16/34(47%) £ b b, BWiTRD SPAP @+, INODMEY — 7 —I13mIKIZ LD
LE)T BHA, DT KL-6 (ZIHEHHEOREICR 5, F 72 APAP IZB W TIiE KL-6. CEA
MEEBFEER EME TS DAY, SPAP T L 2B A L L,

W O I REIR A Cld, SPAP IXILERREREE & RIS IREREAEE 2 27 5, 23
Bl 8 BIGSYUITHRMEIR G EE(%VC <80%) % & & O 7-A%, HEEIRAREE(FEV, o
<710%) % £ L7EFIZA LN TW RV,
® JHHEFEMTR

SPAP D&% 3 i %k ¥+ it (bronchoalveolar lavage fluid : BALF)IX, H & L 72458019 % 44
AR LTEY)., BALFOH A b AY VERTIIKRETHEORE L -@Ekiko~x a7
7= URHEREO/NE T s 0Ty — D 8 YREROBENE A O RO S S
LT SF bAbLb, FmBBMTR & U CIifaEMNICIFES o mEEYE (PAS
EE) & LT SF AL TWAELED APAP LR TH D, LA LS 2T APAP
EF 7 BFTRE SE AT L T B IRAERE N AAR R E AT & NUE IR 7 SO IR E g
SO HL 2L (U8) Th b, MMEEDEILITESIC L ) B4 T, #iib,
sugdb W, BIEMRE R CE L TWE, SN OMBEET & LA
ER LS HR S M7 IR B SE IS B3 v il TR e B2 B o @I R AS H L D R b A
bs,

& surfactant@%%%&&bé%ﬁ@%ﬁ’]}’ﬁﬁkié ZDIH R&Efiﬁ%ki%m%iﬂfﬁ
%%@@ﬁ% YR, BB VCIZIEHR AR ER &b, L L SPAP IZBWT
BB ORI, AHEORE, 7 L CTE2FREOLAR R ENHAMT S TS
E??é% b7 {2\, SPAP #FEESMIT 5 720121%, £ 0 IHRIREEDS R E L7z
R T CREMREIC X D2 MEENTAZ R 5ULENFD S,
SPAP (I bk L7z & 9 ICH{EFT RS H CRBEEORR ., BHZIIZENLTH
Mr%ﬁ%#%% %%% SPAP40 Bl DOREE LM Tk % X 9 (Z/R§ A%, mﬁM%@
YA THEDSHICES TIEE TMAEREEL T 5 £ 72AF2 R 2
f%ﬁ%%OTSMP# wén%rmgagné
SR L L CIIERE(E R 2 5, 04 e, Milglim, BRREGE (B4 bAY
Oy AN AIR, ==Y AT AK) B3EF D, £ L THEREREIZH T 5 A
(2 & B FEHI MR R E R I R R IE B R TR A E B O B L B Mg 0R
B ELER L T il b 22wy,

e &fHE

SPAP ZWiADFBTICHR D S WEAIHEIIERIE TH b R BICMBREEDT 2O
N 270 AfRBRYEE & LT P aeruginosa X Aspergillus spp. OV z3&Ge e R MU E
ML\, F 72 MSSA, MRSA R IEREMHIERE OBRGHE D Ab N b, b O HHRE
Y IZIFR AR & FIREOEL 2 EXFHRAR L R AERREHRKTF TH %, BIE
DI I BT & 2 HA I 1) A & Fph I 25 8 <0 Ml it I 7 & DR R ML, 72 1
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REDOBABGIFHRD GVHD 12 & 2 BB EL 2T 2S5 5,
® i

FIRAHTH 2 PAP DIGHIE, MifEPNICE L7z SF 2 ET 22 L2 HME L1
BBEEO AT SN %o SPAP T Bk, XIEAEAEMR CIPIEARS 1o UBERE, &
B IPRAZPNCBI L T RB T Calited a7 b s, L L SPAP IZBIT B il
BHERIE — R R BRI 2 W T 2 0 R E L 2P A S DWW I © X, Il
IS L ) BIEO SR E L LR AEOBT 558055, (LRER) HpkE
BeHT 5 SPAP THEHREOI Y MO — VA ERWIIT) S EPEETH L I, &
FC b MDS (X LB HEIGHR £ 4T o 72 3 1D SPAP I3, BAl#% 12 SPAP 2SR L T B,
(RIRIEF]) € D7D XM AR B D SPAP I1I5F L CIETT B 4 X ) ARG %17 2 2
L) EFREOERL LTI LEDF D 5,
® Fi&

