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1. FL&HIC

RBIEI Y 7 ~F (RA) DOIGEITAEYZFARA] (bDDMARD) 040 HERH Y 7~ F 3K (tsDMARD) DX
KU RIS LRSS BRI T — L L R o7z, BIRRZWESE 572012 RA O RYIRZEEE S,
2010 4= ACR/EULAR #H /S EN M STV a3, ZOAICEB WL, REE L L“C@aa%"if*/‘\n’ﬂ
E (BIER) ORIMIEETH S, ST, RAICAHF LT SERINE LWBEGR & LT, BRAMHA
KRR, RS MESREEIZ W TR A T 5,

2. BAMHEESHES (mixed connective tissue disease : MCTD)
2.1. HEEME

MCTD i% 1972 4RI KE D Sharp b Lo TIRRBENMETH S V, 2= 7~ h—F % (SLE),
SHMIREE (SSe) BLULFRMBR (PM) @ 3 SOERD 5L 2 S EOBRFT RS, [F— B 2 FE
2B D VERGE & & BICERD B, 2ol P OFT UL-RNP JUikA @iz i &+ 5 2 MRERTH 5,
Sharp H®#ME L7~ MCTD Tix, SLE, SSc. PM I\ & ZORWHICITEL RV, —F, AT 5«
DIFEBDENENOZW EEL T - TI55 1 XEEEME (overlap syndrome) & & TW5, 4 H Tl
IZ MCTD IZAFO BEMIEGFEREO A L L THEIND Z ERZ0,

MCTD #BEZEMIC7 + v —7 2% & SLE ° PM #ERIZSE L, SSc BRIEIRDA#F% D Z &vH . MCTD
ML LTS & 13 A2 ST SSe 0— AL L T2 b H 0 CKETILZ O Z XT3 E B Z L,
LU, MCTD T3 #iin o iEBERICE D £ CT & FIROMED SHEICE O bl 2 &5 SSc & #
o TEY ., I, MCTD (2 5 MBhAREN & EE (PAH) &OFEIX Mo BRI L CHEICE
WV 2O X9 e lE MCTD 23t D JBEE O — R AL-0i@ PR O R RE Tld7e < . ML L7 RBBES THh D &
EZ NS, DBETIHEATEE 2 1992 12 MCTD 2 ERBICHEEL WA ZEHH Y, MCTD 0%
Wra A< s Tinsg,

MCTD liﬁﬁiﬂ%‘%‘iﬁﬁﬁ}?%%%ﬂ%ﬁ%@*O“C“Z?JZDO TR RIS K D & Bes E o HEE B X
10,935 A (2016 FEEHERT) T, IEFIXIFE 10,000 AFTZEEZHR L TS, &/ BT 13:1~16:1 & &
PEREBIBIC S VIRBTH D, 30~40 mzﬁ@%éﬂbx%u%x /NS FEE £ TOTILOFNRT HIIED A
bivd,

2.2. ¥R - ke
MCTD OJFRIZOW T, fMOBIFRG & FERICWEZARHTH 5, BEEAIZIE SLE, SSc. PM OJER%E
BoyHIZ A L, H1 UL-RNP filkds T OV T MO %Z RIS E A L, ML LIERBHEMLE B 5TV 5, it
U1-RNP HUiRBBIESEREE X, WORICHARFREIZZ WA, HT UT-RNP HURBGPESERE & MCTD OX&JESEE & D
BRI DM ST, BB 5K & LT, MCTD % 72135t UI-RNP #ifk & HLA HiJf O
BIZ DWW CIdkk &2 25235 0 | WKk TlX HLA-DR4 & OBIEN G ST\ 5 28, bAETIE, 5L UL-RNP



Ptk & DQB1*0302 DA EZRFHBEN#E ST\ 5 4, fL UL-RNP HLiED HEBLZ MCTD OFIE & 3R < R L
TWDHZEDD, RPURBHRIERORIEIC L EEL TS EEXDND, FRICEERIER, = X pikkEsE
&P UL-RNP Fifk & oBEEILE G, L, FUEARED L S e FIc L EA L, EREZSI &2 LT
HPNZONWTIIARHTH S,

