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1. M8 HRCT I EAIRZEDJEH E FVC OFLARE 28 UTz SSc~1LD HijE 4338 (35 1 ) o

BEESE(REMEMmEER)

| WEHRCTTOMEA MRS — 2L —> 0 (normal)
i

HY
; '
EHRCTCOBED LAY — s20% — 1 (mild)
I

>20%
i

| BAMRER(FVC) - 270% — 2 (moderate)
|

<70%
v ;
g — %L —* 3 (severe)
1

"

> 4 (very severe)

2. FVC DO ZAAR A UT- SSe—ILD FAE B (3 2 42),

BEESE(MEMERERER)

| WEBHRCTTORME IR — %L —> 0 (normal)
: |

HY
5 v
| BAMMER(FEVC)  — 280% — 1 (mild)
|
<80%

;——~————— 270% —* 2 (moderate)

<70%

|

; B — #L —> 3 (severe)

HY
L

> 4 (very severe)

— 102 —



# 1. SSc-ILD OETETFHRITHHETF

AMTHRR B
BA>HEAA
DR O GFF
HRCT TOHREDILHY
FVC

HRCT/FVC \ZXA AT —v T
EMWT D EAE SpO2

REARRE ~DOERE BA>HAA
HGF #faF 72t —& —fEiko—HH LA
FVCIET  desse®®
HRCT TORHEART R

BALF Ho B fifatk=, IL-2, TNF-a , CXCLI1
CRP, CA15.3

A IL-6, CCL1845), COMP

99mTc-DTPA FiZV 75 A

PO —BEZRREE

HGF #fz 172 —¥—fEikO— L L5
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M%%ﬁbeﬁJ%ﬁfEﬁ@@ﬁﬁ%ﬁgﬁ %ZL

MBS (HR) CT & Foil UM SR 134w,

gAML > F 42 Tld, HRCT LT3 0 45 ZAERO AN &N 25 LI oo B2 N5 28 % B %&w
ENB Ao SSc BE DORIFRZEDOFHIZIE. HRCT % W IZFT vM?ﬁ&& Fo, TS ABREOMRIC
HRCT A8 CdH V) . HEHEIRICB W TS HRCT PSEETH B,

Ekﬁﬁﬁﬁﬁﬁm ﬁ%T@?6ME$WEFH§%@7

KL-6, surfactant protein A (SP-A). SP-D. CC chemokine ligand 18 (CCL18) &, MEIH:MiwZ O AT % F9
B MG AHIEEE & 7 B o

e

fRER

KL-6 {3, Krebs von den Lungen-6 OWETH 0, M EE L, S A SRS, KL-6 ® EHIE, EENRN
Moot & g % 3 %, SSc OFEMMIHEICB VT ER L TWA I EPHEENTEBY, HRCTIZBIT A
TOAH G ABEORBIAE S 5 2 L ATRE NIz, 72, IFIRBEREIRAT T %DLeo ° %VC & BOMBE % RT,

SP-A, SP-D . II ZJififa LRz AE, Clara filfian: oA S, MONWREORERIEICES LTw5, feil
FMUEMEM A& BEZE BV CHLE P CEMEZ 2T 5. SSc BV TH MEEMNKREDOEIEICBWTIE, SP-A B
LUSP-DEBDICARERHEEET 5o HRCT TOT N 77 RGO E OHBIERD SN wv2s, %VCB X
Uf %DLco & DMFBIFED LN BT,

CCLIBIZT EAA vO—2THY, Mg ray 7 —Y0EHLICES L Tw5b, PLEjiX. pulmonary and
activation-related protein & FFHENTWAHFTH S, SSc BV THEAMNREOAHEFNCTHEEZET LI &
PHEENTVD, 51T, %VC EDFBHEITREN TV A, FRIERIZ SN TWER WD, %ﬁﬁ"%i“(@
HEEEDEZARMETH 5,
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€03 HRELOBES SUSSHEOBES. MEERFEOSHISER 55 ?

deSSc BIUHI I RA VAT —E¥ 1 (Scl-70) JiEBEHED SSc TIIHMBEMMKREEHOEENE V.

e A

i

i3

B EAL O ARV deSSc TR EMMHEZOBEENE L. & HITMEFIZA S N5 HOhURDs & H i
EEPEEBEELTVS, FibRAVAS—F T (Scl-70) Hifkid deSSc # 2 L. BIEMMKRZE OEHDT70% LL
FizAabb, —F, FiRNAKY 25— L Hifkix deSSc 2 B3 225, BEMMIBLEOESIIL 2,

