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A AR A B e i IR R 3G TUAT o F AT R 9R A B LR RO BOR R M R B 09 4,
b ik fb o SRR 09 BRIk & BLA CREST (calcinosis, Raynaud’s phenomenon, esophageal motility
dysfunction, sclerodactyly, and telangiectasia) * & & F 3 M H MMk m » /R~ EHERB L
M o BB R IE S BTR S R A B URGER 2 & 1980 SR AT 69 ETAE 4 0 e 2013 SR £ B RGA
T S B LB SRR R T ML — Bl R T AT SR AR FTAT RN T R T A B B B4
RhFRkB - BRTRRTESIHERG TRESE R — BRI - R ERT £A
BRI G R R B2 H R SRR TR RGERAEZAREARBHIE - AX
AN EBHTH R B B FAT R T A F SR - AR AN SRR AR ARG
kg B HE T D R ERFTANGERE > RV BEE A L

B © RERZIE (scleroderma)
% B 4HRE{LSE (systemic sclerosis)
T KIRE (Raynaud’'s phenomenon)
FRAME$E (nail-fold capillaroscopy)
AhENAR =SB (pulmonary artery hypertension)
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T BZ SiE (scleroderma) [25 25 Y GE 38 AR #5 ¢
& =AU RY Tk 8 3 s AR R e AR A & =0
ik 32 7 14 J5 355 Y (localized scleroderma) 55 &7 12
U R Y 2 B 1 AL E (systemic sclerosis,
SSc) o PRFEHILE Kz fE HAR 2 B MERELIE - X5

ey R f #U (limited cutaneous, lc-SSc) Eil yi 1= #U
(diffused cutaneous, dc-SSc)( [&— ) » il
BIEBREIR S 23 SANSEE 10% B ROE
HEEEREE (SSc-overlap syndrome) - [GIIF&6f
IR Tl 281 i 3 A A fl sl /5 OF JHL A i AL R 2 0
FEBAIALBE ARG ~ RS A - B L
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Tl 2 i
scleroderma

I
JE3 0 Y T
limited scleroderma

I I
T AT TR 2
morphea linear scleroderma

ZEREJE © Primer on the Rheumatic Disease. 13th ed.
B— : BRIEDSE ©

#7120 £ 1ij - £2 3% Dinkler Rl #2 H i 52 i
B 2 g B AL R [T PR SR IR & - 5T 40 FE2K B
% SRR B SRR B AR - B 2 B
LB 3B T AL B B R L~ P
1t~ BiiE g~ SMEE R - LREHEEFER
SRR AR A B 4 ° o FEBUREIE AT > B
B ELEE A~ B RERIER R USRS 5
V)~ SEYRTEAR - EY R C
BAE B I - B 2 vl RIS E R BRI
1 8 I PR R B R B L AL - BB
IME e A2 H B RH 2 - e RS S F s E
AR = HIRERAE RE S (LR A E A R K
¥~ -B (transforming growth factor beta, TGF-B) ~ [fll
IR ATA A R KT (platelet derived growth factor,
PDGF) ~ fhifsiH %k 2E K [KI1 (connective tissue
growth factor, CTGF) - #3{t.5& (chemokines) ~ [X]
B¢ 3% -1 (endothelin, ET-1) ~ i K3l g 4 K (K]
T~ (fibroblast growth factor, FGF) & - STHAE b
RE - T ROE B I TR SRR A R MR
+ -15 (growth differentiation factor 15, GDF-15)
AR E R -6 (interleukin-6, IL-6) FTEL
S 2 (chemokine ligand 2, CCL2) HyHEdsdn B
ikt (LRI S RE R SR T UARRE - B
T T R i R 2 LT H RE T BRI 3 - B
[f9 CCN1 SR 5 P 2 s HIIFA BRI © - B R E AR