Kelly 5%, U1-RNP 05 T 5 UL-RNA 1%, Toll #5454K& (TLR) -7 #4r L CRERAIIIZIS T D
typel A X —T7xa ikFHE L, TOMLEFHET L EEHLNT LT, UI-RNA BZNEEDO T ¥ a3
FELT, HOREDOHREOHEICHEE &R 2o TV A AEEEEZH LT\ 5 8, —J, #iL UI-RNP #ifk
IZ ex vivo D 3% T UL-RNP OMENIEEE TH 2 mRNA FIBRAD AT T4 20 TF 2T 25 2 ENmb
TW5H00, FURBEOFERNERIAHTH D,

2.3. W AYE

MCTD D24 1% KK Tld Sharp
2> Alarcon-Segovia BB ETIEIIRE L | “apuryseroson Sk, S#massinsh st enamesL.
TD, 3/)75§’C‘6i}§$%\@ MCTD #F M:ERITH UI-RNP A H o 2K B THD
FEPEC X o THREF &AL, M SRR L | L REmR

1. Raynaud IR&

= TRIOFS &) &b Lic, 1996 4F | 2 EeLLEHOmN
HAED AL L L CIERE ML gaT | 1 seswms

L UI-RNP Uik 514
AR S, EERIOIC RIS TNG | I ReRR

A 25HT)TFI—TREHRR
6, MCTD #fF7CHEIE 1999 475 1 1. SR

2. Y/ EiERR

ULRNP Bk B O BRI | o mma

4. DR R F-(THIRE 2

ﬁ— ) ﬁﬁ I'"H—J X g’ﬁ@%}% 3 [F] o 77.1'3 % ﬁ’ 2N 5. BBk A (4,000/p | LT FEF = (F 0/ RiE4>(100,000/p 1 LLTF)

A B A - - B. SRR
MCTD ZWrfsl & IEZ Wl D> THREES I, FRICRBLIREEL

e 2. FiERMEAE . AR IR R E (v C=80% LA T)F 1= (L it AR AEIE T (WDL,=70% LA TF)
L7z, @R ThHH LA ) —BlR LT “ :

3. REREE T H 3 HL3R

_ ; - C. BRUHAETR
B2V LFHF DR, SSc HIER, PM I BHET

2 s 7R AT T 2. HREBRCOLS
*%fﬂ?«{j(jb J: & PAH &j MCTD ﬁfﬁ“‘”& 3. HEBRICBTAHRMEREFHRRE
BRTH o, T 2004 (2 MCTD

2
DT IZEE, PAH 29 280Kt 1. 101 AL
B 2. TOFRRHBE
T, Hamprh (LA 2 —8i5, e 3. WO A.B.CHED>S. 2 AALEISOE, TAEN | IRLULABIEL ED 3 HEZEHT
N BATRANBAESRLDETS
WL FEOREE) 1 PAH 2z, Zh
— A ft8e:
LEPEATREERE L, Z2Eo T35 X I, $ UI-RNP ik DR 2 = B @S iMcEs HL EBRRE AT EELSADLThTHEL,
D [ HLHE | ~&F RN T 7o 1L, ZBREMAEASHET ELUSA DRBRE—HMLAVMESCE, —BRELMEEEET 5.
nz I~ 7N - -
(F 1. # 1 ROV O ZIEE (2004 4EEEEGETIR) 10
2.4. EEIARIEIR
MCTD % SLE £k, SSc BRIEMK
= . 1992 pEA% 1994 B 2% BESE 51"
PM BRIESEDNIBIE L TR DO HNDH, — % (n = 850) BB 1% (n =304) B39
DA /—BHZR 97.4% 99.7%
WZHEFIE E SLE ARIER DR < . EHFIT @IEELEE O 918 799
DEFEEI 2 81.2 74.4
72 BIZo1 T SSc FERER N0 72 A1 @FEICRBLIKBEL 58.4 63.1
[S]=Fiikz 5540 444 518
M2 &H 5, MCTD ZZWrkEIciE, LA/ — ©mFmAET 417 415
DR ILEREIE T 37.2 486
WS B0 LR OER, 2B %. T MCTD BB MBS DS
TR LT SR L F Bk # 2 : MCTD THIE O i W ERRFT R & B 10

