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Physician’s Notes on Rheumatology:The Process of Clinical Consideration




SHRZAE (= EHE55RZE)

systemic sclerosis ; SSc

REER, ELEEE, MRBED, 15— Y EAEDRBEHEMEN (RiEt) THEIIT5N3.
RIBOEGRICH B MERED, —BBOEFIICEXRBERES 25T, WIEEL (RiEL)
HH3EVSEKT, 2EMIBRAEsystemic sclerosis/SSCH—RRZTHD. ETULRRL
BlHZ LD T progressive systemic sclerosis/PSS &WS HEIFEHONGLEo T,
SRZAE (scleroderma) ZLEICENIE, FFTMEEE/ localized sclerodermaBHE .
KETI|RSDIESSCTH BN, EERIEDT=4 SSc =i & BISSE T 2.

ZEOERIF, SEEUSHZRD I TENLCRUERRET S EE, BIEBRDEE(C
BEEVWSFPRAZEFRIEND2RTHS. BUFRARN SIHF D RBEEILE WV SERKERE,
BENGOTEMIBZED, BEHNBILLBEVD, BLEEHHD.

%= F
W biE, 1:3~9, WFFSAEEO 3050 THEC KA S . /NRSREIIH, HAROKEE
PEHGEE (20114F) TlE, M1IS5HATHS. AWEE, HA-I—a v 38D $RETHELS,
19-75 N/105 DEED D 5. WSEMEE TBRFE 12 SSc A %8 L 7=y (el & L CTiddi),
SSc DR FZNHIEDMiZe Z L5, BERTOFEGPREVEZEZONL. MWIEROBIS
5, HBHIRTSSc DBENF VLB S720, BEEMEAMRE L TAZ E Lvnhd Lk
V. KR H O silicon LA & SSc DR BIRIZTREN TH 5.
FHHEEHR bleomycin i SScBEBEIRZ B 297235, SSc 2B 2§D TIEZR\.
SSc DREFFEIMTH ), —IIPERARDRRE 5% & b, —F, SScHIEZD
— ML D 2015, AFEIEBNIHUScl-T0HUARB I & v 9 KRR D 5.
CTGF (Ffd) 4 ¥ % —7 = a VRN T2 EOBETEH, FREOHLAS, SScF /21
HOPURE BT 2585 b H 5.

@RI - fRAEETE
BBz - WIERE OFHEL, B~/ v LAENR O HGEYE PSSO CH 5. A
MRS, M PO HBERRE AR 5N BHERIIANTH L. MERITRL, B

BAHRMEREE L R L. BEEOFEILRAINICA SIS, ML LA S
®collagen, fibronectin, glycosaminoglycan¥§hiic X %. RuESFHBLOIGHALICBE S35
boE LT, EEIRMIEK T (TGF-4), #aMfkl R (CTGF), /M Rag5E A
T (PDGF), I M EzHIa & % pE A S 17z endothelin-17% EHAENAHEE SN TS
A5, REAEELIE G L7z L) X0, KR REEO T E L VI BIND L.

1. U BECBELRRE SScDHE

WX GEV URENDHADIESIC K D534

BRIRIIZ SSc 78, I DBES R & 8 5 151d 0 A7 04 FOUFRESE TRV, — TR L &
VIEBID A 7 { ey, §70 5 SScIIIEEIIA—722%, WIRVELET TP TE L 2 LA
SLE & DR EZENTH 5.

FRELIZER AL 52 25, AWHH TR, BEDNTIKMLICEEL 2 22 0% 0w
EERFTHWAT HLEND D, PIRABHE & HALHPASBICEN L LCOMBIESH b 0o,
FENDORERLOREZ DS DI THEARZERL 2\,

HIPEEIE, “BRIDO4-S5FEDNICBEES, LM EL” WHArH L. ZOWMNIZEE
SER AR K, MRAHEREDSEREESE D BIIL, T30 TE S [ AL & EED 2 hiX
D TABERMR U7 HRE 2 188 L 22255, BERED Raynaud G LM AT OJRIR 2 5% & 575 %
L., 204EDLERESEEBID 1, ©F 5 LWEHETIE R

s MUEREIC B LCid, & 0 RIIICER T %139 23k v

DEAZELT, ot &) mih s SScEEEZ T L L )

1) PODRRE 5 2 Tl 3N & B OV F AV OB IEALAS, BEGEAT BB TH S I LS
T, A ENA-SELHEETLOLMFETHI LI, 1FEAL L. FEFEE{LARFEE
(fRlL) DA, MRIEREISERE T2 2 LB 505, M TRV (B L TRl
MATHZELIIEETHS).