scleroderma

1
A B VERE AL AR
systemic sclerosis

l_|_|

B ] g K hE

en-coup de sabre

LAl ZR itz TS TR R A
limited diffuse
cutaneous cutaneous
disease disease

F ARG ORI E A - AEASR S
T IRF AT B S ER L R 55 ) M AET A 2R 3%
I o

ERIRZRIR

A8 WU ) B i S B2 S 1 7 g A [ A
T - FEFZOCIRIERR - 2N52R% - AilgEd i Ee
AR ORI - B9 B2 RE & H BERIR 5 -
HIEH LEH BRYER S - ol “salt
and pepper” HUEERIAE ° BL K7 §54L (calcinosis) -
PURE ~ Bl ~ B 1R Rh IR R Bl B B &G AT 5
IfiL % $i% 5% (telangetasis) - f&% B %% €1 K & 15
5 I o R ) 30 s ey A B BE R B IR
% (Raynaud’s phenomenon) » [ 35 52 5 i B &
R R s S ~ BRIM -~ MIBEMEBTIE » B EE
T 5 JH ke B #E 7R B B 52 (autoamputation) o
BB LT E - A S REYEIR
EEEIENBIRE - HHEENIFES DRE
i (motility dysfunction) =% 52 38 3% 72 - 15 &
TRBHBRYGEEE - WioRE  LHER
anti-centromere i #g /L & & OF I 28 1 g & i
{LAE (primary bililary cirrhosis, PBC) o i JZ jiE HY
Jifi /=1 B (pulmonary hypertension) &2 32 & i 57 fiE
BEILCHER KA » HERPREAE S » —
B R 7 A o it 1T 79 488 oy 2 S5 i Bl Uk v JRR
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(pulmonary artery hypertension) » £ — 2 Mg KckE
BEPIRDIREARN R ~ RIS ~ BFeI M iR A
BN =R o ZET R ER B OIREANEE - I
Ihae N ~ 521 anti-RNA polymerase 11 ~ anti-
U3RNP 88 2 35 il = B R i s P ek - Hi2
anti-centromere JiigalE —E{REKX T - A anti-
centromere JHE Y R 2 3 FR IR IR I U RsE K
T A LR AR AR 1° - Rl BhR = REER PR ks
— A RTARK T - GBIk B A E R
MR IGH 1> 2 SHEMTAIER L 93% »
88% - 75%" > TR EHZIBHENEH 123
SEMTETGE RS 1k 81% ~ 64% ~ 52%' » ST
& 18 R A I e IR L2 A i B v JRR R 5 5
(3R JE e LL{E (relative hazard) % 1.08 (95% Cl
1.08-1.11) » R 45002 I Hi5 BE (right ventricular
systolic pressure, RVSP) % 71 1mmHg %5 U J&i
HefE Ry 1.12 (95% CI 1.08-1.15)3 o

T8 1z 7 % B L 5 1 B W A= S A R o iz i
G (scleroderma renal crisis, SRC) » EEZe#E
A S v ITTLJRR B T 1 B R - AR AR AR A
SRANG T B RE R 2.5% » HfEIR B AR RO
15+ (A E TE R A 7 B R A TR B R e O 2%
JiE o BSMERE BE B3 B AR 28 B 60-80%
BEAR AR BRI E IR © - HREED
TERER T EER R SRCHELE » BHER
F 72 anti-Scl-70 HifgE M & OF B L bR
(e B R R fE AR BRI 4 4~ 1M
1 anti-RNA polymerase 11l §T#85 M ~ #has4 &
IMEG L BE DI REREAL, ~ R A5 FH 3t oA e 4 ] P
B @& R (cyclosporine) 5 - #RA1 SRC HyZ L AH
B 1o T R T B AT L B s ol R
B DERAE S DRGELOEER - PrahkEs
TE R T R e AT AU Lo DT RER A » TS Lok
FHAAR LA ool S e tm & T & RLEL OB ET IR
HA (diastolic phase) Kz sefiEHH (systolic phase) LhRE
o fHE AL ZESMER (left ventricular ejection
fraction, LVEF) Al A GE 2 IEH Y » W] EFAd - &
S5 X IR HE HA IR B (isovolumetric acceleration) »
A TR RO SZ B AT RE 1© o B
PN 35 9 Bk R B R B 92 3B (The European
League Against Rheumatism Scleroderma Trials and