KR B RERE T S mBHEE I ZRE D 6



iz (& 2),

e IEATHA
VoA B

FEEBITRLN D, RO RIE Lo RRCHEEMA A< e | ZOBEKEICEAL, KEZIC
RS2 CHRICEDRFIERTH D (3 ML L) . — RNV 2SR L TR AR L 720 . ZORE
LA L) RIETEBR R RN RR L BEX DN D BRFICE Z 2 Z ENRZ VWO T MEZNEETH D,
v V—tE—UKRFREFEOREIE

FORLCHEMIINUZ 72K 20 FBRBAY SLWREOARTIERNSEEEINSZ L HSH, MCTD @
) T0%IZFR O, SR EE L TR LD,

v ENARE R L EE  (PAH)

PAH i, ZeEFEEO I MBINRTE A 25mmHg LA 1 & 72 8T, Dl & i 255 SSHEAR AN < 72 0 | WDk
ICEMERDDD, BRIER S LCTEE, SEREEII, K (ME%IE) 2éd 5, ka3t & 3B sE
FED PAH BFIET D 2 E NN, ERDB 20 & &0 O DEBEFERAE 21TV, BHICBE - hETE D
£ 91279 %, MCTD @ 5~10%(ZA&0f9 % PAH IZEELRAIHETH Y . TAEIZIKIT 5 MCTD DR D
1 Th s,
® EAIEIR
v SLE ¥:FT R

SLE (2 X < BU7=fEdk & UCRE, BEmALEE, U > HilER, ZRBIER. HIREK (MK X OVLAMER)
WO DD, ZHEERITFHTHENRE < (B 80%) . BHIT—IMETIHRIZ LS BUST 288, —#icix
RA & XBIDOS XIS WA ECEEMELZ 7242 L0835, BiEE (4 37 RLMmR2 L) 135 20%
IZRBD BN, 37 r—BREFEHESCBHARR EOEE RS DT,

v PM BT

#J 40~50% DEFIZE N TH K 2RO, MBI BN O KT, CK HFOMEIERSE L2580 5,
SR RIIERTRIEOBFEN L\ AT 0 A RADRUGHE S BAF T2 QMO G sl A LBz 5 2 &
(AR
v’ SSc KA AL

SSc (2 L KLU fEdRk & UCFIRICIRE L7 g ok, MfifpieiE (REMEZR) . REEEERE DR T3
BHEBEEICEO b D, L L, EERITIZEFRCRFB L, EELEPNEZEZ TRH Ik S5 LITE
NThs, BRIERE LT, MEMMESCHARMEIENH 5 L BRI ERTH2 6830 B OEEE
REAME TN 92 LBET 2N L7z &Y (RRICERY) BSERIFAZRTL < 72 D,
® REk7csEdR

MCTD (TR 7k & LT, MR MBI & = XAk RSN B 5,

=& 513X MCTD152 i 26 1 (17.1%) (ZHRAFFRAEIR A58, 4 BINREER Cho7z b L= 7,
FXARRAEARAT o5 8 2 B OFIA 1 MCTD T 15.4% TH Y, SLE I LK 3 FOMETH -7, MEHO
WS T, MEMERIREA 2 2 U2 BEUR 14 FF 18 #lTHt UT-RNP JUiEEMETH Y | 5t UL-RNP Hifk & o
AR S ND &, FFKE LTHAORE, oA 7772 OBERMLR TS, ZTOfMIEATa A K
PEFTAIEA] (NSAIDs) OHIEI (=2 U, A7 74l ST &8, 4 V=T Y FRE) R@EESnTn
%y

