BREFBMHEMARMSE @HEERERRFAER)
| SEAERGE

BRER D8 & Wy B R E M2 2L 7= 2 B

SHAREE E BE
BhE HEBET
whE EE
mhE  BH R

EE

AT BRFIREE G Rl B B
HHBRFEEREER A HEER
BT BRI AR R 0%

A BRFIEZ IS B 5 B 5%

BB D530 7 O TR O AT HEBTE F WS & RBUREEDOBINIMA L 2 Fl4RERL

7o EBI 1L 32 5%, M. 4 FET, EHETATRML, KV CESERES MM L A,

CEREFHBL 2.

(] tRF I 42 BH AR

P2 13 36 %, it 3 FHLOLEBMOMY LEBOBEIIEE D, *

FHPORBOMM S MR LAz, 20/ SHEMICEMELADH D, FRITE - BLEHO MBS
BT, BREBRMEOLN, FE &R ERRREFR0 b0, ETHERN MEHE LR
RYEREAE L, £ OMREBPHERRICHBATE (2. MERTE—OREF LRI 2
EHTE, TORPBEEZ L L TTRRICEL 2R LEA L.

A. BL®IC

REH AR, EROBBMSESEL
TYEBETHEHEBTH L. HEWIOVTHR
HHH, HAREHEAE (morphea), HEEIBIE
SERZAE (generalized morphea), #{K% % iE

(linear scleroderma) @ 3 BliZ K& {4t
HZHENPAShTYE, Zod b, Hikik
BAECI, WMRHEBICELL EEELEIE
HMHEERE L 25 2 L%, RTEEE, WY
B, WEIZHEGELTBROEEXET 00
T, ¥riZ 218 KB fE (linear scleroderma en
coup de sabre) &\:7), BAEIZH IR 0E
ITENDH L.

—%, EITHEEHHUERE (progressive
facial hemiatrophy) (g, P}Eﬁ*ﬁud)ﬂém ,
AR, L 2RI RSEITHEEREY S

HLvH, BRMEELE, REMFENRE,
MBENRELE® LITLEEH T Lot
HOohTWwE, KELEDDTHICABOE
H%42 L, double facial hemiatrophy & X
hRTw52,

Sl 21z, REIZHELME) RIROEH
HELRE L MUNHETEEEREEL: 2
BlzMEd oL &bz, MEMMEKIE L EST
HHEEAERE L O II oW TER TR
~5,

B. #E#]

fEB 1

BE 32, i

Ef AT OMRY, HESOMHE.

BEFERE © 23 W8 H#ER, 26 TE5Tk.
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HIREE 1998 S H O HHEOER/HILET D,
KOTEBHPEGHL, MM EiE
SEEICRENHIRL . BENFHr A
L, 200249 A 19 H4IRERINE 2232
7. BERZEOMEHM TR~
AR

MR | BREEEIZIRE L /- FB Ll
EREAMBRECERICED 24, EBICIEE
fEB L UEHBILCEMBOEL Lo/
(B 1), /-, RSEHERA STHTHERZ, { DEFE
Miimd BAOBHERMSH Y, AWM
DHHTEATHETH -7, BEHIZHEY
BRILELED, LROHLERBERE TR
MEEAR s (X2).
REBAMERNPTER 5> 5 O E AR T,
RECEIL2 L, AETEOBEGEDHL
E—EITH T bR @7 (M3). EROLE
WA LOEMAERT, HETEOBESRHED
EB LU, ETORM/NESBREMRRECE
BLRELOEFAONRL., ERTE»S
ETOFRLERBBECE®E L2 Y 1 REME
DREMBERSH 72 (K 4).

BRER AR A | RAEM L RE 22T,
TEHeEE, BHGE, TAHFF—¥, 735 —¥,
YNR—EHIEEHFETHo 72, REMFFH
BAERRE QT VICREL L, TERE
B XU, §lss'DNA HitE, L ds-DNA fifd i
BtETho72. FED IDCT T, WEITHHE
B OEREH AR B L, BHE MRI Cri{UBE g o
EWmLETEBROBRIFED LN, HE
ElIRH o,

DB LU LA OBRES & OISR
RA6, JEE 2 MIREE, Hot mHtEo
EITHEHER HBRE LB L. BEOR
HHY, EROBENI LT, BRAKT
ERNFHREZRBITLL, BEZ>0TR 7L

F=vuar 30mg/day PERZBMEL, ¥+ B
TEEEL:. T Voo riEkiisshs
Ty,

FEG 2

BE 36, L.

£ EERORE, FERORE.