2) LEL 7 W

3) WIBREEOLELIE 2\ As, RIEERAN 4 CRUGISE) 28 H ARG 2 4072 ) #F

O BIRiREEAEIREE

BWIEZ, SHOBRORBLEEZ 5L &, $TUERERIE, SScHM, (I OB
Y (SLE, Z5Mms%, KEmELOER), BIXUOMCTDOXTHS. FHINLHHE
B, A704 FOLEMENRLR L.

MCTD ®SSciEik e, #like7Z: BRIFE SSc DI 10 % [MCTD a7z,
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9% 1 SSc BRDEIER; 98, HAVEMREZ VL MCTD & L COM R TIHGHRDI R 5.
SSc & EIEVEIRIHEIFREZE /PBC DEHE D & 2 I2A BN 5. SjogrendE it D IAEBIA % %
ZLiE, ZrOBEREFEETH L. L EITSSc + RA EALRTREHEHIZSHED D 5.

1) FIBREOMAT MR - IREH, M CK b5, Huds-DNAFUE, PiSmPUkRmEr S h
&, BUHERIEEE R L. EROZVEBBERMOBEE, HOPRUS OB TR A ik
ThY, M- RO—T— 5 12T A7, @EEEXPITE R,

2) YURNPHUARE T, Bfig DD 55 dEIE, MCTD &B5%%, (MCTD &\ 9 BED
IRTEHRZ IEL BT 572010) 13- &) LXBITRETH 5.

W SSc [ 5N B ERKRMIRERE DB

@ —AXHI7RRERE
FEREALIC & 2 WTEhHIBY, Raynaud BURIC X ALK, kg & v ) 2R MHE.
JiAEHERE £ 72130 MUERE (pulmonary arterial hypertension/PAH & I PH) ; B
FBIEB T2 X A it A 4.
RS - A (FaEiE ORLE), KT AKAL, B, (I,

@ —ERDIEHIICH E B EKIFIRAE
WRIRANG: - DAES 5 P RIVEM 26 DM BEAEST, FREPAH, OAMBMWHEIL, KimorIc X
B8 VRS =T, FIEAEEIR.
BAR EEIEE, 3 4bbAMKMEEIE, F7-13 thrombotic microangiopathy/TMA
(MR MIEREE) . BATH CBIET 5 5 Ly, ANCA BN %12 & % RPGN.
R - REREBAR /M ORIEPZEZ W LIRIAA.
PURREE 5 R BEDRMIEERANAS - FRBEOEE ~BH, RAGUEE A€ 5 EEOME % & O
T AVEERREAL.
SSc D& T
HAR DR FEFFEIE O3 (1988, p3l4) 12X 5 &, 4Bl RRSFAEFHRIE, T7.5%72
o7 REOHREL AE5). 19984 F TOHAREKIRETIE, SSca RO EE/
BEEE RO, 24/8772 572, TR SLE (24/250) 1ZHA, 132 228,
72721, SSc OFESEREIIIBAE TRTF R T VO, SSc—fkZ FIERE L V) R E
TR (=77, BEFHRTIIFIERC, #Efr - BMEMEMROFETTRI D IND.
SLE T3 EMmPHE Lo 72 FRILIZ W),

HECHE, B&USScDIFENRDEE

@ SSc D Barnett 5348 (Med J Aust 1978, 2:129)
type 1; $5¥f#{L (sclerodactyly), type2; ifbASMCP B & O hils L5825, Jasdic &
X7\, type 3 SR K SREL.
B, typel & type 2 IZPIBAPHE & TRICBWTHSEE Ak S, TREORFBH/limited
SSc (#%8 CREST) I2—H55 2 DAV HTH 5.

