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EME L, BEEORTH SIS - HE % mEE
WCELAHETH L. BT LY - WHTOb OD
A LTRRE LCEUEERREL AEEED
quality of life (QOL) Sk & 8% 5.2 4. &5
SREBEHE DEHEE,  FREEO RMGERAA & M 2 Hrak R
MICAET L2 AL, EEMALR il & b
oo CTIREAMTHICHAE LTV, 72, EH, M,
SHR D UFFEIBAL T 5. FRELRIEHHILINIAEL B 2
EVLCD, FREBLTHLZWHLH L. WELR
DHHHE 225605 5. NS RAMED S EERAREDR
Plle 52 b D% R, THIEFMA D BIFLTIE
e, ATHNC TS 5 LTS Td, Tl
RIDSEBLT AB1E %\, T2, B FAIKEKED HIE
LCEFLT 528, BB X OZOA#Y) 72 L
FFICHCRE) X > TEREPSEBICELZ LB L
ELISHBR X NG, 203, SRR EICHOE
5 - M RAEE/ G752 dHY, LY VIFE
PREBREOGEEICOREITRETH L. —hH, &8
VERREZSE DB WL Z 72 S 2w (B2, Pk
ba X THAESBETLA ) —BRIZET 575 8k
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B EWEROLE B, .
AEBAROER R 2D -2

OBALIZKR B THES - AR T5ZL13H 5
DT, BFLOBWEEICE SbNE I &% LT
RETH5.

G By VERR R AE O TEBHAERITIE, NN - SRR 72 T8
ILRFZ I BR& 2 H35, Rz 00T, Rt
YRR E R WA VA AGhE TV Z E
MLETH 5. SEHERICBW T, RATo@EH %
T — FX 7 EONFHIGBHRITES 2 S 51K
SEDLGEDVHY, THBIEERSLETHL. FHERIC
BOHIZ0 UCIRBEYIR 2479 &, Bimd 5EfiIic S 5
WCHERT AR LIF LIRS NG, RIFN 2 iH
LS EAVELHNFINRBEZIMZ 2N &L, 4
SRR IE DS - BHHOWFICB W T E DO TEHE
HHETH Y, BIH D - BB (autoamputation)
EREOHDBL LA LS.

A E YL, BRI LT T DS
IRENTWEDDRD LW, TNIEZEOIFEAIIHH
THVWEW) ZEEBERTZDDOTIERV. HEOHE
HaeMArBbEIGHEGICENTHL I L1, FEDH
L OREBRENLEZLTHA. HHEEDHETH D,
TRREIZIE Ul 2V % IS 2 LD, 7
U2%75Y Y ElGHKRER NI 72V VI
LRI HwLNRTV S,

EH BT, REHCTHAZEIEELRKNTTHAS.
FEBIC & - Tid, Abkamben & ABS#EIc L Ca#IC

YETHGEL DD, T, REEEOEROa Y b
OU— Vb HEETHS.

VD% 2 FIZHDWTEFWMMBEIEICE D7) K
EEGEIHT 27T XA (K1) 2/E%L, @
ZCQLl, 2 &1, 21ZiEH L 7.

2.2 SLE([CEBEOSHEEES

SLE 32 ¥ aEExEL, LEUHA -EEEZE
T5Z DDA, SLE OREMREZ I, AFICE
JRBWEEICETND LD L L CBIBAIE GEERAL
B, Ffk= ) 7~ b =7, DIENES, Stimm
JEDS, HENLWVEBLE LT, dERZ) T b—F
A, BERETY T M—T A, FEHEIERE ST ik
JE, AEAEITY 5= b=, lupus tumidus 7 &%
H5b. —KMIZ, SLE DRZHMICKH LT, AT7aA4
FREIHIZE D &S HT G PRI R B 2 L3Pk
, FNENOREBIHR U THHEBEN TR E R D,
vraxiruoadx D HNRPMTOWLEELH L. B
AMICIRIEME =) 7~ b =7 21, RICHHE - Rl %
KT A ENHLD, B0 AT04 Nl
DEFTGHPVE R D, F72, SLEICA LN LI
IR AR OHIZ, ARG MAE B EE - JEBREE EE
JERERA D D, BGRB8 %
A3, B CIREDUREBRE - MR X 295 L D
DT, FEIEAERCRE % % MR S B R - C
%, AWMIMAERECMWERREE N LTI, iR
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EHHTYTFIF—TRIZHES

ST TIF—TAICHSIEN RS ETE

ORER;ES k- REETTESLE
fRIR 3.9) ¥
! B RS 4
RS BAE RMEORM | gwan-12
TESAE - RS OBRS FEEEORE
ATOMFRFRES T 4 P = — -
- . ) BRI E fEIREED k=3 FEMETUTIF—TA KEETYT
ATOMF£RES B . s LJ (RERnEE2) b—T A
o Al
fRI% 3.4) g3
" r k. A 4
etk RFOAF RFO4AK
Ee&H SN ErFO®o00%
Es5&81 Diamino-Diphenyl-Sulfone
y A
wiins | | oweas |
EB#GE. SRE. FLy i H BRAEXED
wE SRR ST
(FERHE- FRAMREHAFS1
ER)

LY EA VBB L TIRG LT 2
W27 5. PUY) ¥ PREBUAERERE R A 42 A5 & 212 2%
W, ZNENITH L TORBEPLEICR > TL 5.
FACOWTIXZENENOT AR b N H AR E R4
OO A FF4 Vv EBRWIZE720. 20,
TREIHIRREICH 5 2 L AL Vi, Flie OREYYEIC
IAWBEELLZELLIZILIEH Y, HHRTY 7
X =T A LICA SN L HETEES IR L D A U7
HHEOSED H 5.