BEALEE ( JEid &z &L,

IRHHEE 1 2000 FEE» SEBEATRML, 4
ZHEAT L. BRI STREROREA ML
7o, HHEEB O MM L7720, 200346 A
5 ARBMEMIOVLTUERENBILY S
L7, BERLZ EOBEBNTHE~BIME
i,

DZRHE  FEOLEETICEROBMS D,
REONERIZIE, ERERONNCAEEE
BIZFATLRROEHEEERRILEFo T
5. AHEOTEMIOBEEOMRUM I S
ta (B5). RITEED S FBEFHUC dl v il
PR CHFROBEEALGNRD. 1ZIZEEN
WHEOSHERL, RABERCEGHES
DhMoTD, REMIIKROS 2 E8HE
BETH-7 (Hs).
REHEFORR | BESOMKOERGER
wHhLERLL., BRICILEREYOBED
RAEMIRL RS & B IR OB RS HE O BAL,
BESALNS (7). /-, AHOHEL
PODOERGTIR, AENEEABS LUERT
Belbio ) v R EEOREMBEREALD Y,
BIFRMREONE, HAEL RS N2 (X8).
EERRRART R RS Mg, Fiehk, SiRaE,
TWEZF—H, TIT—EIIR ELRL, U
—HiE 6 UL R REMBTH - 70, RIEFM
HFBRE T IgG, IgM BEERETH -
7275, 1gA 85 mg/dé L BEKT 2807, 1
¥R 40 1% (speckled pattern) & §5E5 1,
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{7l ss-DNA Hifk, 11 ds"DNA KL TS |

o7z, BE® CT T, EMEORE FHEH#D
i Y AN (A

BB & U | LLEOBEE % & NCRERT
Rrs, WML KIRERE, BEE WD
HEATHEB I W ERE L Bl L7, BEEHo
GUIAEITR TH o oo, BEOEEHF
WIEHWITLADo/., FLFovay
25mg/day MIRIZ & D SEHOBE, $HOEH
EHFYAEIIHD, WETV F= o Ui
FTHb.

C. %

E B 2 PUIBHER IC I E £ 1 5 IR0 ELH
BieEmE, MUMETEERERTEL .
B 1 EER2OF EDERIIRT. EHE
bz VBRICSHF T 2HEBORESFEIE,
REMRETBREREOT L BERE4ho
RIEMBEENEAONL Z L LIREMEME
fEELEZ . HEORMEBIZOWTD, K
MR CIREMOBLIZ R W ABETH o 72D,
ARG I TREREDEREZIRO LN
7. MEFMREEIEMTH L, HEAHEZ
THREECEILEAL, ESOEERME
REL VO LEFRRFRWI ERUEEOSR
75 DLE & L7-iREML) 7~ F—F
AT, AT RREEE, ST
EOMATHARIE A WERIE BT L. £/,
th X1 BRI 2 HE/E (Barraquer-Simons
fEMREE) 7 & O HIBEIHERE b 5.8, B
Rig, REMBEISTENTH .

FET IR T A ZEHEAE (X Parry (1825),
Romberg (1848) (2 & » TEMIZEER I N/
BREAHOERTH L. TOHROMEIILY,
HERRE, RERFOMSE, MWMERELEF—
OBFRENFERE LTHNEN TV, )

BlIRSREEAE, HEARGE L AE & E OIRB M iE
AT BEPIOBE TS TH SR (R, &
FILRBFMAFFHRE LS. 20700,
TR BTE B 2 RIS M fE D — R T
HDHEFEINTWDE, HRFITHEENE
WHERE B L TR OREI & b I2/WPRHLER
BBV T, BRHHEOEN - Wk LM
BEBEFAGRL., JOILhLMERELD
MELITHT 5.

LA LA S, ST A B ZEHE L B
BHREEL BNTRELNOKB LRI 25
HBibho, Thbb, BREEMEELEEO
AL ERTH Y, MEHKE TOBFERE
DEY, EMB L UETOREMBREL
Bets. —F, E£ITHEEFNEHSETIE
EMOEL, EThRBOBRYHALND
DD, EREESCEBREEOER L Vo P
AiRAnELTVWS, SOMEICRY &,

R, ETHEERAUEREL ShTWLD

123, REMEMEEOERSE L THEERL
ELTVwH LD EHREOBEES S 12517
HNBIEIIRA, ERIIGETERD R f
EREAE & BE O MRS M E & BE &R
ZTERLIELIFEBTH L, EBREOE
fLx b VM OGS, REREL 727
DEICETEFELTLHREMEEED S
Lbdan, I, ETOREFEROATH
S THRIEHEEN 72T OREKBREA TV D
Db Lz,

