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commandation for the
agnosis and troatmont of PAP
inistry of Health, Labour, and

‘eitare, 2010) Autoimmin

#7272 PAP FRRERIBUITEDEM L. &

FEIM3E PAP100 %1122 T, CYFRA.KL-6.

SP-D. M@ A M A A v, HOHE
EOMENA A ~—H—HELT
CYFRA & KL-6, CEA & [E%% PAP DJRE

O]

% JCHE LT\ 72 (Respirology (Z#E EFEF)
D= —H12DT b FRICHEM T,

H TSN PAP 124§ %5 GM-CSF I A%
EOERL (BRRABRORERIZEIC

~ AJRCCM I2%3) . BHIBR I IMFEE %

©)

(6)

M

AV CRIERIREREEH o IFROIGERE
IV CARRFFRIE IR VR ERS Lo 2%
i ziTo 720
LRl EE DR L ARFE, TR 25 F 1
A 26 BRI THREFE IR EEAFHE R
DEMEEERT —2 v a v THlE, E
MEE7 7 — MIED S EENEMTE
BIZOVWTE B, Z0BbT sV ay
T THE. FREANOHRRER T (F 4),

H4 £EREICISEMIEFRERER

8. 7S [
(201242 B4 &) ,el?

FeFs 1k PAP DIEFFRE . FEBIMRET 2.
BRERDUNEREDOE., P 25F 1 A
26 H, PR 26 43 H 1 HEFIZ TMEA
Rl GBI R, HFM PAP O
EERPFHL P2 E NI,

H C5REM PAP, 8RN E(ETHATHER,

GWAS #5720, BHERKF, F

BRE, ERPRERERELY ¥ — %

Lk Lz, BIRTFIEOERER L BHG

U720 SPHL 25 4F 12 A 40 B OFE(RF UL



®)

EINTz, IBERGHEEREEOAR S, T
V= v AL FRE

T GM-CSF H CHuik, o> B CHAER%E.
KRR - DEE 5 A, EE 5 ADK
fHIMLA> 5 GM-CSF B CHUAE £ Mg D

cDNA % 3 T HE T %8O PCR W % R
-7 ALY, 2B ra—v
DEHIE I L7z, B SRS S
D 1gM B EH CHURZ EEAET 5 B Alifig
DEBERE B B A5, 1gG Bl Ok % BEAE
5 BMIRBIZEEICHEML TSI &N
R ahiz, IgME & oG RIH A H
$5 D germline Allele Usage 25— L 2\ 2
ENB. 2D a— Y IZREBEFEDOB
M2 6L Twa L Bbh s, @lgG
RE PRI, BAL L MFE TR ABL
TWBZ LG, AN BT L

CVB T ERET A, AW

BT, MHh o R o 1 E A
Y5 EOBEEFVEER L,
e, MBI & MO
BEEERBEORBICETEEhe
PCHEE 5 B ORI KB 2 b
DELT, ZOBENIOWTHM %%
LY A AR BR, RRE LR
BTy Ialb—varl, EAEICEE
THLEDY—T 725 Y Moo HEH
B L UM 5 BE A~ DOBITRIE K
Wiz KIZ, TIVT IV, RELRESHE
HOWEDOREE PR LIHEL,
BIZZ N ELOBITREE RKD2e 20
R, BBLZ 10kDa L ERERYWED
B ARRIE-TBY ., BHK%ED

k%&%gbm¢#%%%«@%ﬁui
ELTREBEDFEEIE) b LBbR
720 @k GM-CSF DAY FEEL L 6
N5z, FHUHILEY TH 5 chinese
hamster ovary(CHO)HEZ HI3k @ GM-CSF
DEYEYEE T WHLE O A b
I A NE YT ) MERESEAS IS T
W5 b D% <, E.coli HRICIHAT, in
vivo CEFIPEL 2B EPHMLNT
Wb, L2L%2AP 5, invitro IZBITA
U7 ) VALKES O AR EFRIIARBT
bHb, Hrid, WABWHIEED
GM-CSF 13 E.coli & % \»id yeast 3R D
GM-CSF (21T, BiREIC B THlR
DHEFARPERZ L NRRET L L T
RE L. i, Y 7 VBRI X 5,
M~ OFE& & ML~ internalization,
DO SEHEN, R L LT GM-CSF

