIZ GMCSF 254 0#
EFEEIFHRERL TV EHE bADIRHIZ T EEBORRE TRV,

SP-C BIZFEHR

Surfactant protein C (SP-C)i. fififd IT &I k7 flifa 2> & 53ih & 1L % Bk surfactant BED 1 2T
5o SP-CEBIZTERIT. REEMEMMEDOTETF2HRE SNEEBEMREDOTRIE L O T1EH
SNTwD @, ABICEWTEFOS I3, KREMEEMESICB W UNESB X OUEERIEDO ME
MR TId SP-C BIZFOEEE 20%5512588%, —HIMBEBNIRT 2 BEMEM LTI, WMNEFREF O
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Z SP-C BT ERE % 40%55128880 ., FDH T exon2,exond [ZZE R % 200 A ER i E HIE ﬁ‘ﬁ?‘f
THIELERELTVS W, LaL, BFLEOHEEIZ, BLEALDV2RETONEBITHL7:0
ODHRESHLARHETH S, BWIZOWTIE, BEHR L LT, /ANEEMCTEGFTE TRMiZT ) 77
ARBEEFEL, BALF v — 7725 Y iR 74— 3I—<2 07 7 — VO LM%, BALF #
GMCSF HUWHEMELY A L7-%4A. GMCSF & &{F. SP-C #IZT. KIZHK~<5 ABC-A3 &
EFORTERATAHDL I LEEIDV, {HFIE, BETITHWERTLIRALND DII%R (HEE
L72bDIiE %\,

ATP-A3 BIZFER

ATP-binding cassette transporter (ABC transporter) A3 (&, E# Xz H) EHED ) bR D KE
R A—8—7 7 3 — % % ABC transporter DH D ABC-AIZET 5 12DH TV —TD—D
TH b, ABCA3 1Zffifg II & _E R #HIL D lamellar body (7 X 1K) @ outer limiting membrane,
fififa ke @ plasma membrane, multivesicular bodies (ZfF7E L% —7 7 7 ¥ > FJEE D transporter
ELTELIATHERICEDL o TWEZEDNHL IR > T 5 6, ABCA3 BIZTERLF -2
FEBIE, BERAVIC FAIEROMRAEEERE, Fra RS I/NEOMEMM %, MEREZRET
LIl HREINTNAS © T,

MR EIEIC DWW T, MEAEOAERIEL T2 b LHEUMAICEHEL T2 00D
o SNFETORETIE, MREAELZBEMTRAEL TWAESIZ, #E 3 ¥ AUNTH Y., BRHIZ
HAE L 7RERIE 2o ZIROIE, JERAIE, IRIEE% 2 L. MiEKRA#. BALF Prh & BIZ TR
ETHE LTV 5%, ABCA3 BIZFERD Y 4 7125 1) ABCA3 BHDOBEENRED b O EE I
EXINTVWELDEFTHEELTBY ., BRERD ZOREBOBEREIKFL T2, HRIIHERE
FREUBEEEL TV D, HEIZ, £@FUATOA F. MM Fodirnood P E@rfES5ShTtns
DEIREIEIE o &) LTwiwv, RIEMICEMBREFERI LTV E, ROEFOHRIIE-ED L
T\, ABCASERIZL 2MEAEIR. 2 Z20ORERF AN TB O THMRBRELS
BOMEDHER*FLRITL SRV TH 5,
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