HEATPEBR T M SRAE (S R R R
BEOSWNE VD, EEHESAORIC L
AHMEFD L LS TH S, BBOBEE, &
VA LB, BOERE, KBPRIXEZE
EERTHDH, F7z, RERAEEIC D F%
LEBHES B VIdEERT RO s Ty
5, LarL, BREMHAER RENFEEHR
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HEOEHLMBERORFOAREFEI LD
BB, LIH T, TR BB MRIE L,
RIB 5 R AE DFR T ER PR RO RE 125k
RLEDOLYE, W(2hDEL-7/ENT
ECHZALBEHREREE —DOEHEEL LTR
ATWVDHAREHOEETE 2V,

BRGSO TIHRETREZ LRSI
ABEICmRAEIicAChAEZECHEL. b
NONDRENZARY ClE, RO
DET BT i FI Z R, 1983 EICH S AT
BELE—FOATHo10 EbOTHE
DT, MR OEER L ETHREEH S
MEOCHHE LT HH L) MLEERORD
kA5, BBRHICLBWTIE, HEASETE
FHREOEN L v 2R EREE & [
FRAA OGN0, RBMHEEE ETRD
M L/ bERLI LD TEBIH LA
F 7, MRREEIC oW T H Rl
£<{, ABRFOETOKEERD L 5 1o HRH
AT A LIRB L.

HEHA T, HHOBELH Blaschko's
line DEFTIZ—HLTWEEEL LN,
Blaschko's line {&, MAIZBITLIERIZS
et aMifan s v — HMIC L > THET S
EEZLRTWA, oz ki, BETO

/30N

£ EFL1EEM2OTED

WA 7 PRIREREOREREIZES LT
WATEEMAFHAI LR RIEL TV,

D. XCER

1. Tuffanelli DL et al : Arch Dermatol.
1961;84:359-71.

wl BEEMEEES 197418:1105-1112.
B LM B AN 1977:35:670-571
BFHE R MBREL 1997:51:444-447
AE oA MEE 1996;50:1093-1096
HR AR 1997:61:121-123
Gambichler T et al : BMC Dermatol.
2001;1:9

et A Al

8. Orozco-Covarrubias L et al : d Eur Acad
Dermatol Venereol. 2002;16:361-366

9. Lehman T. J. A @ J Rheumatol.
1992;19:844-845

10. B fPF MUREAE 1983;18:510-512
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SRR
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LT, BBICRH, HIRT 2D, BEifLH o7 F XRICTERBOBARZEEATE . (LRI
REBHTL. BEEOT 7 Fvr, ki HNESHERITLZ, REENEESN LY 7V yREE
Rt L7z, INBHSRREAE O FH RIS AU RISV 2 B 505 1, [GEASEN D L B OMEEEATK
AEb B 7z, SR - RIBIGRIAY ChH D, (LRI DRIE. DU, BRCOVTRL

720

AL ®IC
NRMARSED TR BIGETH S
EPHMbN TV, - MEREDTMbUTS
OB LG BET 22 L bH b,
ERIECE D £ TFHREEGTAI L LD
0, RIS FE DI Moo B
KEAEHEIZ & 5@ 2B RTH B &
HEHKT 5T TL Bvy,

LR RSN 22 S RIS | 2 R S e T 1) |

HEIIEENAROZETH LA, BRI
YATE Z o /BRI b R 22 o R AT
BEMEN S O, SREEYDETIRIZIZZFOR

B - DU & AP D E B L TB BN S B
4 B4 SRt - 7o IR L
IR E -7 1 FIE BB L 7o, BT
DXRMERE & b IIHET 5,
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BUREE 20 FFRTL A/ —HRHHWAL, KH
B O bR A 2 45 —H- 1 HikBE,
diffuse type OFLFEMHEE & BT Sz, Il
PRMEFE, MR HEAE AL TBh, D-R=
VI IYRUATOL FPREERGL, BiLid
Tl oy 10ng FIRRICTHF S hTv /s,

1 # ARNZA+E PIP BEFERANI NG A0
NEEMHBL, R4 IELA, 2 ElE
D IFER & DA R, HRAHH L, BREN
WaEfE) Lo oRERENESL, A
BRI TS B 2 kil o7z,

Bl # (®1) £HeP I PREETEENCY
INERERRARDEILA 2 HPTEEL. VT
A lem BRERA LT &0 BEERIEL T
VB EER b BED L IRBOTHRYS
ol FBEREEATL, HERAORK - B
R, REREE O BEOFFBEN D o7,
FIERI S BAE AT T, MhEhaYi 2L B
n. BEMIZEE - HRSED T LIIATRRT
R A