OBV EEHEFRTA2OTHELE
Z bz, @B CRIZEMMIEE HE 27 6

IZB W CRE SN e s (BRI L 72 1M
5 & U° BALF #1® GM-CSF H CHifkig
EDE1gG T A EE %A, HHE
. RWAHBIRISRIZH 545, FIZ BALF
RO RMBF LY QRETH o7
Z U, BALF #1°Cld GM-CSF DIREEH
# < 4L GM-CSF $iifk X D&tk T
Bl TwWab 7z, R EECGHES
NTWV5BEE V) IRFEEL Tz, ZDIRFH
ZREHT 5729, MIEF KU BALF 10
REEERZERTHAESE, GM-CSF iR
BEZHE L7z, DR, BALF HOEE
& GM-CSF g1, I+ OB EH



®

GM-CSFIRED 20 fFLL £ D Z & A3 4B
L7z, U EDRERNS, BEMLFO
GM-CSF B oL, MiBMmeE 2> 5 i
fam~& BB 525, Mfan ik, OI2
R MNELET D GM-CSF L EAEETER
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Zofb 450) . SFFR 7460 (142%) .
T EEIEE 203 B (38.9%) THhH oz,
(B ZKIRAEAER)
E—RAEICBVWTHEELH 723384
I LTEZRT v 7 — VAT 2T -
7oRER, 184 4 (B 54.4%) » 6 EE
21872, ZOFER BARIZB W TIE, PAVM
FEFID ) HH25% A HAT IAHE L Tvaiz,
HHT &6f PAVM TIEMEIZ A SN W5,
HHT JE&BF PAVM TIEZ DS 5o 72,
HHT A5 PAVM Ti3#) 80% T & H MAE
PEL Tz, PAVM ICEERT 313 L ALY
DEFEMEREIMITFEE Lz HAT &0F
PAVM 3£ 561554 { | £ D43471d HHT,
HHT JEEHE L BICTEIEZIHML T
72 PAVM DRHEICE L Tld a1 VER
AT TV B0, #20% T34 EY

10

€)

“

BATIZ & ) 7T O PAVM DS ER S 72
TEERFEAGI L —HPAETE 2h o
ToEE R 6 Pl CEEIBE T 1RET
L7z ZOMR, TEERBEICBVT,
NELERBIIBL T, ERMRIC
Pa0,, A-aDO,. HEY v ¥ MPFEIC
U Uiz, BT T A Y — B THRE
L7zt Zh, ELMERIIBVTEER
PREEICERL TV,

HAIZBI 5 PAVM DA FREDIRE
FifERs % IRME CT IC X V1T % o 7240
B158 D 21,235 ACEHEER 60.6 %)H.
PAVM 7% 8 (551 1 B, 2tk 7 BINICHER
Ehiz, UEOAHRDIS, HEICBT
% PAVM DA% L 7= BRI, 38 4
10 5N (95%EMX M © 18-76 N) ¥R
Shiz,

HHT & 0F B EHIR 2 TR HAVM) D FE i
HHT % 760 (ZWE3 6, Bk46, F
WEERE S1R%) AT b - EER I B R
T ANV B EBFEBICKRE Lz, W E
U 72 7 U A0 JFF e P A I 4 SR I
EEMFA SN, 6 BITHENR. P8R, M
RE DY ¥~ b HER STz PIR-FT#



&)

MR v > b EFFEIIR-FIIR > v > b A5HF

345 460TIE, MR-FERY v~ O
)R ED o720 3BITIE, MIR-FTE:
Ry v v MITFE LD 272.36109 5,
2BITIE, FFEIIR-FFERIR > v >~ b AYETE
L7225, 1 BT AFEIR-IT#FIR > v >~ b
A O Ned oz, FFEINR-FIRY v >~ &
BEOFHER (695/) &, Thook
WEEOFHER Q65%) L) IEHTH
277,

P24 128 1H, FESA 791
YAk ¥ F— (KBE) 12T HHT Oflig%
L. E/-HHT AB AV RERE L7,

HILD

¢y

DR BN SEE VB PR 5 & /N R 58 E
B ERG4E 145 JEBI THEMT, HILD 1. BLA
FENE R M1k P 1A 4% 30 ) & /N R S IE R
BRI S 45 BID 75 B, BAEFERIE. B
ANFIERVE 4512 BV T HILD (KR
PERVE MR 2%) 2% non-HILD@RF P E 1
BT € 68 20 BEFE Vo FEIEFEEG I,
FIRMERVE MG 400 T b /NBRIERI T
L TR TR, ST, mAER
FELA,