2009 £F 11 J I 10T 0 SPAP 38 B D A 72 B % X 10 12579 o SPAP O 2 4F A= 158 1 49%.
S AFEAFHRIL 35% & APAP (it L LS FHRARTH 5, Z 0BRIEEREREDOEAL,
BIIED & F, 25 REAR R X 2 MBS, 2 LT PAP EIRDIME R & SPAP TIE &
FEERBERTL B 2FL AT LT 5 SPAP SEBITIE, EBSEBROBE(LI % .
PAP B A b SEIGR CBR, REDOS DODPKRESTH D, - EMREE (LESR) 108
BIAHR & SAT L PAP D50 L 72HER C b BHER OYSE AP GVHD 12 & 2 &5k fE
DEALL CEBRBBEROT L PO — VBB LLTLE) 2L b b 2,

: a S <E2: BREROBHMMAOERL >
<ElL: BRERIOREAN (I E S )

B5]i52:: T3

A

1E LA

LN

pE: 3

BMDS @ TQOMOMBEKSE «RBESAE wSRLSEKS j )
[} 5 10 15

20
(FEPIE)
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<E3: B OERER>
BORRESE » B m R s REK

<[X|4 : Patchy geographic pattem > < [H5 : Diffuse pattem >

< Table 2 : Occurrence of various HRCT findings in 42 patients with PAP >

Total i PAP N dary PAP
=42 n=21 n=2} p value
) (%) &)
Appearance of GGO
Patchy geographic pattern 20 15 5 0.002§
(48) an 24
Diffuse pattern 17 4 13 0.005 §
(40) (19 {62)
Mixed pattern 5 2 3 0.634
{12} 10 (4
Subpleural sparing 22 15 7 0.013 §
(52) an [62))
Crazy paving appcarance 8 i5 3 0.001 §
“3 (71 4y

§ pvalue < 0.05 on chi-square test
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< [XI6: Subpleural sparing and crazy paving appearance > <[E7:MDSI= & HFL1-SPAP (BEAA M ERIREEE D IRE) >

<[X]8 : pathological findings in patient with SPAP >

<BG10:SPAPD £ {7 BN #R(n=38) >

<B09:SPAPDFEE M 7 i£(n=40)>

B

024

#@BAL = BAL+TBLB x VATS

00

o
&
~,

2 3
sEanm A
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SR A ORER]

[FEGI 1 @ MD SICf¥ o TS L =ML % 4 5 EIER R MM
BRET, 2B0O2MMxd0N 5RESHEBEEZSZ. 5121 RO
EhfstieD EBRRICE 5 FER o]

FEB . 47 1%, B

FFF o MRIRIREE

BEAERE 20 B BT, \ilE, 2 BUBERIR

HEYERE B2 60 A/H X #9730 4E

BURBIEE © 2006 4 1 AL/ MR H#AT % & o I IC B R B (MDS-RA) & 2
ENT, BHBMEOBIE L E 2 bN/zhs, FZICIE HLA —3 FF —25FEE 7, 2007
ELHADEHEAZ ) —Z V7 THEL Y b7 v k&0 CREFRIGED T, JEfs K+
— XA EMBHERIT T A o/, 200745 H 15 H, FEEHBHED
TR ¥ —~ AL o775 18 HEFR L VXS - BUNh %A, WEHEE
LY oa—E v AF AR EED LR E o700 (B1, 2)

K1 ML by

ABE3 - BRIBEBER 7 — =2 U AR
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X2 ARREFRRERC T

TR EAMDTY H S XIREERD B, THfi Cld Crazy-paving appearance 227 %,

F 1 ARBHRERR

e ABRRENR
[CBC] [Biochemistry} [Other])
WBC 6400 /ul TP 6.6 g/dl SP-A 62.7 ng/mL.
RBC 50573 /ui Alb 3.6 g/dl SP-D 200 ng/ml
*;l? 1346%9/"1" T-bil 05 mg/dl  KL-6 3115 U/mL
Retic. 10 l;‘m AST 121Ul CEA 11 ngimL
" : ALT 131U/ CA19-9 9.6 UmL.
Blast 5 %
ALP 178 1UA CMV-DNA <100
[Coagutation] y-GTP 34 U/ CMV anti. patt
APTT  27.9sec. LDH 260 iUl 8-DF A <1.2 pgimL
PT(act) 86.5% CPK 34 U
Fib. 413 mg/dl Amy 16 UM [FsaEgE]
D-dimmer 1.1pg/ml BUN 20 mg/dl Ve 4.06L
Cre 08mgidl  %VC 912 %
[ABG] Room Air Na 132 mEqL FVC 4.06L
pH 7.483 K 4pmEqL  FEVI 3.41L
pcoz 386 mmHg 9% mEqL FEVI% 839 %
pO2 56.0 mmHg ¢ 8.6 maldl DLCO  7.25 mi/min/mmHg
BE 5.3 mmol/L a -6 mg %DLCO 311 %
CRP  10.0 mg/di o A%