T/, HIGE, FRICRSENELEUCEA
HoERLEVH Y, FiEing, FRoE
AME, T BN 3, FEOER A SRR A2 &
172, Raynaud BSAH 0, FE, gmizidk
N ROBAERAROEHME RO LD S,
T ARERERER, H/VEERE o T,

BAETR  (R 1) BMEkASEE EH. it
{3 46myhr L FTHEL TV72At, CR Pidkats?
572q
Fi# hitk i homogenous, speckied, nucleolar
pattern320 fftE. FLFFA VA5 —H— T4
FEtE, B2 HERORED HOME
BRETIRET FIRREI R S,

#HEIR EEETE (F2-a) . RGP
I PRI %t L WK R ERR D S fE 18D

h. FEEEOMEZBUIHEEL TV 5, FIEHET
(B 2-b) BEEREBOBIMEE & b, BEET
DER. BEET 2 FORNEN AL NE,

ERBLIUSER LLEXh, HiEP 1P
ORI R T L7 ARRREL 0 /3=
RAL/RY I T (A= ®) | g/day
DREEEHEL MG L. 4 B 9 BYIBETEE, B,
F7) K2 e ffT L. P 1 PRIETARNC 2
CmADEN B EMEABLLI LA, &
EhOEE TR TICICBIEShTEY,
PAERFEPNC AT RPAZEASTETE L7 RIS, 1)
FHSEBRE L. 7 BIETERE ORI I T
EEZBAFLIBFHOBREL, 74—tk
HEIMEERTE T, BUIBREIE L7, RIS
REPSLERF 20 & 1R 7 PO IREA R . LIE
ERRE TR L CABHRIE R (R 0 BiFR
REEDOEE L RO b/, 1 » BEED
TAY—%krE L7 BEOBERIZmEL %
ol MR T 5 RBRE. BREED TV,
C. %

LRRME B Al LR A SRR R RO R L K
PHAERT | ER T LIREOZ L TH D, E)
SR, R, L Vo REEE S D
A%, FOMIZBIEHE. RO BRI ORISR AT
<, BLOEBRIEA B 5 Z LA
EORORERAE & R DI E VR D, ZDL
%) 7 BAERE & 0¥ 5 IR T LA RET A % 251
WEZDULEND S,

{LIRMERIER 21 £ DEERE & L ¢, D
T | Rk, R, L DO
SR AT 240, QMRS 5
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MR EOBETHBERISERT S D
D, (OHEAERRYS | SLFUZE U 2 BRI 5
EEAEVRAT S b0 L BEENESFC
LFoTBATHIDIZIOTBZ EATER Y,
VLR BEERZER % LIz X BEREHED b DS
BbHvEshs?,
IAURMEBIE RORRE L LR T Y
REARS Y A%, ILELREE R LDy T
LHRSMRRIR MRSA DR BINL TETW5
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o

LIRS ROREL R 2 (ITRT (R2) o
LIRS 21 T THRIEORIED OREE D . K
W BIETPI I AR A LRIEDSE R $ 5, 2D
HREDR (&, M. JlERc X S
LYRENDEEDNINIC, AEHRERGOR
A BEREOTUELRZ EX B, ZhbHATE
o TR, WEORTHN LR ORAS
SEileho DI, {UBRMERET RO L
U TR G- THIR ORAA £ )+ 5 754
T, MEHEORIIC L 2RERCHHR. 77
VERHLEE R D,

{LIMEREET SeDBHTIC B TIE, BRI
& HRIERE, HIERENEIRLEEL sh
Lo HHMOB A ZH NI IR TH DA
REH L TWAVWHERT OB RE S b 2
EXDHY ., T THITIETE HHERIL S0
~80% & DY, - BEREIO X 3 ICHEE
EH LTV LB EHEEERL L DI ENTE
Bo T1X# WRI, B v FTro574—7LD
BRI S BWTICHETH Y . BTH XA
EICHRECTTRETH ) . AIEE B /-PRdE B I
WATT_EEFEZONL, K IIHUIRIERIE#
THONLXMETH DD , TCMEIIZEL

ZREOLWE, LiIdS (T4 & THIERmA°
AT B, THBBREIOD LS RS
R X #RE(% LTI 2 00 g
LTHbB, FOWRBEM, BRIV LERT,
FRAETEAIZF (pannus) DTERL & BSTEE OREIE %
1 IO Al N [ AN Y W s R A 7o
Do AMIIWETR S EOME I EO LN,
Lo TREBILZ D X AR & IR fe AT
P BT LTV Z EdThh A,
LRI RO IERIL F 38RO S TR
DO R TEZE L. FERO SimgiEsx
FltaT 5o £ L CHIRIERI R @i & THHRT
DERBTELNEN R (RIEFIB AT, HE
I8 & i B USESERRB D 77 ) K2 Y %479,
FERMATHRELY EHGOBENBETH
1RGN, BBEIO L 77 Kook
BB ER AR L 2 b,