@ SSC D ¥E & FRIRDIFE (Leroy 5 ;] Rheumatol 1988, 15:202 %)

(U'F At/ diffuse SSc)
- K (TELER) SEFOREBEEL
RaynaudIRs & REE LD HIRER= 1 £
- Jitopoisomerase I Hi{f (MFETIHRL)
- MEZRER (nail fold) IEAERIC & 2 EHIME DI &FBDEE
- R IEAGR S HCEITREHE TO'RH - &R, BEESESH Y
(BREEY/limited SSc) (limited form of SSc)
RIEEE(E F, PR BB B BB T
- Raynaud IBRRDERICHOI=DEIT
- ficentromere ik (HFETREL)
- MERBRIEAGR C k2 EMMEDIEIRS Y, RIERL
-F - BEOEMOSIRS R, MEMEEMNER, R TNalkl, =X#8iEE

HR) RO 2 TORERTROZR, MY TIEZR .

T L& o H3E - MCP BYHi ¥ ¢ % #89mfi{t = sclerodactylia, T ¥ T% acrosclerosis &
w9, Leroy (R) 04T, HAHIC, limited/BURE L OV F AMEER 3T T 5.

JRERER (nail fold) & IVEPH. & OB IMESREEZ R L3,

AROIEFIC limited/BRIHELAD & O F AMANDERIZDH H. B % 45T (J Rheumatol 1991,
18:149), 69BIDOUE ANESScDH B 9B, BIRRIOR 272t O F APEICHE L7
SSc D EREALIE, LFHREERNG IS E 52%, & SIS & A LAEIE S 2RI T,
Fi & D T L APEGERR TR H > T L 2R b fRER S 5.

AR O ERESPHEIL, OVF APESScIcZ vas, PAH 721X limited SSciZ£ v,
IARAEAEDSHEA T3 2 AEFIIL, limited SSc & 1) DL VDS, KEHEN TR,

@ SSc sine scleroderma
MIERZ & HCPURDSSe & —3 LB Alifb 257\~ & & SSc sine scleroderma & IT-08,
HEIRRE D RIS © limited SSc il 4. SScD5-10% % 505 L \wwbiLb 7S, SSc b
BRI SN TORVIERI D Z v d L.

(RIS REDHD) RS I =




@ ROTEES I (undifferentiated connective tissue disease, UCTD)
Raynaud G A3 0, NEREBOILKEE THA 72 EMIMAFILIE, $icentromere Hifk, F§OZNE -
BRI, OWTFNPEZRTIDEIDE IR L95H 5. Leroy & Medsgerix, Thb
DT SSe DRIAZBWI AT & % LB~ T 5 (J Rheumatol 2001, 28:1573,) %%, T HD
JEBIASTRTSSc & %5 D7%y, UCTDIZE EF AR ETH 5.

@ CREST fE(RET
Winterbauer (1964) &, calcinosis (2 FAJKiL#E), Raynaud %, sclerodactylia (=
sclerodactyly, I8DFZEMEIL), telangiectasia (CEAIIMALIR) % b DHEf % SSc DEEHER]
& LT CRSTHEMmER: & #4 T 72,
Rodnan & (Arthritis Rheum 18:423, 1975) & esophageal dysmotility, hypomotility (£
WRENMST) 2N 725209 b 3 H L LA /R35E % CREST AEMRE & IFA 72,
HIECREST &, HHEEIZX 5T, limited SSc & M#&iEICfEbNAL. C, R, E, Tix, O
FAMESScIZS AHNED, VFAVESSe TIECOBEN D%, FBEDHZICRAMAZ &
bHDHDT, WHHIZIZ, CREST iZlimited SSc Wiz L KT SEIL L - T 5.

@ MEECHIF
PR OREPEERIE, 90 % & < Wi o.  (RAFIMIC REBEZAT30 %, $LCCPHL
450 % LRV ERFHRIIZ), SSc DFUEHUARIL, FEIRIZHEZE > THTEROIXIZIIMHEY L%
Z BT\ 5 (Clin Exp Immunol 1982, 48:43).
DT ok R ECHAIE, 1 ADSScEHIZWT I 1o MBS 20055 5 (L72255 T,
A ORRTER D B HA 2 L IFET S).
$tScl-70 (topoisomerase 1) HFifhizFIZOF AMESScicA NS (B1:33%, 14/43 12K
72572, ] Rheumatol 1991, 18:1496).
Hicentromere§iffid, limited SScHEFICHBLIT 2 DT, B (L72hi> TE 72 FHH
) DBFEN D, BESRIICKIZE D, 30—80 % & IFIA .
Pik/MAdifh, 7% bH “RNA polymerase I, fibrillarin (USRNP ®»& %45, PM-
Scl” 1203 ZHURITHEFT T, SSc TORFEHR30 %L L&) HERIHH 5. PLRNA polymerase
PURIZ O F AYESSe, $TUPM-Scliifkid, Mg+ SSc EBFIHFRIEATR .
PiKudifkiz, SScHifliF7-1dSLE CTHMAGIADH 5.
HL U1 snRNPHUED B & 7 295 81%, SSc, MCTD, SLET& 4. sn;small nuclear