B3 gt
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Al F199KH. HIRREORZE 22 - HLGME T IS 2 kT, £IERIBKE
FAWTAR%Z 22, Zii%z 15L TZhFhEs L, BIRBEBERD? S5 LIEWIC
RoaeRICELL

B: &%l HRCT,

C: BB HRCT, £BZALHEIEFRNILVIF—2a B TORREISHLL
KSRl Crazy-paving appearance I3&8 L T\ 3,

K4 MmiFv—H—DHE
IERAREDETD - HMite s 2 EERE L - RBHREE BT, TOHRESII—ES
RS U 7= BIRRE IR EIL L 1=,

ng/mi

250

200

150

100

50

58 68 78 8H 98 108 1A 12R 1A 4A 6A
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5 BBERAETROKIER HRCT

SBERAE 2 » AR BBEBAES » AR
RN H T AREOERP TSR TV S,

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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EGI2 . N—F v MRICEN L AHEMRIEESE T2
AP ICRISE § IFRA L TIET L - FEHI ]

iE B 39 B, ok,

F O R, B

BRAERE ¢ 8 3% MM/ M EBER
28 i N—F=xzv b ¥H

RIERE | YidHEEL L Ny MNEABE . L
BLMERE ¢ 30 A/H 20 4EF IERE . L

BUREE 1994 4F  EEHEILIC CRETHBERS IR & HidT S 41, Bechet’ s 5 & ZHF
ST (MEHIEOBRMET 7 & WiEE. RERE., WMEBE. REOEEH 1),
LIRSV RaE BT S 1L Colchicine 1mg,  Salazosulfapyridine 3g {2 T S LT W77,

1999 4E 7/29~8/17 JE#h, K. KIGS HIEHLBIZ TABE L % V) | Predonisolone 20mg.
Colchicine 2mg, Salazosulfapyridine 3g % Bigh S L7225, Lk d s, Mooy bo—
MAZHER: Ly 2000 4 10 A, 2001 4E 5 B, K295 - T - BELDAEIRIC X ABED 20 A
BeeehRL 7z,

2004 4F 6 A B4 & 0 SEVEREBRIN IR, 1R 4 (ORI OREMKATHESR L 72, 2004 4E 12 HC T
(B1) C/NEMBEELESRD ), ‘
2005 £ 10 A 18 HIBMERIRASS S ICHIE L, M REREORE (K2, 3) bihid
ABEE oz,

X1 B HRCT (2004 £ 12 A)

ARE 10 7 BRTOMER CT T TIC/NERERREIEER. T4 45 KRB EBH 3,
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X2 ARRSHIL > MY UBE (2005 F 10 B)

MIC T A5 RIRER E2RED B,

3 BHHRCT (2005 & 10 A)

M TRl GGO. Crazy-paving #RAS A TH %,

AIERETE  EEEY. BE 159.7cm. {KE 64kg, AR 36.5C, IMLE 124/80 mmHg, R
¥4 130/min. IEMERE BEZR L, BliZ L. FRIREZ L, EEMEIC SERES
B0, ELICIIHREHE: —EEEH Y., O Fh D), TRICEZRBOBELEE
AL b, MEIEZ L, wheezes (-). crackles (-). cardiac murmur (-), JEE8 Ik, JFME
B Lo F|AEY v SEIfEE$, MRENET RIS EEZ L
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® 1 MARFINRE

Haematology Coagulation Biochemistry Serology/other
WCC 448 10°%1 PTINR 1.08 A gl CRP 35 mg/l.
Neu 84% APTT 284s Alb Aol ESR 158 mmh
Eos 4% Fib 3391 LDH 546 IUL. lgG 1548 g/l
Baso 1% GOT 481 IgA 167 gl
Mono 13% GPT 59 UL IgM 183 mgiL
Lym 18% ALP 306 UL ANA —
RCC 4880 x 10°L +GTP 641U RF 311U/miL
Hb 147 gL T.8i 4mgl CEA 28.0 ng/mt.
Hat 46.3% BUN T2 mgl KL-6 4160 U/mb.
PLT 582 < 10°L Cr Tmpl SP-A 238 ng/mt.