{URPERSE A L B ) 2 1A Shuh
RIETOBEE D RN THRBIFL ShDA5 IR
HFAREDRREA BN B BT S8 7 BT OB
BT L, BUESHOEE, EEMEE, Bt
7% LORER AT L RO R B,
BEREIT 4 PARTEASEST L T b BAEtRGED
AT TH o 72 {LIRERSETRIT T
W, REGERCERETH D, TTRNERSICHE
TR EE AT &% C TR B 4wy,
MR BV THEE M DM A
LTV EAHbNT VA, HERIEDKE
EEAMUIRIERIAT 2212 oo 7o) 2 24%E 400 )
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HRBER~DEREF LD LER LGNS, i
75 CHBEAE TIERIETR R DIBEAYE L 2, [F]
HALIETIZBEATHEY 5720, —BRRT
BITEHBAO L D ITURMMERRIERT
ATREMN H 5, UL BBFII LR 2555

DL L. BsE COREIRIkEY
OIS, BEHE & T L S EEHIRROH
LWL Xk LORELITIRETH S,
BlEOMZS, QAR MEAS 785 B S0
BWHSITTREL

5 CHREHENSRLSITELT, Bk D. XX @&k
MBI EN ol OEROBE, F1T 1) FAEM. &L JIMEAEEE FER
LR sl B o s LB 2 A, SR BUAERERE 23
FAEBEODEE - (GBI REIZ L - THL 2) KBk, B ioh— R 20: 202,
AThRIThE R o v E BEE S, 2001
52 ED 2 L LR R ORI ES 3) KEFFE—. 1A & BEFRHRAIR, 31:534,
IR G 2wy, X TOMEIE EORMIEHHLE 2001
TN UREREERICELTRENAH D, & 4) ORISR, B /NERIESHR, 5501181,
FEHSBRA TR MR 2 BE RSB D K& 2000
LREENTRD, ERREOERIZHI->TEF
#1. BERERR
¥
WBC 11.3x10° /1l CK 97 U/
EOS  0.1% sSP-D 90.3 ng/m!
BASO  0.2% KL—6 1840 Y/ml
MONO  6.4% IgA 380 mg/dl
LYM 17.1% IgG 1211 mg/d!
A-LYM  0.0% IeM 219 mg/d!
NEU  76.2% IgE 14 mg/d)
RBC 438x 10" /ul sIL-2R 228 U/ml
Hb 142 g/d ASO 73l WA
Ph 358x%x10* /ul
i/
it ESR 46 mm/hr
™ 7.2 g/dl
Alb 19 g/d! Jiik
CHE 360 /i GLU 109 mg/dl
LDH 202 U/ Hb-Alc 6.8 %
GOT 24 U/
GPT 24 W/ i
¥ GTP 25 10/1 hEnis )
ALP 188 IU/ Homogenaous X 320
T.Bil 0.7 mg/dl Speckled X 320
BUN 12.86 mg/dl Nucleolar X 320
Cre 0.66 mg/dl
UA 6.4 mg/di HUT-RNPHLHE 6.3
AMY 132 1UA FbR s AS—H 154 1858
CRP 03] mg/dl SharvFYFM2bit 9
CHS50 340 U/mi fids--DNAbL K 14.0
c3 130 mg/dl Hiss—DNAHLEE 14.0
c4 20 mg/dl RAT A} <20
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®RRTREOREEOBELICE Tz, EE/
BRHICTIRBMSRKRIE L BH&sh, =5
2~ MAFR. BEEEC 70D AR TSRS
BTV, Abdie & Lick, T 13
FETARARRREKEBNERZ L,
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P2 REBUE