#10%® MCTD BHEIC=XMREENSGIFT 2 & Sh, PP8ERE LTADNRELH D 9, £<I3.
FIPEZR D U IPEIC SR 2 IZFIE L, IO LUV E REEZ 27 5, BIERTIIAPTH L8, LA/
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—BI5001 UL-RNP HUiROZE R BN LY | 2 ORIEICITEREEFEOR G P REIN TN D,
2.5. JR¥F

MCTD FFHKNAHTH 578, JFIRIZFES RN TE 2, MCTD OIEFR TR EIEE )G Uz,
AT a4 REfly e T H3MBENER L 725 10, NIRREZ AT 55 TRIEO S OB EIED H D FE T,
AT A ROERARTLERDD, WIRIZ K > THEHAT 2 &R D,
o L {/—HR

LA —BB O LTI EERIIBE SN T eWnWiz, RIESCEE 2 PO EORBENRE —CTbh b, 1=
X2 D=3 F NTME & I S & TERZ B S 5 RO EWIG S IR A JERIE (I L2 0 AHEHTEE,
TR 7TV UAD) BHVWLND, BOEERESCA ML AZRET S, EHE LT, X E AL
MAATEEER O H D N0 AEFER, 7o X 4T v v I Z/REEGER, o2& 75 o0 U flfli B
ERUAEK L LTSNS,
® IRE~HESEN]

BRI 6t LTIk, WRERAICAT v A REEHT 5, BEMEORERZRD 2551215, RA OIRHKIC
YL THIY v~F 3 (DMARDs) #5256 0H 5,

FEEN BARIAR. MRS, BYEMSE. MR - DK Eo%AIE. AT e A K& LT PSL 20~30mg/ H A
EAAYCY (e
® HJEN

7 v —RIEGERECHIE MM O T BEA A M A & £ S f M RIBAE PR RRE IR 7 & E
FEGIZ % L Cix PSL 1mg/kg/H (40~60mg/H) BREOKEAT v A NRIEEZLEL T 5, RPN R+5725
HlEAT A K29V 2L (mPSL 500~1000mg/ B A EHE 3 HE) #1795, A7 v A ROENR+4 Tl
WA, BERBERAOLEDICAT oA RRERGN TERWEAICIE, SEMEEE (7 F47Y ik
YIBARAT 7 IR) BT ENH D,

® JfilimhARMEM & i ESE (PAH)

MCTD @ PAH OiffiE, FEARMIZIX
M EIRIE PAH OB &2 T\, Jifi
MEYRK TCHL T o REY A7) v
RFIRPT Y R Y U2 R R, KA
RYTATZ7—E5HER, VAT
N&fE5 (3% 3) W, MCTD @ PAH C©
IR IMEIRIE TR B 25601 &
%o SIS RN DR & LT,
PAH OZWiksd 5\ 3 R 2388,
FLEE, B2, IRMIEMRM 7 & D% ETE
;P E D 2, PAH DNETHEOSGE N
MHENTND, BRENELS, DAEEE
T L7 AT, BREmLEE, FR
ENEDND, Fio, TEERRERIESH
RIERGHIZ bbb, L, W
G RHERETH H, PAH Thib Kb
ROE, REINOIRETHEVWH LT

T [ CTD-PAH DR I:-
‘ (HPIFBERADIBTHLE LLY) -
ED) l il
- (avomnen )
) 5Y
| s ]
U R Y5
[}
2 I ¥
EVRY* FYRT* BYRY*
(NYHAWHO #865348 (NYHA/WHO #6558 (NYHA/WHO #5358
l- I~ ) ] l- I~ &) ] I V)
* I R8BHE
*: PR CORMEDE LU
ERPREIRIGA 15 ¥ REDBRAERET HBE, B8
1 OEFRISEEREL - L CRmIcR
ROWBOEREEOBALRE L CH &

1 v

o

BRNRGF TS —) SPIFERN\DRBN

7% 3 : CTD-PAH DinHtaEt v
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b, MCTD & W S =Ha i, FEREEHER A 72 < THEMANI DR R AERLETH D,
2.6. f%iH L %