2. sScozfE R

ZWHIHEC O MG S LIS TH Y, HALAMCP % 7213 FHH & 0 b Gz eig
SSclHIFIFMEE (T AN, BRRMOBHINAY), RO A% 5IE3hDERITELS &b
HTHET 5. & &I12E, ML S WRIERT, WA DSScIZL D089 H
HHET H72012, FE AR (EICHBEEE) 252 F LWE0d 5.

@ R HE
LIT oJE#EIX, SSc DIRRZ M OLAGMA TR, Y BB B THEEF O A %
MRS 2 720 O HIEETH 5. HADIRSZEE (1992) TI&, A H Z BT LR LB AE
K, &4 otRis, SRR, TR, SEEE ), B X TR R 1m0
Tz, ERSEHEICHE Ui b S e,

EEEERIE - PRREAE 2003 (E97AWF7E0E 2007 ERGARRTRET 2 5 UE)
KEE FIEIEEUZER D EEE L
1 FEFIFEUICIREY 3 KBEL
2 FEXNHROMBLUEER, FIEFEOEE
3 ERIBHERERDHRMEE
4 FibRAYAS—E 1 (Scl-70) HilFFrzEHtE Y hOXT7HiE

@AEE, FRRINEBEI1BXIV2~4D1IEBBU LGN, £HMETAESZEITS

7272 L, localized scleroderma % Br449 % (BRI EEELE & RS LTV %73, limited SSc
OFGE, BRRRBREE &% 5 b LT, KFETldlocalized = Rk & FE5).

KE) 7~ FHEOFARHENEREE E 7 (Arthritis Rheum 1980, 23:581) T, HH4(HC
k) #& %9, oBEHIZFLTH 5.

WERIDEZA

SSc UISVDF % SSc &GRS B TREMEE, (& A LRV, HiBPUR D Ao,

L LAREHLE KL PZ L WSS ZNEIEL L BT 52 LICHEET 2, ThbEH
DAL G thig & At B a AAUSIWEE T2 v, AEEENE T I REOMREETH A bR
B0, FEFETERE NG 5 + BB D X O ZIER TIER ST REZA 9 0%, WEOEMEr 5
M CE5THA).

IEFEDEREZIE (scleroderma) 1%, FREIRGETHI & A% GVHD (graft versus host disease)
DIED, ALFWR CTHFE S N7z SSchRRRE, BARNE - RHHER B RIS &T75,
ENHEMIEAISSc L R B,

(RIS REDHD) RS I =




W SSc IS DILEDERZEE (scleroderma)

1EEELA D 2 B O (FERK 1972, 14:99) ;RIS X o THINT 5.

PREPH (Raynaud Biga ), T RUBERRGGEE, RERAECMES GVHD @A HUMRIZB & %
AL FUBUER, MAEWRZED ). WEMRETHRE Shb), 734 F—3 2 Gk 5
BEDLELERSZR), KimlkdE, #HIbY =)VE/ <— - pentazocine * bleomycin {2 X %
SScHAEIK (Raynaud 3R, BhisiEiED V), Werner iEfEHRE.

FRRE(LA 2V B D s Raynaud Big b %, SSc DERIN LI L S TH 5.
JartEsg iz dE (localized scleroderma) ; #uIk (linear), BEIK - OVF A (morphea) 233 5.
OF AMEE VAT (generalized morphea) & SSc D EAHIZ A 2 BIEHI TR OAWEZ = &
EdH s EVbD, BARIRESED S, Wi, B, MisHbE & v 9 819 SSc
& Hese L7e/NE 11758 % (J Rheumatol 1994, 21:1955) 2%, & b THSMOZERT, W
ERIDEBE AL DPEBTH 5.