TREZERE, HREBESMME. & T RN
mroEREHOREELEEDL(R 1), A
MEDOREATBIEIL 90 BETEMRIT 130 ETH
o7,

MR R AR AT R

Kigm : B L,

A4k CK 561U/1. ALD 6. 1IU/1, CRP 0. 1mg/dl
R L,

&R HiE ik 1280 f& (homogenous
pattern), H1 1 A8 DNA BLi& 800<AU/ml, Hi
2 A DNA Hifk 27, 1IU/ml, AR LY THifk
0.94 (EEH{HL),

mFRE X 8RB KRE A RRRORES
Eib L BB X CRIBEF SR oRE
BRELELLEBD, ERER 22.3cn,
ERFRE 22.9cn. HHRR 17 len, EHER
£ 18. Tem,

TEREE  BIRERELBHL, L=/
2> 10mg (0. 2ug/keg) /day PNARTEPR 2 BASA L
7. MEFEEER. BCH&m, v—T 7
Z4a—EBEELLT, BRLTWS, HRHA
& 1| EROBRE, LR FIRIRIT 120 B
THFES NI, FiEHEL 160 i, Hu 1 &8
DNA HifKIX 100A0/1 ETETLE(E 2), H
THRESHBEEOCET L2 ON(E 3),
LihL, TEREETSEEEL W2, B
DL A7V =V u itk 32508E
HEe YORBERRBH by,

C. B8

REMBRERFEFHOKLZERTH S,
B TIZAD 100 FASED 27 ANBRT
Zl@EENTWS V', REMBEEDLRM,M
THHRIRERIETNRIZES RORBKART

H3 P, BRIITATHIN, SENREL
o TRETHEFANELBESL TS Y,
REMERML TP < Y LEKETTE A
&, BABMTREICEDLTA THH S,
BRICITRELS A, F. PHESRESORSHE
BB XU, THREESRE, BEREFOK
REECHRBEENEND, A0SR O
Bl o A AMEREER & FEA M Tit
721), Hauser HiXFREIL Blashko #ITin D
EHRBLTWAD Y,

RS B E TR D8RI 23%
ME TEBEICL > TEXHD 0, AR
PEENLZ A TIZBW TR LHEENFHS . 20
THRREBEE, =LA77 OMEIZEY, B 1
A 81 DNA FUiE b BURSRRAE & L~ ILRHEE L
T 4T ONE S DEEESEV P, H 1 RS DNA
Pl LREEn NG, SORREE. LY L@,
IEEMED, BHEMORELEELTND Y,

WEAREICHEAR LD, BEMSCEHES
EIRICEET A BEIAT o4 FRMRMIE--
BIRTH D, MRSIIBEAEHEREND AT 0
A FRBOBEREBE LT, 1)BEENICRE
FRNEM, BEICIALTWD, 2) Bk
FEESTOWIh, HDVITRAICHAER
ENRBEEIND, ) PIRMICKERE IR
END. DFBRELMHEV, 5T 1 A8 DNA Hifk
ABEETT, O 4 S>ORGEEBLTNE
0 R=Yr, TEFVI, $F/EY
Y. ThvFF—F, Txz=bAfr, 2O
ARV A, aveF o, ArbbFE—F,
PUVA 2 X MBBRHNTHILTI28ELHD
M. PEFAORETHD 'Y, FEHRTIT L
FERicBLEXTaf FRRICE Y. HERE
ERR I L. WL L, L
LTHREETRSRIR ., FEFAELDIMNL
ST, RREEFZSIEETCAT A F
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WRR & BREE T _EEF TR M2 EEZ
TV, B MEz B TREDTFETD
PMRBRIREREL, BERLREEEL T3
OB <EMNG, RARK L BRMAT ag
FRRGRANETH D BB,

D. 3C#R

1. Peterson LS, etal: JRheummatol 32: 1960,
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2. Uziel ¥, et al: Sem Arth Rheumatol 23:
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5. Torok E, et al: Clin Exp Dermatol 11: 607,
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6. Falang V, et al: Ann Intern Med 104: 849,
1986
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8. Takehara K, et al. Arthritis Rheum 26:
612, 1983

9. Falanga V, et al. Arch Dermatol 123: 350,
1987

10. YrIR¥NEE, fib : BIREBELK 350 737, 1993
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830, 1995 '

12. Krafchik BR. Adv Exp Med Biol 455: 49,
1999

E. #&¥XK
BATEHARY v FEope
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Sy mg
T 10 ROMof right bom

ANA
— -aTHA

2. #if@3k, ROM (38 7T &,

&1. 92k, THREEARS, A TN
MBTEIERFOEMELEZRD
77

K3, —F5S5T74—, NIRAT AR
% 5d(a) & B 5% ) TrEA B BEE A
BOEEBETLTVD,
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Ehey@HEMAR e (BiEHR S IRmEREE)
SR R E S &