UA 3mgl SP-D 118 ng/mt.

Na 14 mEgL. Anti-GM-CSF Ab —

K 50 mEgil. BD glucan —

Ci 105 mEgL Aspergillus-Ag —

T-Cho 252 Ferritin 55 ng/mb.

TG 263 mgl Hiv-Ab -

HDL-C 480 mg/L.

[2: 117gl

HoAte 6.8%

BAL: FLE®EEMEIL, BAL H SP-A: 36300 ng/ml, SP-D: 9900ng/ml, M TIIAKED
IFEETE, PAS M OEBED ) REH RO, MlSRE, #%HE PCR, —a—F

3 AF A PCR W etk

Pl PEEMRERER L VAR —F v MRICHE LRERE & Bl S iz, AREZE
PR & Ve R O E | (KERRIEDR % R0 /720, 2 ARBICAE
2 AT S N7 2D 1 2 A 2 EICE 2 BIEADEMBEESER S N PRIRo%
EFEh L, WMRAETHRE SN, EiEEHED KL-6 13tELRD L o7,

BETH

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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1. &

Witt—77 2% MGHICHEES 2 BETORRNZREVPRR L Z 2 615l
& HE % Jo K MR B2 & B 4E P (congenital pulmonary alveolar proteinosis . CPAP) & -5,
CPAPDL { I3F AR, SRR IICRET 5 20, (ERIILEMBEEAE &S
N7z LL. ERWLEETFEEICL APAPYRABICRIET A80055 5, T2, B
SRR T A RS D BRHESROBATHRIC L 2 MERELOPAPYHREAE LESL, —F
T, KIEBOHFEHELR EDPLEETFREICILBAPAPEEZ SN DOEEEETFIRE
ENTORWERID B 5,

2. 4

CPAP (&, 11 BIfiife bR MR IR T 5 BETORFEICLS CPAP &, filila~r a7
7T—VDEAERET HBEFOREICLS CPAP IZAFI &R D, HiE L SP-B RiBJE
1), SP-C EFIE?, BLUABCA3 EFEIEITHY), %BHEIIGM-CSF L 7% —BEE
PrCHb, o, i GM-CSF PEEMEI R, EBRBEHHORBERLKIENRER E» D
BIETREVPEEINE SO0, BEBGETORIEICE> T RVWER S H 5 9,

1) SP-B RIBJE

11 Ui AR b B2 MR AN C pro SP-C A8 SP-C IC XL T 5 72 DIIE SP-B L ETH 5720,
SP-B SR LT\ 5% & SP-B & SP-COWMEHFRZT %, fir—7 72 % v M BSREE
HERRT 5720121, Lt d SP-B % SP-C DWIFNPPFVUETH A7, SP-B
KIBEBRZIRERIOMY—T7 727 % v VRZICE APREEEREET S, —H,
SP-A & SP-D {E T A TR & 3L U< 11 BT LR Mifa b & 5 S b, SP-B RIBE
BEOIRMNIZIZ SP-ADPERL, ila~r 07 7 —IMWaFk{LT 5, SP-B RIGFEITH
kGBI T & 5, X SP-B RIBEORW L BIEZTRETH S 121ins2 1FFK
THE SN CPAP DE—ERTH 55, A TIRERLZHEI 2\,

2) SP-C BEIE

SP-C EHE IR EMRE MM ADRR & % 555, SP-C BEED—LHIL CPAP DiFE!
b, SP-C EFIEREREAEEEEGERE L 5, AI—KRRNOEST b R
BRI KR ERENALNE I EPHSR TV,

3) ABCA3 E¥E

ABCA3 (ATP-binding cassette A3) X ABC 77 IV — BT AIREMEELTDH Y,
IT BB R R A BRI RBIL, Wi —77 2% MEE L SP-B, SP-CDT A5
EANDEE YT 5, ABCA3 DEELKRIBETIZ, T A TEPEE ST, HER
LV SP-B KIBJE & FEEOMREEERETET S, L2 L, ABCA3 EEEICIIZL D
REIDSH O RBAEREI O AR SEAT TIZHFT 5. ABCA3 I3H et itk g
B %E L 5,