HRCT L COF ) 47 ARRE L URHMEL GERECR) BEOFEIL. MEMMREOET L HES 555 %
REBERI3ET E OMBI R,

%ﬁ% B

)
SSc 12k ) FEMMHZE L. HRCT LTI ) F T A & HHRMIRERE S EMRTH V. non-specific interstitial
pneumonia (NSIP) /X% — Y2 B3 23 DHWKREHTH S, WZHEO HRCTFHAlICB VT, T 5ABELZE
L7EBI Tl 5 47 50% OEFNBRHMEILOBEITHRD SNz —F. RAICEREIRD LN o ERTIE

15% 122D SN2 T0F T ZARFIZ MO BE~DEE L FH MO alveolitis D FTE % RIE
LTHBY., ET2FUTIEGFHRTHLEEZO5NTWZ, —F,. BRTITbh/izv 27 akx27 7 3 FRRE
EOFEELEMT 2 EMEE T Y U — VERBOED S HRCT ICHT 59 TR SRESR I, 20
WETIE. TYHIABETIERL, BRRIREEEZ £ L T2 LEEOTFED, 1 ERICBIT 2 IPRERE
L BELREEERR L. fEROMETIZ, TVH T AREPMEENREOETEEETL LELLONTW:
B BETAHAIREVPBERINZ DD, SHBREDIREPLELEZOND, [ELMIPEEH (BAL) &
SSc DIREIZ BV TRIIEDTE & alveolitis DIFFEZ 5T 2 ECHATH B L WG SN, o, #FaEk
DML L 728 LR ZE & B L, PR OB R D alveolitis & IEAH - 72" & T AHA, HEDH
T3, SSc DHEMMHEEOETZFWTA2HETE LT, BALOFHMIZ HRCT ICHE L CRSTH L 2 &
ATRENTO, B, Y7 R T 7 I FRERNETORNEICE T, BHFEER, HRCT TORENH HICD
HHb 5T, BAL OMBBEIIIE %2, #TH 2 WIZEHEOREL LToFAEFSEME I Tw 5,
BAL IZREWZHETH Y, BIEREEER L O&EH 2 &, MEEMREOMIZS W THRCT LY AH
THAHEBMIIRNEEZ Do

CA5-1 BUANARSERBH0N?

EITOFR SN HEMMFREIIT LTI 7R A7 7 I FPEHTH 50
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A

fRER

2D T TRy b a—vE ORI (RCT) I2BWT, ¥ 2 kA7 7 3 FIEPEERE,
FEAR 2 QLG 572", SKIE 0 Scleroderma Lung Study Research Group (SLSRG) OHZETIx, #0107 1ok A
77 X N EIT O VAEHRO BRI 203 5 MR 77 AR LI L Twh . FofR %Vve
DA RGN RO Sy —F, WEOMETIE, o ahA 77 3 Fo ks A 1 Edre, 2
OFEITAT O A FEEEZ P L Cwd, ZORBEIcB VT, %VC O EOUEA 0 57z, SLSRG 132
EHBOMREHRLTB O VERICWEAHD 57z %VC I, 24ERICIBHERE L 79 LR CH & )8
WAL TWARELTWASY, 2612, 2008 4E123 D0 RCT & 8 D DOEENIFEIZ 35\ T meta N OR5 D55 &
Nize TEEBO %VC B L OHERER IR L LTHEILTWA2S, ¥ 2705k A7 7 3 FIZX o T SSc l2bE) ME
PEMRZE A B L e B0 5N o 72 SO XA 7 Uk A7 7 3 FIdRZICH Sz iaie
TR, L LD, 2009 5F 1562 S BRI Y 7 < F- 2 H53E09 2 VRPN 22 O Riid o 7 ok
2773 FHETHLY, F20 FA UL LOWEICBWTH, ARROMENE v, BRI Y 7
TARAT 7 3 Faedulb& LBk in o Ttwn s 2 A iE s htwn s,

TR AT 7 3 FEREO VAEDNORIERIC B 26 R R T H 205 24 EoBTIIA M
AN EEZ HNDL, Y7 aRAT7 7 3 Fid, J&tE, el IPHERERERE 5 o BIE T O T 2 & BN ik
TAHZ LR SNV, FIT, Y UKRAT 7 3 FOARMEE BN S 2 720 O HIFREAEE S h
TV AH™Y, 2008 4E12 Y 7 TR A7 7 3 FOKIREHEREZ B 1L 64 Bk L THAITH o 72 70% D
BUSK LTy Btk & LT T4 7 v IRREEE & fklet U 222808y S 7z™ s 2 SRR I2 BT b 3L |
DFEGCTH TP R W72 s 7z,

BUSNIARSEASBON?