MERENE MR © &6F U /- BB AE O — S Rp1

TEMREE E BE
BhE  ELEA
BhE  RIHOH
WBhE EH %

zE

BB EFE B B HE B R
LHBRFERMHFERE

HHEBRFEEBEHEBIE
B BARFL B E R ERR

MBI 52 RO B FUMEERE. DBOH—FERL HEREL, 42 HAT & D EIREH
FEE L 720 ABEBRICFRME Lo TR AT RIS AT L. BERRIMAR O B, /MR,
HREMOFEED b MR EN/MEAEEER (TTP) BEBIZLZ23DLBHFL, AFOAF
SOVAFHER L IR ERA S b B, /RN HEICEEST. R RAL S
fELIEL L7 BMIRFTRIETIP L 8B T2V DTH Y, WEETORELZ 2 5 L CRELER

t%iﬁ%Lto

A. BFUIDIC

EHMMEE (BLF SSc) DB MR
EREEL L THMEER 2 ) — ¥ (scleroderma
renal crisis i SRC) X & {HIGNTWw 3, SRC
BRMEICE, BLEERLE L H > 2ZR
HEAeT, SHRETEHE. SL -8
MENFETHE, LrL. —FTHIMIEE
b WTFEREAROBTREEFAOHFET S
EHHLPIZINTEY, FHRARENE
(P-ANCA) EICHI TR F L &y—¥
(MPO) PLEkRBED ANCA BEEMET %% &0 L
TREEEZ ONL B, BIMREEN
fE B MRt i MG A R BER (TTP) (2
AHNL MU/ INEEL REOLEL T
H—BHH 10, SE, HelibHETHH

HEFMASND L ko7 TIP BREE S
L. RERIER &l o 2 HREIC DV THE
¥ Bo

'B. fE#l

BES2EOBM (b7 v r#&EF)
KIEE  ZAORDH BT NI, fho
— AN MK TR,

BECEEE | 3048 & W BEIRR/AH 1) IR AL E R
EXHS (BESETB-1). REBEEN,
BUHEE PR 13 E 3 AE L WM OmEIL, F
BOU LA, BEOBEILHE LD, HEIC
T SSc LB W, A 13 4 12 B G- MRt
ROPFREIgH. TR 14 E£HFL D 5B
BUNYSEHL.EFE48 26 BicL#Hx %32
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Lo SOM, L4/ —fERIZEHh o7, F
fRIIELVEMBELERL, RLEEDER,
EAAFOHEL RO, Z OB STl I/,
BUN, 2L 7F = AIIIEHHTH o725, CRP
Bit. ZBKEES S (K1), ARLEBD
LAEG S, £0#%. BUh, RREmRY
WM, MESA3BAREZ -7

ABRBBRAERR (¥£2) : nodified Rodnan
total skin thickness score {2T 41 H ¢ ¥
LWERBLLER LTz, NT b o
Bl, @RALRSEL HBOEROLOFE
Y, BEAMBRFHRL, f/MREOR
LbHot, ABEEICT TIIEREREIH
BHLTEh, R#ITHET LI, g, 3700
7, FENa BETH D, BHERETIIEYE
DEDTHot, VLo IIBETRS-7H
KU L 140 206 160 ETTH Y, EHR
MEDOHRRATCII LA o7, DIC 2EbEL F
7o, RERRIIZ { MPO-ANCA BBt T - 20

BlEo & b X D B AE R i o S 72 T A

B2 ANCA PEEBRTII% (HBEEICEHL
TIPHAEBICE A D ERBK L, L
— LA BHEE RS S NH, LBEEICH
Hldehoi,

WERAEA C SA 27T HE D 1 30 BTl
REB|EBG Lo £/ ACE inhibitor.
Ca-blocker D¥xs, A7Fu4A Fig 7L rF=r
*1H40~60mg. A7 04 FAVAHHE: (5
A 27~29H) £LT1H1000mg =HM%&
4 7-MTleolz, L L, BEERELEST
L6B3IBLYBEMBALL-7, 6 H6H
FRREEADT D, 10U AZRL o/, —
BRM ik 2, FFP Bk b s ko
EQUATAT: 1A% - G- NN - 7 SR DR AR AL 5T i K.
LRAHR SN, EHNRLTH/I TN
AM/AMEROFIIR N, 28M%ICm

SRR & & o 7o, BRBEARMER L MRS
PUIRUE L TET LS/ MEEIZ 2 v T
BB L2l o, B DM D MK
AR ENTVEPEDOERER DI MR
BORLAR LN,
cleaving protease (vWFCPase) 11 129% & {&
fE% R L7, RRTHHESHLET2100 291
v PIVEL LKA F L F - T3 hi, Bk
OHRITBHWHETH ) WEEICLILLDE
HErL7Z. 68 24 BOWRMTH A FAH D
TANAT > FrA3IT7%#ED 26 LA
vy MERSh, SHGHIED
4. 7TH6 HERAFEDHXKIRE N,
HE R