Research, EUSTAR) /]NHAF 10 SR 5845 174 {F
TR0 7655 71 K2 i S PRl — R AU R
JEER A FE s BT EEER - 18 R iE FR e 96.3%
@ H IR E K B 5 (Raynaud’s phenomenon,
RP) » 93.4% B HMERRPIEZDLEE (anti-nuclear
antibody, ANA) » 90.9% = & FH ¥ [l & & ZE I
FrURTE fZfEAURE - JE—P B MG DI RE AT
B 5] 36.8% F£ 75 [fL 3% T A anti-Scl-70 $i8 -

32.3% HFF anti-centromere Jifs » 7.7% BEH
anti-Ui-RNP #1584 - 2.4% ¥ anti-RNAP 111 #{
fig o K L 46.2% B E B E g S EE
EAR » ERARIEEHREE - AR EMAE
HIRIRES 17 o

ERARIRAE
19804F-3& [ JE\ k78 22 & 2 BT AR HE Y 1= BEAT

#E (major criteria) Fy 2 +5RAET (metacarpalphalangeal

joint, MCP) kit B & (metatarsalphalangeal

joint, MTP) 11 & 37 i 5 B i 4 1l ~ 4= 3 K

BT UE (minor criteria) 5 = 1 — i J7 [ 48 hif A

JZ » {RERAET 45 (sclerodactyly) » Ry $55H M

PR BGRHAR TR - =Tl N ERAEAEAL - HEE

— il 3= BEAEAE BRI A R AR ERF & - BIAT 2R

R A 18 o (G R R RS B B R

T8 Rz FE RS B UK RS A - Rk 1980 4 €[ 3l

I 2y 22 B AT ME URK Ry 88.3% » 2013 4368

e R, 38 5 vy B A 7 5 s Bk 0 e o1 s A

HERKRR S 3 98.3%° o W By 98% -
2013 4 3 ] Jo\ 35 i 22 oy B WO 0 R\ Bk

SR IL[E] e T B AR (R —) » HF8 &

WH BB R B R IE S BOINRE KA S

JR 9 5335 I TERS Tl RZHE

(—) EETE R R - RFE M9
43 o &R b & 55 F modified Rodnan Skin
Score (MRSS) SRz i 45 A0 Y Sk Bl PR
IGTFEIHREE -

(=) FHRLMEHE - FFERREIL 653 - 705
WAfECE = FHaMERR (puffy fingers) - ##ig
TEIEMPE 7K iE (non-pitting edema) 2 43 5
EEFERAET (MCP) 3 I 45 HiBA & (DIP)
LI RHEFEIE (sclerodactyly) 4 53 -
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#FK— : 2013 ACR/EULAR ERZfE (Systemic sclerosis; SSc) 5FiEiZ%

HoOOH 4y M REE 1 5384
1. BEFERRAIET (MCP) 1% ST Rz g S8t ~ HgJ2 9
2. TRz Y=

FHalERR (puffy hand) 2

TEFRAE (JRIR MCP-PIP i ) 4
3. fRSIH A

IR 2

BARMIFEAMEIEIR (ptting scar) 3

4. [MEHEHE (Telangiectasia) 2
5. FHFRIMAE S L i 2
6. MivBiiik = aE K | SV EIE (&= 2 43 ) i I R 2

Ei=RERiiErS 2
7. FE IS (Raynaud;s phenomenon) 3
8. TR R E AR o il (e 3 49) Anti-centromere 3

Antu-topoisomerase | (Scl-70) 3

Anti-RNA polymerase I11 3

(From Frank van den Hoogen et.al. ARTHRITIS & RHEUMATISM. 2013)

(=) BEREEEYER » FFERKIELLS 53 - 47
ReRi R - HIERIFBIG SRS 2 43 5 17
A R TRRI G MIPEIETR 3 43 -

(I9) I #E5E (telangiectasia) » RFE Wi 2 43 -
TEEET ~ JREL ~ CIEARR ZIME SR -

(A)H # 1 % $% (nail-fold capillaroscopy) £
W FEERIE 2 3 - HREINE SR A L
BRAUREH B fiE BURB I - B Ry HH FEBE UL
BRI IME RSN E ST I -

(7N) I Bl i v B2 e / R E IE » %7 &5 R KO
E—ffF25r wE257 - MRIEHE—
Fe Bt Eg IR = e - ZH G OEEER 5
T Ry E MR - 2 i e e e EE N
(high-resolution computed tomography,
HRCT) HAEEM [ X v i 52 B 1 IS
PEBR H At KSR -

