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BEEICHELLEEESK

0. (Normal) X

1. (Mild) mRxrLFF=2 0.9~12mg/dl
FE REEQ 1~2+

2. (Moderate) mEILF7F=> 1.3~2.9mg/dl
#1132 REBQ 3~4+

3. (Severe) LMoL FF=r 3mgldiglE

4. (Very severe) MmMEBFESEETD
#2 ' EREBEOEEESH
Grade § 1 2 3 4
799% 7.6% 5.0% 47% 3.49%
68{H s s&l a4 a

SRC 2§, ANCA associated GN 44,

HUS 14

gradeDEHEMTO XM HE. SRCgrade 2— 0 (BNEE—ASBS)
grade 3— 1
grade 4--» 4
TER:DRILFF24 LOLREE14+THY grade2 LLI-
1E® ARFH REFH (BX?)
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Level 1 FEYLEE 45<EF<S0 NYHA IE
(mild) E LT WA AR

LEIRE
Level 2 YA E 40<EF <45 NYHA I
(moderate) VBT HAEMR

EBHRE -
Level 3 AN—AA—h— EF<40 NYHA IIE
(severe) DG
Level 4 NYHA IVE

(very severe)

NYHA% 5
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I R ICEREBEOD, BEFE. #$iE. SR,
OFE, BEDHRBREERICEEDHRMSH S,

I REHBICEREODY, SEEE. B3iE. RRE.
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2. 2EMHBREEE 2 0FOLREDEEESH

Diffuse type Limited type ,
& 6 3 (BHESH) 5 7H (BrE6H)
Level 0 47H(BEIM 516 (FBE4H)
Level 1 106 (BE1H) 5% (B 26)

Level 2 45 (Bt 6 161
Level 3 24 0
Level 4 0 0

*3. EfEESHICR>/-ARIEs

Level 0 ELA0

Level 1 RERE

Level 2 LALBE,. TBIVERER

Level 3 WAREEHE, R—ZAA—-h—DHEA
Level 4 DALEE,. EEMREBA
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1. FIEME O RERESHHE
fingertip-to-palm distance in flexion
(FTP) & 13,58 IV $R¥8R & FEOEM AT

v (Wb LK) OMoRENEETSH

4. IEFEL Omm T, JEHhiwsEE & U MCP

RE O B HIRASEST T 5 S R4 KT 5.

diffuse ElGfiffE B E TR BB LA 2
HEITTAEICAL, FoRIEFIE-EL
Wo{HE\ETHEEND, BFI Medsger

LAMRME LM REEERE S TH, FTP %
Normal 0-0.9cm, Mild 1.0-1.9cm, Moderate
2.0-3.9cm, Severe 4.0-4.9cm, Endstage
5.0cm< & UTERFEEIZH, ME - BOE
fEFE L LTWw3 V. LA L, Normal iZ
0-0.9cm TOWAHH LR, KEMHOE
EELTREL TV D ARETHLENS, H
AANCIDFFLRTIDOAZ LEIFEY L&
7.

ASRIERK L, BERELMELEED FTP



flik QOL BEROELERTABE (K1,
2), FTP DEEEEAE < % 2i2fEv:, QOL &F
iR BT A EBATELAE AL T
BIENHASHELR ST

DEoEREHE 2, SDYENICFHRE]
DEIEFEE, KIIFT FTP OEETHERL
7.

2. KBER O HAE K3

KMEIOFFfE LT, HERINE) 77—
a VEXEEBIUVHAEENMEZTED
MeEi A SRl EE LY 2, F, H, Bok
GOEMETERETNEL (K1), EETH
BICHT 51— 7=V ROFA  ME
L7, KW THEMEDEL 255 LEE
ErREL (R4). TEHEHBE EETDH
AHDEFHEHT, KWTH, BEETH-72

(%5). 7, MEEEEDOFA » & FTP
Tid, EOMEERLA (K2, KMEOE
IEEIZL o TrBEis /- BEED FTP {Hid

(% 6, K 3), severe ¥ normal, mild,
moderate DEFEMIZAI b HEHFHFTEE
#&HH (normal vssevere : p<0.0001, mild
vssevere . p<0.0001, moderate vssevere .
p<0.005), normal & moderate {2 LA
ENH o7 (p<0.05). FHEMEERET
severe &R S N/ BE X, £FHEEEE
BEIIBWTY severe IR &b,
FARBA T O FEM L KBS O B 2
ENHLDEELT.