-ERBEARERR AR FHRO
MEDAR 22 5% ZRAEP O EM M (25 F ke AR
BEh, TRIIERT S AMEELC/MEE
WA S N7, BTkt factorVIII 34
BETHN 714 7) ) —FrCRrfIonh
27

B EE R AR RORR TR L,
BEMORRII o7, MRAKMANZIZSE
MEFICR O, MEREEICEL TV 2D
thrombotic microangiopathy icRET AL D
EERLNT, MEMMAOHRAH DA
FAFTOTARNARRILEL D EEZ OGN,
MG 7 4 7)) TSR S, SRR
IMBERDEEEL T,

LB LCERORBIGESR S L IR
BRONL, LRICBEDT7 47 A%
P LR ERED . RELEIET 2 IR
ShAFMBRELE->THEY, MMRMmE
W& AEMEOELE Bbii:,

CTHALE  TE AT DS ORI M % 3
Bz, WM S ARKBEEARB O M ATF
Bl ohi,

von Willbrand Factor
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- IREE  EELED,

- BRI, EIEE . R, DR,
HRTHB I, CRICBEEOELY
Ronl-2. Bk BRCOmMRIZLLE
Bbh2EBERISFEL,
BAARM 2 FERIE, SSc 1AL TP LD
U R IS & ARAEE Bbhi,

C. EX

FEFIIEELZEROBLL L LI, 2%
T T A BRERES L2 Fo-VH
WA SH L TIP BEELTSHEL:
SSc fEFITH B, "TIP R LEHATHI LI
BILCid, IEHMIE SRC & BRI SRC % 5%
KB L7285 Ve, B8 O &I MRRS
ZRWML TV oA, FE - PHEMEER - &
BYAFEELEP 27T EIN TP LSV
LBRTWS, LA L, FOEEICOVWTH
NS BEOHBE*F o TREBEIN TN T
HFEENIIRLIENEDLATEY ., FEH
PREAZRT LD I0U FRIZE - THHERMIC
L THRERELOBRBOMRE B o7, &
BRATEIZ TP LEHTA2LDOTHD, FAER
DEILHBEFAL TBLLENXDL,
AT TP BsRE % 5 L7 SRC 12 B R M 33
BABRYE TS 2 vds, BFIE) SRC & idad
BT 2GR ELZELEBLTED
Rirhid e b i v, ZHSMAMEERAERS
FHEELTEY, PLTOETHmERZS
NT RO EYERIE, DT HREBELNSHI
R E AT <&, &) Ft
IRBLTWS 9,

W, BRE TP BETHOLESD
vWFCPase O FHHJEMXBEBTLTE YR, 20
vWFCPase 12Xt 2 Il BRI FREN AL

TwhIeagEans ™, REFATH
vWFCPase ML 12% & BETF L TH O, HE
Pz oVnTRBEIR TRV, %2
NOHREE TR DM, BEEDBRIZO
WTORFPLETH L LEbN A,

D. X#k
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E. 248K
HATEAERY) 77 F 284 56 DHEE

B
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K. DBEBRERR

WBC 9800 /1 BUN : 21 mg/dl P | 1280 4%
Hb: 9.4 grdl Cre : 0.8 mg/dl Pt Topo-1 $ifhk : 219.7
Plt : 28.7x104 UA 6.8 mg/dl i Jo-1 PLik | it
CRP : 3.0 mg/dl LDH : 357 IU/dI FREH . (2+)
PRI : (—)

#2. AKRBHRERR
WBC © 10200 /p 1 BUN : 51 mg/dl RA K+ © P&
Hb: 9.7 grdl Cre : 1.9 mg/dl PLSmPLIE | 1.1
Plt : 16. 7x104 LDH : 631 IU/I PURNP $L4K 9.0
PT% : 77.4% CK : 328 1U/1 it s bo A THAR D At
APTT% . 76. 0% KL-6 : 1200 U/ml PT ssDNA Lf& @ 4.8 AU/ml
Fibrinogen SP-D : 229 ng/ml HT dsDNA 4% ¢ 3.9 1U/ml
413mg/d!l R :49.1 U/ml PLGAD $T4K £ 0.3 U/ml #if
N brua¥ry o (3:93.5 mg/dl MPO-ANCA : 10 i
Tmg/d] %Ki C4 :19.9 mg/dl B —LAFA M Y
MR ARIMLER REH . (2+) g7 —L AT B

48. 0% PR{E&Em ; (3+) pui RPLE | BeE

14.5 x10%/ e | L= 1 67.34 ng/dl MANT A1) ¥tk
CRP : 3.1 mg/dl Kepp, 370700 8 U/ml LT

v . 216 u g/day
FENa @ 2. 8%
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