[BETFER]SP-CEETERIT, 167
BOERZFE L7, 1613 exond DRE
T, BRD LT missense EETH o770 K
TR R R TR 4% & /N B D IRFE 14 P L A
RECRIZTFEROBBER THED R
bz, NEIFEERE EMEE T,
exon2, exon3 |2, RIKMEMEMEMAKTIX
exond, exonS ICEENED LN, Ll E

11

2*5 HILD (2T % SP-C BIZFEE T,
75 EBIFR 24 JEB) (32%) \EIGFERE
B, INBHILD T, 38%1C  F 725
NHILD Tld, 23%ICEREZRD,
ABC-A3 BETZEREIE, B HILD T2
7§, /N HILD T, 455G 3 §T
1 Bl SP-C EIEFEE - Tz,
SP-C BIEFZEE TIL, exond, exon5 &
. BOEMIC 2 AT REHRIK C L %
B2 AAREMIE R bz, —J/NEIR
FEVEHE MR BIZ S\ exon2, exon3 D
BRI, THREOBETFORRERICLE
DAL, #E 2R TREED D 5
[ERIRAOAREL) © BRAEIRM I, 5
HEMM%R L ED D iE v, EgR.
TREFERICIE, BRI & TS A T
THERRRD b, FFEMERE ML L
B 2% Lib L7z DL, SP-C.
ABC-A3 JEIR TS b g 11 2 -
MRCHFEL. BMiy—77 2% ¥ MERK
B B 7260 Jififa 1B MR
FET HHEBUTREVE L TV 508
(G i T TN VAR - ¥ (A
BRI BWTIR, RARV I, BHERA
TIE SR CT I BV T EMMA TS
5 ENHBHES TH B, FaRIC
BT, ER BT R % <
FHERFERIET R AR 1 U B & D&
PO CTHETH o 72, M~ —H —1
FELTKL-6, SP-DOflER, &2
e U CHEIEMEMER % B 72012135
RBOENLRFETH oo BICHER
EEOHEMMERTIE, BICE 25



o MRBREDEFICHEHATHDILE
255, HILD & LTIk, HERDEHA.
MBEFIENS L BETREDSLETH -
7o

() FAERFEER (FRB) AIFRAT—
A7 (B8,
OFrAE R OHIEHEERIEE 34 4], FLIE -
IR OB HERREB DN 9 FIliDOUNT
BETREXBUDHXBEXTo, @
3 4EMHC SP-C BRESE 4 #l, ABCA3 BE
iE 1 ., ACD/MPV2 5% 2k, @ SP-B
KBJE, GM-CSF ZAKEFRE DB
e hroiz, @BARITBWTIX SP-C & E
JiE & ACD/MPV %% HILD O EE 22 FR T
%, ABCA3 BREJEITMHTHY . SP-B
RBIEIBRD THTH D,

8 MERFAEEBWNARMY—RIF0R
DFEN

| Jmmn |
{mpmacns |
| mamm |

D. BE
PAP

1998 FEDHT GM-CSF HiisFs REUk, HAE
TR IS b > 7L ~L 0 PAP DS

12

DEREINTE T, EROTE, EFEFRIT
INETOEREREZ T, LY BERME
NDEBMINTE, BOHEEEDAT=X
A, KRR (g N7 %R ViR E
CYUE, WEROERTFREITCLY ., SEEPIC
RICH I RIBRIESHR S AERHES N
5, E72BE. BESIEEITV. HICEY
B, BIMNITE— LR LT, B LI
PAP % 3 SUFREIHF IR A3+ TIRR WA
HENROD, SR bR L2V,
FRAHRIEORE & LT, RN
Feiad NRE BIAEREL, BRECEL. it
TEOLEL, EBRERE. MIRANEI L EE L, 28
B L LTPAP IRV MBATWD, EER
P PAP 2> & BB IHE/5E R PAP OB TR~
&L WOV —T 77 X2 NOEEW, RE%
BORFZE 0 & FARHEE, FEMERIR DAV =X
DZHFENIEN > C&E T, A% OBEPH
FEhbd,

HHT

HAIZRBW T, PAVMIIERFI D 5 B 25%
D HHAT IZ&0F L T\W5, HHT Af PAVM T
RIS DAL VWA HAT JE& ff PAVM T
XN Z Y, HHT &06F PAVM TI3A) 80%
TRHMAEHT S, PAVM IZEET 51 &
Ao ¥ DEF BAERBBIIMICIIET B 23, RSt
IZHAE U5, HAT A0 PAVM 13255170328 < |
Z DO4YAIT HAT, HHT JE&0F & HIC THIZE
< 453Hi3 %, PAVM OIBRICEIL Tid=A /v
ERTBITORTWD, #20% TISER
BIBRMB TN TW 5,