4) GM-CSF L &7 % — B iE

GM-CSF i~ 07 v —VOBAZHETLIHWETH Y, GM-CSF BL
GM-CSF Lt 7% — (-R) D v 277 b v AR~ 07 7 —JOBEBKT %
NMLUTPAP 2 BIET 5. & FTH, GM-CSF-Ra ${B LU RSOREIT L % CPAP 2%
HEINTW5S, GM-CSF-R @ o 8813 X EAEOBERBAERICI—FEh, 208

- 109 -



HIEN O RE L MRICE ROAELHEEDIER % & 5 .GM-CSF-R DHRE L STAT-5
DY VB EBEICHET A Z LT E b,

3. I

CPAP @ [PAP & LCOZH] OWIIMo PAP LA TH 5, 7. EITHEOEER
FIMIED S PAP THH Z & &5V, BEZWIHERD S PAP L ZHTT 5. HT GM-CSF #i
BEDREL NI Eh S, BEMRD PAP # BET 5. [AEIMREBEE 23 HE T H i,
Wil sttt o SP-B DA EL 5, RFRFH DM~ 07 7 — Y OREFEEIR
THUL 1 Btk bR o RE Ch W HREIE . ATRMETH TR
a7 7 —VHORETHLHUREENEV, CPAP OFER & L THHIOEMZEFIZOW
CERIETFHEN 54T F7-. STAT-5 DV VBt 5 GM-CSF-R DHEEEMEN #1479 6
4. 16

B S Tld CPAP OBEZEFREZ DD DI T HIEEEIIHET. L Ty,
11 BB RMAE O B 12 X B CPAP I L CIE i B ME— DIGRETH 5, 72, Hiilg
2077 —VORBEFIZL S CPAP I3 L T BEHBHISER TH A KT <7
o7y VIEEE) R0 Ty =V REREISF LTI e ru Ty VERERE
HTH AN, ZOMPIERTZTHHL TV,

[3cik]

1) Wert SE, Whitsett JA, Nogee LM. Genetic disorders of surfactant dysfunction. Pediatr
Dev Pathol. 2(4), 2009, 253-74.

2 ) Whitsett, JA. Hydrophobic surfactant proteins in lung function and disease. N Engl ] Med
347(26), 2002, 347, 2141-8.

3) Bullard JE, Wert SE, Nogee LM. ABCA3 deficiency: neonatal respiratory failure and
interstitial lung disease. Semin Perinatol. 30(6), 2006, 327-34.

4) Suzuki T, Sakagami T, Rubin BK, et al. Familial pulmonary alveolar proteinosis caused by
mutations in CSF2RA. Exp Med 205(12), 2008, 2703-10.

5) 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 beta chain expression. J.
Clin. Invest. 100, 1997, 2211-2217.

6) Cho K, Nakata K, Ariga T, et al. Successful treatment of congenital pulmonary alveolar
proteinosis with intravenous immunoglobulin G administration. Respirology 11, 2006,
S74-71.

(FAI#R)
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LI L]

Bl | B EDERIL, T GM-CSF Pk, GM-CSF A MFEZTFIC L D~ 2 o
Tr7—=YD¥F =T 778 MLEREDETIZHEREIESNLAZEFHLN IR TE
TWwb, Flo, —HTH =777 % v MEAICED 5820 BRE CHEMM AR EE
HEVHIET 5, =772 bD 0% % 5050 VIREARROBEFEIZEFHS
P> TRV, 75D 10% & HOLHEHED ) H SP-C, SP-B DEMGTERIE, BE
AP EHEZ &R T IO —T7 7277 FEARD D DIREHR%P T
A FARFERIZBE 4 5 ATP-binding cassette transporter A3(ABC-A3)EEZFERIZBWVW T
B AR ACHREREXS | ER I T HEZOFTHERED IR +S R EF VA
DENRIRTH S, LT N FE TREMEH AR5/ B SRR BT 5
SP-C B{5F % ABC-A3 BIZTDER TS BB CIMltEHIED A 2R L7295
SP-C BILTERD O A7MBLEEIED MBS 2 M3 L2822 LT IR,
(x5 & Hik]