(&) & & K IH % (Raynaud’s phenomenon) » £F
Grfeeft 3 47 - BEEBEANEIZEEIE L A
E G S (2-phase color change » 51
=

(J\) BERZREAHRA Se Refihe B2 anti-centromere
anti-topoisomerase | (Scl-70) ~ anti-RNA

polymerase Il » FIE ISR 343 = 3

4y o

W PR b3 R B RS R B RAE + IS
anti-RNA polymerase 11 Ab [54R985 » BRI
B IER I TREE 1970 o phAh o AR 10% 1Y
o 1z 7 KB I3 HR o P gl B 1 s i B —
Ll S Y H AR 2 PT8E » 40 anti-UL RNP ~ anti-
Pm-Scl ~ anti-Ro ~ anti-La ~ anti-Jo 1 ~ anti-Ka »
JE L6 R85 T Ry T R i EE B E 1% BF (SSc-overlap
syndrome) » 35 %5 B S5 A SHE RS B TH R BRI
Y B IR AU R (e SR B AN F] - SRR R
KEBS LEHRAERS - RO HBRBEINE R
AU+ O S AR A0 B A A 3 B sl iz i B e R
RURE RAEZ [ - A e FR S B °

FRR I & $%

PR P 0 DI e P M — S AT R K2
HIBRIILE SRR - BESERR I IILE RAR IR -
R FH PR L1112 35 1 52 o 8515 b B LB TBOAS -+ E
B EIME W EEE « RURR WML - T
A JE 5 G0 e ok Bl 57 i st ek o i B
SV T o0 P IR 0 B R M R B EORE R R
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WS T H - 35 B S i R oo B 2 h
BEE ~ LR - FRRZETEARRNES - &
EIFRAMERIRE - 1EFTR 20w 5 B RE TR S
- R0 B R il A& AT, - RPN 2
7~ FHR - ER S BRGHEE AR -

— ~BE7A

BERRAARE 2 CHLEFERLS
15-20 3t P bHAAR 2 - DUREGRIRE - EB)E
EEENREZENEREMSR - BEGRED
HYEFNHE_ERAFHERTEE - iyl
FE B R R _ S - A DR R I B sk 2 1M
ERURE o $REFE BLIATAL R PR R I A e S H
MK - R E A EHREAN S - FrllE
BT LUPRRR o Horh i e R i s H B it
WIER AL SR P FRR HTEE - FETIREEER
R#) 200X JIREE N ER(EVUEmEy - /\EF4E - 5
32 flEREF o —Mehm A RF IRy 40 734 -

— - ARMEERRR (EZ)

IEH R FRFE RIS Ry B2 251K (hairpin-like) ~
SATHRYIRESIRIME - SEERE Ry 200-300 pm -
FERE Ty 7-17 {56 /mm - EYIREGRETS 8-10 pum, EFR
% 10-14 um? o

— « FRRMERIEEE (B=)

. [MAEHEA (megacaplllarles) EIEE M
EHEER =5 0L > ® R > 50 pm -

o [M4&%E i (tortuous caplllaries) T BRI
A e oL L -

o M43 (ramifications) : [N 2HRFEAR
IR o Rl AR 2 R -

- I B4 (hemorrhage) 4 L& FMRLIMM

%m*YMQEmﬁﬁ%

- Il % 4E £ (elongation) : & & & it £
50% &, > 350 um

- IMA&ERZE (capillary loss) : JRj I 4% 55
RE R PR -

« 5 BAERERZAE M & BUAE (Cutolo et al ) (&
=)

I 53 Fy early pattern © B — -~ fHE 2K
M~ BE—IME MBS - MESRIETEE
M ELICER G2 - active pattern : 2552 A ERIM A §E
g~ HAIM > IMAE S5 /KB G » AT FLIMAE #r AR B
% - late pattern : [ 53 /AR ~ 2 Bz Il ik
& A TR B -