3. MfiOBEEESHE
Pl XY, BAEIRSEICNS 2 ERESEE
rFa4 L LTHRETS.

B. iG#HEHEK

- i

1) FERATFIA FRILKER

2 BIREHRATTA FE:
A1t 10~20mg/day (7L F = A RH)

- BB ER

D SERLBRECHT A2EM e EREER
e,

2) UNEVTF—Lar  BEOUNED)E
ME R EELS LTSNS INT
FEPLETHS.
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F1. QOLFiR (HEXPHMEER)
- 103ARFTRELE X f AR (%)

1. SFLERS 16 (15.5%)
2. A%, ARLSRETRDEERS 10 ( 9.7%)
3 LyvEND RS 5 (49%)
4, BEZOFTHLTESD 5 ( 49%)
5 MRERERARYS 6 ( 49%)
6. AHXORYBEHATI (IXPBH) B ( 49%)
7. ZXRERIIRD—F4%5, B 3 (29%)
8. ay FeKRERL 2 ( 1.9%)
9. BWISLTHRERLS 2 (19%)
10, BEEZL, 3AILTRL 2 (19%)
11. #itoiisx 1 ( 1.0%)
12. ¥ RAT—CFELIEMAERM-TREETD 1 (10%)
13. #HTFIE#TS ; 0 ( 0.0%)
14 EAEZBRTS 0 ( 00%)
Fz2. FTP#r#i & QOLSF{flis
FTP (mm) | n(A) |FTPmean+SD(mm)| opaan
0 84 0 0.2+0.5
1~9 4 43+1.5 1.0+1.2
10~19 7 154+2.8 2.0+2.6
20~29 3 23.3+3.8 2.3+25
30~39 1 35.0 2.0
40~50 4 45.0+4.1 3.8+45
gt 103 4.0+9.1 0.6+1.5

&3. FiEBRAM O
FTP® $E R (Fingertip to palm distance) % HI5E L

EEEERET .
- nd: FTP
0 (normal) 0 mm
1 (mild) 1~9 mm
2 (moderate) 10~39 mm
3 (severe) 40 mm ELE
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1. EGOFH. M RGOSR EAHEMNICRYRARL,
ERBOFIGNERDTHS 2 FEDTDS.

Ha 2 b aT kbR
0 95%, L1
1 75%LL E~95%% %
2 50%kL E~75%%#H
3 25%LkLE ~S50% %8
25%% 8

4
$% MMERTTRR F160° [150°  BI30°
2. &l:,ﬁumwiﬂéf f FEEAH LTERERERET S,

S PN
0 (normal) 0
1 (mild) 1~3
2 (moderate) 4~7

3 (severe) SklE
IR AT oOSRIIHBKLUNADORE T bbb EMEEIC
S SHM - AAREEAROTELH SV EROBE - BRIZ
FEHOTHIZ L.

5. KBIM O BIHEEEEERRE)

B8 & A | B | & | FpointEH | FpointEly | BEpointT Y
WEE =] x =] ). A b3
normal 12 2 110 0 0 0 0 0 0
mild 31 2 12910302 |08:i051]¢02/! 01
moderate | 24 4 1 20] 06 | 0.7 1.9 15 |1 03 | 04
severe 8 1 7 1.1 1.1 2.8 2.8 0.9 1.0
BH 75 9 : 66
K 04 | 04 12 ;10 03 | 0.3

*x6. KMBSIUTFHRENOREENFEFERRICILSZH

BEET | A¥ FHREEE FTP(mm)
B normal { mild |moderate severe| mean%SD
normal | 12 12 0 0 0 0

mild 31 29 1 1 0 0628

moderate| 24 18 1 5 0 44+90
severe 8 0 0 4 4 36.0+10.8

By 75 59 2 10 4

o) 51%+12.0
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s L Pol,] SHTREAR|S4m| SEM |[meuigsrunEa

143

s an wRmaAAEETS.

MPER | WREROMBETS.

BRERNL AsRENEE
L R SReHEN Al

Uy P—ir g LR%E, 52, 207-817, 1906 '

1 : BEEA W BhIR D RIEE

p<0.0001

FTP (mm)

2 BAEEEE & FTP & DFEES

60
50 -
-
g 40 -
g - —
£
30
E .
20 . -
- *
10
- -
0 L —_— e
normal mild moderate severe B 907 I o2 T
0.0+0.0* 0.7£2.8* 4.4+9.0% 36.0+10.8* * mean+3SD
(n=12) (n=31) (n=24) (n=8)

3: MEBEERESERICLDL FTP 741
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AL B R EREAER R S

BV ERRER - ¥ — el iR i A R e i E R
E|PREEAGEH A MR il 52 R d%
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A. BEEESER