MCTD Of¥ifi %438 9 & SLE « PM ARERITIGE TR 2503, LA/ —BiG SSc ARIERIZA T = A IR
MEICLS WIEDREETELIGEN L, £lo, —HER Qo HoTH, FHOBETIZHRT L2 L0
5, MCTD 1340/ EM PR/ EWREA L E 2 5TV, PAH OAHRH D & THOENGIRSL
W EBRH BN E T, PAH 372 WEEA, IR D O 5 FEEFRIL 96.9% T, WD O 5 FEEFHIT
94.2% Th 5, E/RFERIIMEME, RN, DA TOLMRDIER D EED 60% % 5D TN D,

3. ZBMMEAE (systemic sclerosis : SSc)
3. 1R B

SSc X, ZhEas i b, MAENEEENEC SRR RHOERTH S 12, SSc TITHEERFRANZ2H AP
K (L hARA YV AT —E8-1/Scl-70 Fifls, HTRNA KU * 7 —FIPiE, Hikr br 2 7HIE, i UI-RNP #i
) OHBLRA LI, HOREREDNREERICEELZRITLTWD Z ERHREIND, PIBERSE LTI
A —ERP RS Z L ZO%, T - RELE Y BEEALSETT D, FRHC, Bz, ik, BUEMEMMEE.
AR, DAl FEIRYENG S e, BHEREREE 72 & ~OHETTH VTN D03, ARk R O [ (3
DTHTHD, 2D ONBIHREDOH BN A6 TH% QOLIZBS LT %, 2MIC2Y O EIC bz 23
DIEFI S 8 203, 2% < DIEFITITAELONTHEIT L, ZeniTid, 12E A EEIT LRWER S FET D,
KETO SSe FAEHL T, B4 100 T AICKH LT 2.7~19.1 LHfESNTE Y, FBEICKIT 5D SSc & B
FRIIK 3 TARRETH D, ZMEINOEARZ LY | ITFERERNEZ TETWD, /NEM G ElE £ ThR/A
VEEREIZ A AL D08, AR 30~50 ik CTH AL 11 10 & EBIRNICLMEIZZ W, AmPikiE. 10 £
TN T0~80% & T HHEN L 18, PRICE LTIk, MAED K EE(LIC L 508, HEPUROREIC
KV ENHLND,
3.2. JHIA - SR

SSc OREFRIERIT, B L MAAFREFICL VRSN TE Y, TOMNTA, WEMHICHEOS EB 250
%o SSc DD 2 HODIFEEIX, EHLOLMNEIZHAELTNDE), ELOLNREERLDROMNIARATH D,
o ik

SSc 124 U TV D RME(RIE, IWERFTCAEAET DMl oOMiust~ N v 7 2 (29 —Fr 747 R
X7 F I E) EAROINEICERL TNS EEX LN TS W, Z OfHESERIRL O BE OFIKIZ W E 72K
HTHDNR, Flx OV A NI A R ERF OGRS TWD, FIZ TGF- B, PDGF 72 & A3 HE
FCVER L CliEsb~ b Y v 7 ADFEARREIZEE L TW5 1516 SIS~ Y v 7 2085 EE
T 5 & LT, BRHESERIAE O matrix metalloproteinase (MMP) D REAEL T H 2 UVIIIEPEIK A5 L T
WD RIBEMEDVRIZ XL TV 5, TGF- B 23, #RHESEMALIZVEH L. tissue inhibitor of matrix metalloproteinase
type 1 (TIMP-1) OFEAZFHET 5, SSc #RHEIFMIETIX, TGF- 8 ORIFLIC L 0 EF & l~FEIZ TIMP-1
DFEAZEMISEL Z L3 RE SN 7, ZNHOFRELY . JFETT TIMP-1 OfFERIC XY Mifast~ U
7 ZADGREMMET L, Rl 72 HE R UL OTRBEDTERL S LTV D ATREME DS & 5
o [MiEfEE