SRERFRE O IR PR B LT, PAVM O



A ZXEHVE DL, HAMEREHV5
SDDOHED DB, EEHSLOREFITIE
PAVM A X LA I HEE b - T
BY.INFETHE SN2 PAVM 2cm LA
EREE 3mm L IZIZIZRBBTH Y, EHH%E
AwTdIwkEzohs,

LSEOFKA DRERIZBITBEBD XS 12,
HHT & 6f PAVM TIZ BBV Z L DR K
DEBTH B, EBREKRA DEFIZBWT
PAVM OHd 1IEBIH 72 ) (35 TH - 72,
ERRIZFRA DEFNIZ BT D 60%DIEHTH
FEARD PAVM DFRAF L T/, SEDFZA D
BWETCIE R EEHIZE PAVM FEFI TiE, PaO,.
A-aDO,, FLEY ¥ v POYEBENIEL ., BH
FHRPFBEVE V) BETH o7z, TEETHN
E BB LERTET R LI, T
E B2 PAVM 2 ERT B T LATKYITH B
EERONT, FAT—HIIBWTIE, £
Z477% 272 PAVM DBRER DT, TN
DIMLFET AT DEALIZ & % F727% PAVM O H3
BHONDZLh b, ERMBEOEE LS
BSFEETH D Z LRSI,

HAIZBIT 5 PAVM OFHRZIZE L T3,
XFED 21,235 A PAVM %% 8 B (B4 1 61,
M7 BNICHER S, BARIZBIT S PAVM O
FRREIL, 383 10 HA (95%IEHEXH : 18-76
N) LHEEEINI,

HHT &6F HAVM ICBA L €, MEEE 7 1
W A D BRFRINRET Lo 2 DR R HAT
&P HAVM (&, FFEB PR L E IR R 2 & BT
BIR-FFEIR-FIIRE O Ry v >~ P& £ °3k
FICHIEICPEY . AT —IRIHEATT B &
K E L PIR-FFEIR S « > P OSEMALT 2 X

13

I B T EHITRIE SN,
HILD
BREFREICOWTI, BE, BAFEEL
tERFEEFMEEN ¥ > 5 —TffoTw
B, WENROFEL NV TOEEE 25T
B AR BREBACPKREREOB A, S M
DAL % & ® 72 national center D X 9 7 fli
RERBETHAIELODRBEICEREEELD
(29,

9 HILD BTN (MR, BRA)
HILDEZ KN

l Yes

Spora;:lic
BT AR |
BETFHRH

Z%Z 1 MADEREIZOWT

PAP

(1) &8t D HARMHE3F R TORKL & HIE
(R 70%) o FRDEITETHTH S
7, BEEROBBFRES CHICEEL
A LIIZEARIRETH 5,

(2) PAP FHRREIC L 2 ERCERMESH, 7

Y= MIXBEERE GERE 90%)

A AL HERE R,

727 PAP FREMB R OEMML (G

% 100%) o CYFRA DAL,

H CSEM: PAP 1239 % GM-CSF A%

EOER GEE 100%) . 1FRDIEER

ERN T 7R L i,

3

4



(5) EMEEEOEEEREE, V-2 ¥ 3
v THfE. BRER L R SEARER (E
BB 90%) BEIZ B LaRSCHEfE .

(6) #EFEME PAP DEFFA., FEFIRET & R,

IBRE DML, AR &
FIARET (GERUE 100%) o

(7) ETHRIEN PAP, #RERYE(R THRATHE,
GWAS % 5 % 723 DRARINE S D F i
A GERLE 40%) o

(8) Bt GM-CSF HUPUE, i B CHIERRZE.
EBERTSE (ERLE 100%) o

(9) PAP s (KB, k—AX—-VE
. V=7 Ly MESE (ERE 100%),

ey

HHT

1) BARZBIFAF AT KL PAVM DI
% HHT A fF PAVM DE#EOIIR, HHT
4B HAVM ORI 2 O Iz TE 2 L
5 AFEEBDIZIT 100% % EK T &
TebEZ B (GERE 100%)o

() ZWEHEBTE D, WILFERHPAFH, &
HEEFEOEREBLTE GERE
70%) o

HILD

(1) BLAZEE HILD, /NEFSIE HILD OHHEE,
HEEETOERICL 28, ERLE
179 . RREEE. ARE. BRIV,
FHRIZOWTHLPIZT B GERE 90%) o

() BRIEANREL, AEME, Tz
WrGEEOBISE, DI EElE, HFemR
BARET S (ERE 100%) o

Q) HAFIA Y, BEEEREICBVTR

ER GERUE 30%) o
4) FE&LoEE GERE 50%).