DLED# 2 FIZHDWTSLEIC & b %) g5
b NMIOENER ST 27 vT) X6 (K2) %
ERC L, FFEAl % R 3 1CRLIR L 72
2.3 KEHRICEOESHEES

M RIIEHEEEEZRL, LEIULAREKE
EEEELLZ DD, EEHRICLIELISHEET
BB E LT, Iy burig (FHRESYHO L
%), Ty b s (FHREERUKEETRO [
LR ALBE), A A =v 7 2N F (B TOT : #HE5
ORM, 7~ - PEEEMO MBI, N+ bo—
7% (LRI OISR BE), BRI ALIE R 7R AE,
scratch dermatitis (& H¥T HARALEE) L IE JH 2
#, JNPRALBE, N LBz MRS, KRS, HIKEA,

KiZ EDd 5D, BEHRIIBITDEEERELVS A
DEHE LTI, MEOHEICL D %o 723RBERHEE
Tl b o MRS, L\ scratch  dermatitis
2D o 7 ZIRMICAE LR EEESL TS A,
B IE KA, PRIiR& R &4 TH Y, FHEIIST
TGP RYTH 5.

PARR 9 TIE, RERREO W% HEH
HFEESINTBY, WRIGEEOBEIH LIS
T\ %. Pimelanoma differentiation-associated gene
5 (JT MDA5) HufkAstrits S5 B 1%, B2 e
ARSI TH S 2> 2 FiiE IR % R < TR AR P9 08 A9 9 12 B2
J& 7 % (clinically amyopathic dermatomyositis :
CADM) %L, ZtEfr I EIEmiRE 2 BRIz e
bh) I eMBENTV D, FFERTIE, RBECH
e b d ot 2 T2 LD b —T,
PL transcription intermediary factor-1y (TIF-1y) Pifk
AR S A 2 B2 8 5 9% C I i 3RS PR T I & A5 B
THIEPMONT WA, BFERTIE, LHiPHTF
LWREZE D) 2 eEHMTHY, LiIFLIE
scratch dermatitis R K, U'H A - HEWEE LK T
% T PRLER I 123 FEBE LR SR PR L3 W 2 2T
failz &b %) TEWRHTHL. TDXHIT, K
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M3 KHESHKRICEEEIEEESRDREILVIU XA
BRI ESRE - R TEGSEE
fRE% 4.2)
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MEmENEE | B3
BEEX-P
M EEEDHEE P4 IR AR TS
B 4.3) B TR R 2 %% mEDHE
253 4.4)
DITF) — ok Z2FAAK
RO ILFTEL é;;%% %&%ﬂ%
CQ2 | ERTHRIAR—F 5L R
S AR

JE i 2 DT & BT ABRIE, BB OTIRR 5,
ZOMDBzEH SIS, AHELTYE R RV B
T AR 7 & e B U0 & o SRR - BRI 5
CEDVRYITH L. 7o, HEEEOREKIC X - T,
VLM ROFEE L —~HT 52D TIE RN &
FRUEICEX, HBEREEGWEE ST TERIN
AR

PDLEDFE Z IS CTRIEMRITE b %9 K
BT 70T XA (M3) 2L, 7l 2 CQ2
CIRH A TR L 7.

2.4 MERICEBETIEEES

BB 5 M5ERIE, UIE LSRR E S O BN
BIRHE 5. MAERIE, HEHIRIE TA SN 5
PEIMAE S % B2 2 K & L7 BT, 1994 fE1C58 %
S 17z Chapel Hill 5738 (GE#F: “CHCC 1994") 732012
fEICHET SNz GEFR “CHCC 201277, #2). CHCC
2012 1%, Mm% %ZHEOME DK E EH 5 KIME, &
M5, /MED 3 H 73T =535 —KT, E¥h%
ME 2 RTIMER, HaaomE %, SHEICH
MLz, WEPHHLTWRIMER, D497
T —RFZIEML, F7 AT TV TR SN T
Wa.