LA 7 =BG, SSc ITIZEMFEDIEIRTH V) | £ OFRIEOKT I EFENK F OB G R3EfH T 5,
F 7o, EHEIE 2 R b 722 W IR EBIRIE I fUEE (PAH) 28 10%REORE TR 2 &nmbhTn5,
PAH TIIMEARO NI, FIEDOAEENR 2 540, MENPEOR/ MEDFES Hivd, 2O PAH OJFEEIC b ME1E
KOG RHE STV D, FRC, MEIHER & Loy REV -1 B LA/ —815 PAH #H7
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LG MIEIC TR AL I L CTABEIC ERZ LT 18, E7-. BHEEIS L RET O R IE, =
REU -1 ORANPTHEL TWDH, =2 RE U 1%, EIHER T & U TOMEOIENIC, M8 PN R,
M SR RN L CHABER 7 & LTEM L. SSe DIMLAENRZ & L CoMmENEOIEICEE LT\, —
7. MENEEEOEFIC, A EEEEOBFENR G LT\ 5, KMMENEMIICEEENAE L 5 & aitin
R MAE N B ATERABIL 23 bAs S4v, M DEEZEE T 5, UL, SSc B3 Tid, A P B RTBISHIu o KA
MApDOENMETFLTEBY ., ZOMEBEEBEBIKRT LTV 19,
3.3. oWk

SSc OFZWrZIX, 1980 FFIZT A U H
VU~ TFFROEBRPREE LN

FRE{LA MCP BY# 2 8 2 THRAL F THAE GO M 84L) ?:

%ﬁ%ﬁﬁ‘sﬁ < )EH A % h( % f: Z)§\ EZ};H: f'iﬁ‘.""i‘ﬁf‘h}t T4 hli Bz (puffy I'II]'_LU‘I\

FA4 > e 318 E] HL b

DIEE M E R T, 22T, & gk s :

1« BIEFI OB Y AT TR & BT T :
LUVEEEE DS 2018 EICT A U A Y RS e

v FEaLa—ny Ry reFEadt | it ik ¥ b oA 7
ACEREE o2, e, | Y

BRI 8 5 T b FHRICTHALATEVY | imitive 5 o0t Firisom s s, I s e 4 MAEE 5 20K £ L
PICERARREZRA TS DHRBEH # 4 : 2013ACR/EULAR |2 X 5 SSc 4k 20

T HH172 D SSc FLLE B ORI & il
e d D, RAV MillZtRAL TR, | xEw

R TAL S o TR R 2 2 T |

(L CHAETAUZ A TR EZ 7z, | ) TReR e e

FHT X, RERZEcERR VAL FARRMOMMPERDIC, 375 U RIS * 3

—BiG, TR, UMM 250 5 ;2@]({"?:) l’il iwflxs/% 1) $ifk, ity bo ATk, B RNA Y 2 5 — ¥ IHkon
Mo 18Tl B, TEROBMMEL | o0

_47"@?@/)\\ i%ﬁ?”éﬁu%‘@ Ej(’ﬂﬁ\ ﬁj\ UTFORBEZRAT DS Z L

WL S PR, TSRS , AFRESRAERTICG . METRATHERRERERR(CAE, FALAE RS oK,
Ko T L= B & oFED 5 B 218 AT 4D, BRI SR, BRI, SR FRIEE, Crow-Fukase FERERE,
A28 T R & s, |

AL 95% , H5FIL 93% & 1980 %sz:i,mwwwu RO@~®D 5 b 1 HH LA &l (2SI & %

FERIEIZHANTREIZA E LTS, o | &R
- *1 MCPPBIEI LY H{ricE ¥E0, 2> PIPBE LV LA RS L DOICRS
NENZB T 22 WX, 2016 FiIE %2 PIRRAYICIR bR A 2 KDL EORICED bIBe, 7213 capillaroscopy %\ i
S, 1980 4 ACRAPBUEEE b L IT I | e er s s i
B E BE & B aPUR & T
2T RGBT (£ 5), &5 BHIERPUEODITILIE 2
3.4, ERAGER