P8 5% B B i SR AT — R R0 B2 R B
PR ~ JRORAE =R A (10X-40X) - BdFIFEIMAE
835 (JBORAE R 40X-300X) FLEgfi sk » A Hi i
B E AR A RERR BE (R v » (L SR 1M
EHRHL A - BRSO - T LIRS
B 2 o BRI B R R R R
B[S LR S SR 0 Wk B LR
ME T - HaithA %5 w85 fmee
TR EEAS S - R E AT B OR RS
(&) -

B : EEPEMMmE
MEZ2RFIMRFITHI > —TEEEZmMm

B7-10RME > IRF235ME -
x320 ; ZAK MC-880 #HEIRERE % )

(A=

xK_  PRNERERENERRDH
gl x® W

FyIRE B BRI - B i
B - ME A IE R A MEREBR S
THENIRIRE L pR nTBLIMAE R ~ HiI ~ A 55 /K JE
TG A RIMEHT G
URg BIERIMAE HT 2R ~ T e AR 54 TR I
B R BIME AR~ ZRRIE TR -
A TEREIR S
(From Cutolo M. 2011)
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B= : BEMELRIEERE o
A. IEB¥E K (megacapillaries) B. IME & HH (tortuous capillaries) C. MBS (ramifications)
D. BIM3RKR (hemorrahge) E. NEFER (elongation) F. M& R (capillary loss)
( UKAEZE x300 ; Zak MC-880 fH{BIRER&21% )

R A R ERFSEEtESE (The European League Against
)ﬁ Rheumatism Scleroderma Trials and Research,
TiE R i 37 8 18 FU R Z0RR 428 W o 7 R s B EUSTAR ) /NHAE 2004-2011 4 ] HBE 62 174 1lE]

~7,
O
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B : BRERERERZE
REREESFHRERS @ BERETEFREM
ERFE2R - HERNE (ZAEHRRE) LE,
TREPFEZERROME (FIRE ) BH Mk
(23] ) o (BUKEER x10, DermLite DL3)

fFgEHLs 7655 LI K f 2 PRl — R IU &R
RER AR ZEh TS - B T

K2 F§ /Y 4= A0 4t 3 A methorexate ] g
HIZEIRRE (R A) o B RE I8 g 3 35 5
FER B EOE i B e I i Y 955 5 — AR AV I FE 2
dihydropiridine-type F §%5 & + FH &7 7l - 20 1 ik
(4 nifedipine ; 252 FF 5 B BEE IR BOA TH 55
ALE R IR S AU RS IR R EEZEY) (prostaoids,
401 iloprost) » e S W] REARCHE IR AR Sk
HY - HEAMEEG R E o N R
bosentan 45 1 &3 H B B HE rT LATAR I i
BT R (AR A) o 18 R fe i B ik = R At
DUMAEHERBRGHE - BRI SN R Z 2 TR
(endothelin-1 antagonist) bonsentan ~ & ff B2 Wi i
28 1 BN (phosphodiesterase type 5 inhibitor)
sildenafil (20mg, Revatio) £5HEE I EREE H
AVETTEN T  RHEEE R ~ TR E AT 18R
R SR SN Y ENS SN U R S5 S TN
IMIRRE » FAERYEFIKIE S epoprostenol HIlZH %K
1R (3 A/B) - HIFI{E 1 Revatio A U5 i
TRAGHT » TG I M B K =5 R S i g
B BB Ak e B R E B AE ) 72 (WHO DiRE S
M & IV) BE > ARERTEES - 5285
B HAGEYE AT o SHE BNk R
BT e L DT M Tl © BB OB
%% (American Heart Association, AHA) FiZE i