IT7x2 )= VEBET 2TV (MME) BEHTH 5,

emECl

fEER
MMF (3SR MR I & 12 SRR TH 5, HARTH BRI TOREIHIEE L U TREEISTD 5.
MBS FEIPHI R U R TG-S BEATHIRI R G S CTB 0 FIEMENRZ SRR S 5 RS S STz,
2008 4F12 SSc 2Pk 9 M B AR Z KT § 5 MMF ORBERIRM. 13 BIOMEAIHEZE T 5 SSc g & L
THAMEMETHRE SN, 1gHUEDOMME % 64 BLUERNRLZZEFAICK LT, 14EHRD %VC &
%DLco 12 & o CRFili L. %VC DLLEDRED bz, FEHD 2472, a> be—MfRTER I XD S
B O % BMEIVETH S,

MAMIBREORE - STCRETINTEESN?

HAE O F AEM O E R E DFEE - JETICHEE LT b RelEr D %
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DEPEIDEIAHATH 555 BEEMKREEET S SSc Tld, BBOMRICHT 2BELITI 2 LR
ha (BREBEVSROBEICOVTIE, HILERED CQ3 #3M),

EURREORE | ETRETARTEBON?

BB P R ERTRE DFHE - EATICHS L TW AR D 5,

WEE R
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SSc IZfE ) RFM2MHRE & L CREMNMEE (FEMM%, MSHEES SIFEN ) EMEMEEND 5,
T LRI LB, S DBETHFT 5. TOLDICEREHEOBIZThOFSERZFHL
HABELH L. TOBITIE% VC/% Dleo LB Z L 2%, 14 2B B8NS ILEEEMZRRT 5,

1) BEEER

0 (normal) i 5 _E il oD VR PR AL 7 L

1 (mild) R LR OMBEEELD D, 5D % VC>80%

2 (moderate) 5 L OMEEZED Y. »D% VC65-79%

3 (severe) % LR OMEEZELD D, 5D % VC50-64%

4 (very severe) FifE EROBEHEZED V. D% VC <50% F 7= 13RI AL

BEEZ ORI XBIZE CTICL 205 W XM THEELRHEARENLZRD LR VIEETH CT TO
BRSNS,

2) BEfFE (pulmonary hypertension: PH)

0 (normal) PH 7z L

1 (mild) PHHY, »2OWHO 7 F A1
2 (moderate) PHH» Y., 7»> WHO 7 5 R 11
3 (severe) PH® Y. %> WHO 7 7 A 1lI
4 (very severe) PHH Y. 7D WHO 7 7 A IV

SSc {2k PHICIIIFEIRMEM B ERE (PAH) . BEOMEHEMEEIHES PH, Millie AR I2E S PH 28
Hbo BHEMEIR, WZEEOHEIR. BRI 2547, W X, OB, [M{E N-T proBNP ff, #HgEE(
BT ERE (BFy79—) KLAAZ Y=oV F%fTWv, PH OFEDSEELNLGEAICEBHHED 20T
BBV ALS T —TMWEEZIT). Ny 77 —BEEREICI ) IUEIMBIRE (GRIEHE) oz
FEC. 35 mmHg LT ZIEH, 35-50 mmHg # R —4%—F A ., 50mmHg 82 5L PHEHEL T, 72721,
Ky 75 — BRI L 2 WEIEIIRE & A.07 7 — 7 VRTEIC X 2 ZBROMBEIIREIC 3 Ui LIEAR—Ea
AONBID, Fv 7T —@BEEREC X 2 IGHHMEIRE A 35 mmHg 282 5 HEEHED DG LA 7 —
FVREZIT) CLAHEREINL, —F, 35mmHg LT THoTd PH #5890 HEMEIR, BHIR. BERR
B BHEWITHLA T - T VREEZBREBWICT ). AOHT—TVRELZIVUTOIHEETEH /X
PH (W1 %,

o SFHBBIARE >25 mmHg (ZHEEURKE) F 7213 >30 mmHg (GEB)EFTEE)

o MEIIRBLAE <15 mmHg

o METEIIRMEIEIT >3 2=v |

BOA T — T VREZRICHET 22 0BBEE, >y POBBB XOFECHELL, TR LYY
AREPESL LR TTRT ) — ik EOERHERE O MM EREOE O HETH 5, PH & BT X
NTHEEOMEEMEERMIMAREEIEICRE S PH 2 RIS 27205 CT. MRKmKs v+ 275 2Rk %
7o
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