BSOS O — ODOIEITH AR TH 5, T ETHIEFTREZ: SSc B A O Hiiii%, T hARA
VAT —E-1/Scl-70 Fifk, Ht RNA KR Y A 7 —FBMHER, Hitr ba A T7HIR, 1 UL-RNP kD 4 FEC,
SSc BE D TO%RE L 1 /N—T& %, SSc B A CHUKITZW OB & LT Tidle <, WS, ok
HZ Y 2 DMERESE O TFHIZ b THHTH 5,

BERAER 130D T L H T BEIAL-ON IR 2 DR EE 13l 2« O BFE TR E < Be s, FEMLIX, 8
JEOFRIED DN M > THERT 5, KIEFBRES HIZITRFITHLIL, FFloLA  —BRIE, £

A @ 0
® ® ©

AEEE
< DB
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THIFIEIR & 72 D, TRERIEEN®EIZ/R D LHERITEGCBE A 727, 7o, NEEMIMAE OZ(b3F A
NHH LIV, BHIZENCAHTH D Z LRI TV D, fFHH TIEHHIE L < b— 7RIS A 72 B - I E A3
SSc BFH TIXIEFITHA L, o MEFIZEXRILT 5, BFmHIMIAR < 25 L IEFMEITHL L, 2EwE
RS B M OFAENL LD,

WIS & U ClRe b D@ O B EERZ T, THEEIE OIFEIRIK T, JLRIC X 2 B Al fijiiE 2
ERICHED, AmTRICEDIHAE L LT, MEMMZEE, PAH, RZE (OFOMMEILIZ K DHR0E - IE
FEREREE , [l fEE . HWIAMUHEZ: EREIR) . B2 U —RBIcRE SN D BEESE, 158 OB X v EEhEEE
TEWINARZ &2 FEHLERE DR & 5,

SSc TIHfE & DIEFI ORI D TELF R T80, HERE - A TRICESWIZRA S ENRNETH 5, BIEIA
SHWHRTWD B, BEIcH b5 b IEWBEHEHEIFIC IS <, BEBED E— 27 23t &H 50
% B 2 5 I Em ) COVE ALY (diffuse cutaneous SSc : deSSce) . B/ FZJFfE/L (limited cutaneous
SSc: 1eSSe) 2 HET 5 2V, T BIRAIC RGO RIE | flasi s OfE & HBREHIA K& < B s,
deSSc TliE, FIEL 1~2 FRITE G TORITHEIT L, 2~5 FRICE— 7 IZET D08, T O®KITEIGHE T
Hipo< D EWET D, —H, 1eSSclI b A/ —HERNBEAED L HEAEAT L, REHEALITRE c&icZz L
<, BE—Z3HMETIER Y, 2 SORANIBIT LW 2 &SRR T, deSSc 23 E Ve I 2 #8 CEME IS
AV g L2 8 LT deSSe & T 5,

Z O X0 SRR E O BRSO TR ATRETH 5, deSSc Tl BEE XD 723 5 & B L Ot
ITINCE 7 V) —8, OFEFICED 5 o Mt OAE (EHREERETS) 4 & 723, W bE M ORHE I TR

HET L, BRSNS U — 2 (2 VU ARSI T 5 2 L 550, — 7, TRl L b IS AT 754
BICHERT L, 10 4FBL EOTRRTMMZ 8 PAH, W{CERAERE, LIS (R IBRMHERE) AR
%.