KGR VERG % 23 SEG] . $EEMERIE MK 57 EEFIC DWW T SP-C BEFER Tk
R ML ERHH . DNA % 2272, W&, Mg KL-6. SP-A. SP-D. il CT &
B, WRERIEFIIOWTIE BALF 18— 7 7 7 % » MEW. VATS 12 X 2tk omE
FEMREREEIT -7

KFFRIIEFERKEMAZE ROKE * RICEWHRE, W IHEREOmM B O FZ
DHLITER LT,

(MR L E5]

KIS VIR SR E M AES £ ) SP-C BIEFD 10 IFTOERZHL T L,
BITH TAFIZOWTUIMK THRED LR WERTH o 2 BEROMEIZOWVWT O
Tld, SP-C HIBREH O C-HKANZEDR L TV B2 S EORIFIZBIT BH22 Tl N-FKM 2
BhLTnE I i, REEZICLAWEESELE Z BN/, Tablel 12RT & I IEEFE
EOBEIL. RIEWDSZ VA, FEREREMMRICBIT 5 SP-C B FERIZ. &6/
VIR IS A VRV E R S ERNC RO b, BB RERE SP-C BETFER 2
o IZREBFIDFEEHN DA 2 A THDL LR VISR T & )RR/, 1 Bk &
40 U EIZTIEMOSA 2R L72hS, REMEBEER RSBV I T XTOERICH
LT, FREEMEEMAICBT5EETFERIT 40 U ECEED SN, 26
IRUTFTTH o7z T, 1 RBOBFBEREEM %D SP-C BETERIE, WHE
CERRB LW LD O ZHINOSEHR O RIIAT S 2 ORE TR Z - 7222 e R
& o TWB I PR SNz & OIHHEEER, EEZWT R/ RS T I3
FEEREEM RO BRI E % (DIP) RIEFFREMEMME (NSIP) /7 — %
EL. MR THBEEEELZE S ChBERNISZEDON, 2O ik, BARED
B PR 2 TR & FE 20 o TV B IEBIDSH ICHFAET 5 2 & R M & B fE R B 5
TRITHHEEEET LI LD L 2EXAbEL LY —T 725 2 3T
b B Ak 1 B E AR ORERERE M) MR BREE L W O RGN 7 T — b #E 2
BRESETL B0 LAV, LA L, 207023 E L DEFIOERSLEL 4
> TL BN, Bl ) EHTHERDES, RHEFENHREIL, FENTHENTIIRL
AR~ — 7 — % SP-C FEDRIZTREDHLIBEEL 25T %,
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BECBVTIE, Bl U BB OMERE ICHRT 5 2 L AEE T L, Ml

HOSFEEORFERIIPA L) o FERZN L TEORENHRFEINS,

[tk

T B ORI EEEIX. SP-C X ABC-A3 BEFERICL ) RIET A MHifa 1 2 Rz

BIOMEERE I CHET LI EPHENINS,

B CESIRI MR

Mz BRI 22 v & — ALIRER KRB =M. SEEIHIRENE
NER K FEEEIR 2 AR, FIHRBEPRL BARMKRE SN,
LBREREESTARL GFERAY NICU, HILRZEEZET/NEF
<) 7 v FERRENGE, BIETLRF/NNER, BETWLASERE/NER
KR AZFEFH/NER, A FEFENER, R ET LR/ NER
EMAZEZETNER, B THEBTFREERL Y5 — HERF

PO E psm e N ER, AL RFEAENER, SREAR - IR b NB R

FER T RAEBNERH, RERRFEFR/NER,

SEIH

1. Nogee, L.M. Genetic mechanisms of surfactant deficiency. Bio/ Neonate 85:314-318,
2004

2. Whitsett, J.A., Wert, S.E., and Xu, Y. Genetic disorders of surfactant homeostasis. Bio/
Neonate 87:283-287, 2005.

3. MR ET, MEMMK L SP-C BETRE BAMY-—772 %Y bREE
SEMEEE 40:103-109, 2009.

4, Setoguchi Y., Tamaoki F, Nakai,M, Kono, Y The Frequency of Mutations in the

Surfactant Protein C Gene (SFTPC) Is Much Higher in Pediatric Interstitial Lung
Disease (PILD) Than Either Adult-Onset Familial or Sporadic Interstitial Pneumonia
Am J Crit Care Med A2170, 2009.

Figure legend

X1 The proportion of patients with mutation in the SP-C gene

Distribution of age at onset

Ne. of pts with mutation of Locstion of
SFIPC wmitstion v

Faznilial IP

ot %)

Aty 31 (14%) Exon3 ur
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