2% 2 MEBRDEMN - ERR - HEWE
FEIZOWT
PAP

H16 25, KENIH 2 & 2, #idiAE

PREFFEAR » b7 —2 (RDCRN)., M Hifiis
Baryv—v74 (RLDC) &5, PAP, Y

¥ SIRE T BEAE(LAM)., HILD % O/ filik &
IZBET A EBEAT G S, Fra b EFE
13T, LAM. PAP |20\ T L L FMFZE
EIDSHE T b, H21 7 5 E SRR
%ﬁﬁﬁ’wm 3 C PAP, HHT DHF5E % £
L7eo BREEBIS 00 Ly SAMHE b i
L7z BHIZRMH, FGET, FHQOL O
WESPIF SN D, HeFME PAP, SGRE PAP
EE AL DS L MEAE, DNERE
DEEVPLETH D, BRI, FUEERSE
DWFEED S bEH SN TV 5, H22 FH A4
DEEEEL, HAPAP BESPHLEL.
BEXDPL, () BREEHEER FFErRE).
(2) GM-CSF #3555 & RBEM. (3) AFgE
BB RO EL LT S N7z, H24 4F HHT
BEASPERL. AROEZL Wi2ni,
JEHE~NSIRE L7z,
Atk BICHARA FZEBEZE, HHSEHIB
. MoOMEEMEERE L TRRS S

o ETZBRAFELI-BHT, IGREOEEML LR
BRIER S Hig L72v,
HHT

HHT (3. k22 &L MERDERT, B



THRE, TEIRER L DEEIPLETH 5, HILD D
AR, NERIEIIOWT, TH%AHS
<V BEROBSTIIMIGICER LTS, i
VIRBZEIL, NI TERIED S, BER
BT AR © B E R EEIT b NEBEEROME
FIZDWT L FES £ RV TV REEIL R
DR, Fq DR EHIREDOTMR, &
W2 EREREOMH., MAE~DOLHE b7
5L HRBILCERICETTESEEZ b,

HERIZBWC [FRAT—ROBHE~Y=27T
V] ZFAT L7 Z L IEMNB L OCHEWE
FRBOTEVEEZOND, SHIT, K~
Z a2 7V L Tk, HHT. ATS, ERS % &
D% DERFRIIBTORRET 212
b, EBENERIBVWEALZINS,

HILD
RFBIZHAT B SP-C EIEF. ABC-A3 #EIZTF
DIFFFICE > THLWERZFE L. FREY
REBEMEHOPIILZ, Ihbid, 45808
BICBWISERR L L TEREERE B 5,
INRL BRAE B LB L VOB B
VAT LADVULETHHS )

BZ3ISBOBE,

AEOBRZEE LTHEIM, RO —F~
v 7EERT (E10),
D. #@
R 2425 - TORFFRI DO FENFTE
Tl PeERLI, A DIIFET — 4
ZHEFE D PAP B, BFFEZ U - FL. FiICE
BB o 2R A ER L T 5, 47

15

bEEME, AR BE L HIIEEDL
DITHEHE L 720,

10 gy, B0 —F<yr®E

= T ERGED
MR BARRE RERT I
mn (e e 1 g

DRERK. ROBTEORY [

: BERKERZLEIRT ]
i ks SHARENREE
GMCSFRATS )

A%, e GMCSFRASIHRAL

g f——s{sParBEE B |
| | paengmrons

EBO0EE)

E. RFERER
Ry NS fEhRfEmEL

F. Wi#ERE

1) EXN

HEREER 194

BERIIC L BHE

FhPAL (L2 —%) oFE

15
10 14

ZDHIBLELRLD

MLHEE

PAP

1. HEFE— WREDE - BF0odw
AP 33 state of arts Ver. 6. 280-283,
2013

2. BMAEHE, HLE— WY RTEDS

WrBE DOES. {LFEEE DI, 29:70-77,

2013

FEE— ) U IREGEE R

T REL L LI PR EIER. 604):

w