3.5. 1H#

IR, %< ORBJFEIRICB W TRER K OVEM TR OBENF LI TN DA, SSc IR ZR2TBHIEIL N E T
ML SN TR LT, HAMEREEL LTRVESN TS, TOHBEE, HEN—JERHE LT LE D &G
DYEL, AL RN O ThH D, TO7d, BHICZE L THIRERIGRNM AL T 5 2 & TETEZ RIS
i< L3O THELEZEZ BN TND 2,

o L/ —Hl% - IRRIIES

LA 7 —BI8E, N oMb L OMLAE O REIGEN S LT\ 5, SSc dMERZL & LTk, mE
WIRDIEIE, #RME(LIZ L0 MAEWNEEDOPAZER AL D, < 0BG, MEROHFEITRD bRV, 15#E LT
L AETEAIDH OO TWD, KRS, DAV T LEHEE, 7o 047 v DR FREGSE, ez s s
F D BRI ORI E ST D 23,

UTAE, PAH ORI L L TR ESNTAARY T 2T T —¥ 5 (PDE-5) EKST Y KU U2 RIKE
PUEES, R SERIEBCAIEN B D Z LR E NI, 39 BB xtBR E LTz A X R Cld, PDE-5 BT S
I EE R, BEGERERE DICHRBICYE L 29, Fo, =0 R URRKERE ThH IR & v
IX. SSc ZF1T 2B REEBRIELE A RIS E S, B, BREIEEEN 4 LI EOSA R R HE S
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FCTHF A7V 2.5mglkg/ H % 6 /A OIRHE {E.'f1¢
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L. HSCT ® 5 1 4R OIRMBIEEN A EICE < . HSCT 1% CY #iE L 0 L ARIEN BRI 28, Bkl R
WDV AT &85, BHBITHIRNET L, B A 2D ) A7 13825 SSc ZIBIN L TEE TR L INTWVND
® JiliEhIRVEM & MESE (PAH)
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o Hry—¥
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RO HNDHN, EFEHEAOMIEZHERFT2EBE D 10%AZICALIND, IS OBEIL, 1EH 5 EE
& KT, MPO-ANCA Gz~ L, Milattiiz &0t 5 2 &03dh 5,

BRE L, 7oA T o v o BHEERE (ACE) BEROEEMThbd X o2, FWHe THOK
ERHLOND Loz, B2 U —E~D ACE HEHEDFZMEIZET 2 RCT 1IATHLNTWRWA, £
DIEFIHELaA— MFERH 5, 108 BIDOE 7 U —BIEFI~DRIH X HFIEIC L 5D & ACE FLESHK A L
TERETTIE, FEERBEE B L CHEIC 1 %, 5 FROEFRNE N -T2 3, —FT, B7 U —Ricx+5
ACE [LFEIROTHZIRITTR STV RL,

ATvaA R EE 7 ) —EBRIE L OBFEICOWTIEEOZ AN EBEMERH L, WTLbATrA R
BHEZIVAZRETELTEY, EICL-o TR DA, PSL#AHE T 10mg/H, 15mg/H ., 30mg/H LA 23 B
THELTWD 35, SSc OBH . FrICHVEMEMZEESCR EEL, fERREICK LTAT B A ROME
ENDZERDDIB AT A REERE 7V —BDIYRAINTERDIENL AT A RERSTDEIL,
MERESCBEREREE 2 EERS =4 v 7T RETH D,
® LIS

OB DFEBLERIL, 20~25% & MG STV D28, FIRBIZIBWTIE, 30~81%IT /Lol DFRME(L 3 FE O
HILd L INTWD, B, B, e & Vo lBRRIERORBIL, B TEL L Z En% L, BIEFEMED
DBIRZE NS S FAET D & STV 5D, Medsger ik, JEMEMEDLIRE 2T HEEO 5 AFRITH 70% &
LT D 36 JERIE L LCIE, IR EORREEIC L 0 xHERENM TR T\ 5, SSc DIEFHZIZE LT
X, MAETEEAI OB G, By T AERER. ACE FLEROFMERHRESNTWD, 7Z1EL, 7
2y =T A ) —BEOB(RREIND,
® LB

16



SSc BED 90% L. EITHILEREZ AL TWD EEZ LR | HEDINIZ, 0% EXRIETH D,
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% SSc. MCTD OBIffifEdk & § 20, RA OGN (—"—F o TR ET20EEmROHLE AT
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H & HDT MRI & CHRIOE
HEk OB ZERET 5 (K 6),
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S C
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