2 E PR IE (systemic sclerosis; $Sc) DE
AEBE S IEPBE I Medsger HIck->TIREAN
TV 5(1), SSc DMEHRELLTiX Raynaud B
%, 15 LM MR B R (pitting scar), 15 R IRES
(pitting ulcer) , Z DM D & W H B, ;&R
(gangrene)/ s &30, 1 DIDIZHER 2BEEY
ERLBEL, LELRRLIRREETS
Raynaud REBLVDEBRV AR THD (5HE

BEL72V Raynaud BLENTEET DO, Fi=F
DERVAH) &, BL® pitting scar ODHET
BHEEEMTHLY, EOfho i Egog &
THEEZEANTHHFMNEEMIZERELE L,
®2OIICHEHEESELRET D (REL,
Endstage i Very severe IZ@%#% /-),

735 Raynaud MEULAFEMEOLO LT RG T,
EOFILHRTHLOEE DL O EL, Digital

pitting ulcers, Other skin ulcerations, Digital



ganegrene FEBETE Tidvie<, MO R TIFET
HLoLLi,

B. TARMBHR
mEREDERELTHHD TH 2LV HHE
DBHY, L OER THITADIBRERIITTRL
oo

1 (Mild): Raynaud's phenomenoniZfL Tid
a) Ca blocker , b) Beraprost sodium , c¢)

Sarpogrelate  hydrochloride , d) Limaprost

alfadex , e} ACE inhibitor { 3 X X ARB) :
losartan, 7 7FUJL, f) tocophenol nicotinate?s
#{THi, 2 (Moderate): Digital pitting ulcers, 3
(Severe):  Other skin ulcerations , 4 (Very
severe): Digital ganegrenelZxtL TiX EERIZA0
% Ta) PGE1§#1E, PGE1F#7EIZ/0 % Tagatroban
(/RN AF )R ENBRERD, E22
(Moderate): Digital pitting ulcers,

3 (S8evere): Other skin ulcerations®ulceriZ#fL
THEREHERE, Tors JUiE,
U-pastaiX T, 747 IRk, 7O VERBE LY
Aunbeliz,

REEBRBOBRLLTIE, ATHEERV
120, M WA O TRIBRNCIER AT, Bk
WS, R OFTEIZQOLDE F I &L,
BUEDRIEREDEMTHICHETH0E
<, BEBR TR ENREMNEICLDER
PR ETHHILIRE T ETHR,
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(b STy 552 i
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ZZLIISB BV THEESERIZE 3
ARSScBE BT DM EMBLI, R4UTR
LT RS TWDEE bR,
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#21. Preliminary SSc severity scale
Peripheral vascular

0 (Normal); Normal

1 (Mild): Raynard’s requiring vasodilators
2 (Moderate): Digital pitting scars

3 (Severe): Digital tip ulcerations

4 (Endstage): Digital gangrene

K2, BRHNEEESE (ILE)

0 (Normal): Normal

1 (Mild): Raynaud’s phenomenon
2 (Moderate): Digital pitting ulcers
3 (Severe): Other skin ulcerations
4 (Very severe): Digital ganegrene



3. IR

1 (Mild): a) Ca blocker: diltiazem {~/L~Xy4—) |
Raynaud’s phenomenon{Z nifedipine (747 —W), nicardipine (~/L- )
LT b) Beraprost sodium (K/L 77—, Za¥AU.)

c) Sarpogrelate hydrochloride (7275 —47)

d) Limaprost alfadex (4 S/LFY, FalF—n)

e) ACE inhibitor (ARB) ; losartan (=z—0%.), A7
f) tocophenol nicotinate (27 =23 F x—p, Z~FN)

2 (Moderate): Digital pitting ulcers
3 (Severe): Other skin ulcerations

4 (Very severe):

Digital ganegrene(Z a) PGEIEREE (VS v, »ULIR, TrREL L)
LTI B ICMZ T PGE1##{XiZ/N % Tagatroban (/ /3245 2) §iE

72¥32 (Moderate) : Digital pitting ulcers 3 (Severe): Other skin ulcerations®ulceriZ
HLTHAERISHERE (F o7 8ERE) Taxb s D8 Upastallit 74

TIRAN TIRARE

R4, FOAKZLE LM BB SR T 50

20034 H ZFLT-1534 1B\ T

0 (Normal): 144
1 (Mild): 10744
2 {(Moderate): 174
3 (Severe): 204,
4 (Very severe): 24

( 5%)
(69%)
(11%)
(13%)
( 2%)
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