Jre B2 B2 i (American College of Chest Physicians,
ACCP) £ t ifi B i = JB2 12 35 (o FH DL [T B e £2
AR (23 B) » [H2E 28 A
i K i 75 R R (idiopathic PAH) [T FE 5 i i ik
5975 HE 3 i B K 55 )88 (CTD-PAH) 2 2° o ST
— SR A TIPSR R 5 o0 BT e B B SR R AR
TG H 10 2 E B35 O I PTEE ML A B R SR 3R
(I REAR, 20+ (H A5 B PR 3k B AL By f5 P warfarin
110 0 188 B i A 4 20 L SR B T i i A 1 BB Y 1]
+ o R E R KR i B B AR B O
HOr RN AR R - s BB MBI - BEH |
PR B R S IR Ry R R Y IR LI A
WeAE AL ] RE R IS TR EE T - 38 SR RFRAR I
EErE R A S RN 77 o RTINS R
o REL M O v R 5 FH S R ML B 32 X T 1
ApiXaban (SPHInX) 16« 2l ~ FEH ~ 5
HIRERIEETR  THEHRR 2019 EK - JH
R ] 2 (BRI 46 3 2° = 8% R 9 [0 1 o
A] {5 F cyclophosphaide 75 (&% A) » ST ¥
GRS T BE Y16 7 S E AN 9 A AT Y anti-
CD20 Rituximab » 5% 6-12 {ii A %38 Bt sh e
FVC E7t6.7% » DLCO R i 2 » B2 ft A
P ERES (mycophenolate mofetil, MMF) 6 {[ H %
FVC A #E 4 4% 2212 & 45 renal crisis 7] 3%
& ACEI Y (73 C) » HEIERAYBE I RIATRE
SEAL renal crisis BYARRE » 7552/ N LG I M7 JBR B Y
TiRenyEM b (4ak C) - I B B IR a3 vl LABE
FH PP ZRTHIT B BB ~ REES B R E k%S
SR (438 B) - T e I B iR BN 2EY)
A it == motility disturbance (%3 C) - g ¥E T
AR AR R 18 R i F A -
A IE IR IO & I A I AZ FE (hematopoietic
stem cell transplantation, HSCT) &% th G K Ih iy
13 o FHEIMEHRESES (adipose tissue derviced
stromal vascular fraction, SVF) » Aol B 3 i i
RP ~ & ~ [EARELTEENE % -

# @
o off
i R b o R fiE R FE AR SR B AT RE B 2 A

ME > FEFFRIERY - hEBIREIERD - AR
AEE R EEFRA "ANA ~ RP ~ Puffy hand”
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= IEALfE AR (red flag) AY 35 JE 2 7 22 3l 2 42
BERLE— S - WIFCEEUR - FIRFE =3E red
flag F8 25 I111 175 Ak 5 ) B 17 i R Sk 70 B R 9 11
S P R FLAE R E R AR AT & 2013 B R i
B A 1 EL ) B 90%% - SEAEH E % JE
AN~ BBIIAR A FH 2R A 1 Rz I R
% T i AR+ HCRy 5 H7 8% T B S EE
RERS o 140 FHE 75 352 LL 10-30 MHz £R 2R 3T
R R SR R R TR UE R R & B A
SR - R IG R RS 3 BB
187 581 8 K 9 52 (shear wave elastography) 2k
SEA B R g REE % o HRRHGE AR s ES H 4S
1 43 A7 196 22 [R] 3 7 g #75 B (opttical coherence
tomography, OCT) th v F 2k 3F i 57 g 1 1L 1%
& - HEURE L mRSS AHE - th el {it s &
(R REAG % o S T 5T 0 3% B I 377 22 15 5 (laser
Doppler image, LDI) F 2 & £if 995 kL I 5 AR 78
R GRS 3 - B REAE T B IR R IR 8 AR
[ RK WA S K2 E » A%
s BEEHHAETEA KT - B EAR RS
BT ~ 3 B 0 Bl T A R 2 e T
JE& - FEHIE Se TR R PR THE I I 72 BT SR B
NI HRGER - F2 5 ATERIE DI BB 25 TR P
I Z 2 E 2 RMAI R -

2E 3R
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Systemic sclerosis (scleroderma; SSc) is a chronic multisystem autoimmune disease characterized by a
vasculopathy which divided into limited cutaneous disease and diffuse cutaneous disease. The clinical manifestations
of this disease are diffuse fibrosis of skin and multiple internal organs. A newly diagnosed criterion was established
by American College of Rheumatology (ACR) and The European League Against Rheumatism (EULAR) in 2013.
Compare to ACR 1980 criteria, itincluded capillary microscopy evaluation and scleroderma specific autoantibody and
provided higher sensitivity and specificity. This review discusses the newly diagnostic criteria, capillary microscopic
vascular pattern, newly therapeutic recommendations and developing assessment tools for scleroderma. (J Intern
Med Taiwan 2016; 27: 29-38)