PEROR PR L (diabetic scleroderma) ; & 71 Y EEHE #1E 9 collagen B TR
BEAMEIE L7z JRTNE, SScliBla7s, B, LWE, BIComd 2 BEREICL 5L <,
HERIFEZ D 2.5% 1A HNE LOEFDLH 5).

IFRRERPERG IS (eosinophilic fasciitis, SchulmanJEBEEE) ; B OMEMFE, TIFEE, =
DIy, WiEARHY 9 BT Lid, SSc&IET 5205 SVEFE, KIS, FRbkE FEICEL
1372\, Raynaud 35 3 22w,

IR ERBS IS R e % (eosinophilia myalgia syndrome) ; L-tryptophan £k 5L 5l
RAT—IRBEE L 72,

Bl SSc & HBOAEIAZ R 9 Rk

1) Raynaud & H3% % & D

o - IRENEEY, BIRIE(L, Buerger s, cryoglobulin Ifiifie, REFHREMERE, MR —MeE:
IZMCTD, bFWE. —REHEAD3-15%I2d Ab.

Raynaud IR AR 2 7R3 5 DI, PUSHURR M,  NEBEBMIMA S,  MIFEE,
FROQHHIN, Bl H L EE L vbils.

2) IEREREANME 2% + Raynaud HE 2 H 5 H D

M Th DY, WL FEEIRE, FHT%.

3) FoLARMEE

—E8D SSc WY, MCTD, myxedemallsAbitb.

4) $REE ORH

SSc OMUFOFT D, HimeWERE L TOWLL = VE ) v —FHETHIBE 2T L5
NTW5. BIEZEICT 5.

3. SSc DIREESH & S ML (st L, s, MSIEE, MEERE, BEES,
ZDfthDRRE)

UT Wz, BIOREPIIALNS.

W 527E L RAEh

@ R iEtE( Lk
FREEL, BRI ORI <, WFRN 72X RIS 5 (Mastilfa s S &
% histamine (2 & % &£ Z 2 HN5). W, JREOOSIXYIESES . FROMEYS 254,
MCTD LT TH 5. FHEMAH, FHAICH 2L bdH b BboMEITHER, BHIC
Lo THIYREL DA, FRE2-3FETE—ZIEL, B HRICIRILICH ) A 5.
WRALD H NI & IEBHCT, FAE S RMICIAIA > TEEEL, TROBL721135%5 2 &8
S, EERPILOHM TR ).
FRETLORE R, MEDIETOEA LT CER2 SREMLE T, 02531223 71EL
T, HBAAEICELEET A (modified Rodnan total skin thickness score). [H—R#E A FLERT
WEHBES L WE AL INTE Y, BRIREDOHEE LTHRO LN TV S (MR W
HVAHTRENTHE R L TWRW), HEBHRICBWT, TR, BHEE2O 50
BENTEIITEEDE) DT, —RLTHETE .
% 0%y, RHOZ T4 FIHHET, 2 MIAETHORVEKRBTINDWEHET 5725,
WELZWZEbDHb.

@ RaynaudiR% (37 H)

BRECRETIX, 3T —F VBRI X 2 BIREEIE D720 WIEASRAET 5 Z & B IRIMAB X RF
WEHIZ R > T, LI/ R o thromboxane A, serotonin, BEE N R R D
endothelin 1 (38772 MAENGHEWHE) b5 T5LEZONTWE. ORI, MBIk
fiE i+ /PAH, EZRESEL@EEEZ O EMEZIN TS, Raynaud IR SH] & 7% &
XICHAKBRETRETHRV, Y= 774 —1F, EERAROHPHZERL, BFICL
WER R HET DI TOA, EMERHEE L L) L BT (RO, B
ZET 5 X TORHIRER 2 &) IFEITHMETH 5.

O EE(LLIS D SSc KZEFR
* P~ DU OMER - BEVEPHE, ALBE @3RI - B2k (poikiloderma).
s JIVE A OBHIMLAE DOPE - #E4T - 3@ 0 ERFETH L. FHPERIZZR Y, BRI 5
ZLbdhib.
* FEROMAMHEIR & EHEROM L BILO720 L vibih, # 10 %9 Raynaud 1% b B 5-
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