AN LNV, P BRI B PUA (anti-neutro-
phil cytoplasmic antibody : ANCA) PY:#If% 4D B

%

LM RVERSEIERE, B X OEREROM S 2%

A &S, 70+ ra7y) CiERmE %, KRR
MREVEZERRIBRRINLET 28, DURBRARIL IR Ot 7 58
ThbH. WG LIV EITES FBIIR 55 & 1IR3,
KIMAE L~V IZEATPEEIIR % & S LEIRETH 5.
RIEEEORK E U THEEVOIX, /NMiE L~
HRTIE ANCA BIE M %8 358, IgA ME %, 7
VA7 7Y YIERIE R TH S, S 512, s
LAV 2 DG HiTE 2 FEEIR 58, HE—les 0 M4 ¢
OB I8 FMLERBE PRI 98, KM BIIRJE (R g HUAS B
PELFEBNRINATY) BT HND.

M5 A8 DN 5 B IE TlE, ZBMEEDz0D
BERE AR & 2R BRI s & O TEETH 5.
BRI B 72 o T, 2 AR o FEMl 72 Wi %
L, WEETH I A T OB EAMZ T3 5 & L.
L Lahy s, REEERTIE, @EhREE&A
PERIEMBL DT R D 5 720, B ETDIR
JEAMTTIE, 728 2R R OMBRIEOAFAE L T
WTHHRHEIIZC v, 51T, BMAERIC L > TH
JE K - BAL SR DRSS D B 7, RS
VETHD.

—7J7, M5 D KR REIR I B 8 15 oM, Wk
BE(VANRE) R, BB O & 5 ALBEC KR BED
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BOOLNDLIENL V. O, MERPFEDND
B OB W O 72O\ i AERZAT ) B, LA
5 DAV O K95 % Feom 2GR LTt T L 7205 78k
M SR OMBIR DRI S R TV, F72, @O
AR P CHOBEE A AT E 2 vis
TS, TOWHPITRINEINDE Z DB B, 22T
B2 & o TSR EERAR OTRY) Y YIF ORa) 217

#z= 2 Chapel Hill 5% (2012) [CEFN2EESES
FEDRBREZE LS EDZVMER

I LAY
- BRI RMEN
- FEEER ML R IME NPT REE
(I8 : Churg-Strauss JEf&EY)
- SRMENERNFIEE (B - Wegener BEFEE)
- lgA &R (IH% : Henoch-Schanlein 5£5H%)
- oUF 07U VIMEEHMER
ARHA I SRR E R
hmg LN
- FEETIES FBIARA
RMELANIL
- BRI EDATR A
LELMEZR T MER
- Behget 5%
B—HERDMmERX
- BERMEKER I ER
- BEEENNRA (B BT S BUEENIE 2 FBIIRA)
2EEEB(CEHEUZMER
S )L—TZAMER
S D FHEMER
- H)LOA RIMER
RRDHIBAL T2 MERX
- CERUFFRDAJVABEY UA /07U VIEMMER
- B BUFFR DA )V AEHEIMER
- BEIRERBESHEINER
- B8 ANCA BhEmeEk
Xk 1) KDSIE, —8BE

T EHLEILD.
RIARTA4 T, M, BIE, BHFICE L%
) BFETEIMAE 213 T, B (B3 miskT
DRGSR S . T2z, BT IVTY XL
R4 ITRL, FlE CQ3 LRH 5 ICREHE L7z, Mm%
R X DB OWEHREE 2 B YA, RO
PEEZ VP PO VTN EETH Y, KA
A K74 Y TRINERZRBEROERIZOVWTHFE ML T
WA, BRSO VTR H AR SRS omE & - 1
FEENAS N4 Y EsREINT V.

1) Jennette JC, Falk R], Bacon PA, et al: 2012 revised
International Chapel Hill Consensus Conference Nomen-
clature of Vasculitides, Arthritis Rheum, 2013; 65: 1-11.

2) WIARE, BHER, AREFEZ> 0 L - ERE
TWIA KT A4 22016 LETH, HEz4xEE, 2017 5 127 ¢
299-415.

25 FEEUINYFICEBEOIREES

Bf ) 7~ FI b %) BRSO RIE [ 5
P & TIRMmAE M RSN s, [FEmE %] o
BRI TR S X 5 FRRESF ), THEcE
72 %) WRERHLARR O BE VRIS X 25 ], [ RE OlEdy
P& s e L72AMG S, T 7<= F 1260l
RTWEE] R EICsETE S T, BMEY Y
FIZAHF LR T VEB CTHEEEORK L %2 b0
CHHHMERIE 2 &0 5. LzdioC, MY v~
FRBOREREOZHTIIBELTE, IhOH0ERKR
ERZEN L THBTAZEPEEL L. EHOTF
HTH 2%, HEOENE V) B2 S, T3 (M5
#tE] L TIRMAERME] 2 Lonh LEHNT 2L

4 MERICEDESKEEBDRE7ILTU XL

I 812 &HHD B AS 5

Y

| BIB B HATOAK, REIHE ca3
B ah- F+5
A h 4
[ ERIRTE EAROLE- B,

fRE% 5.1)

SNEBEROEE
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EETH5S.

i) = FIce b ) MEREBHBLT [V~
M PR EFT 505, RETRMOME R (6
HivEZ S EIIR %, TgA M4 98, 2 F8 A5 9V N 3F e,
TFRRERTEZ FEMAE R SFNEIE 2 &5 £ 2) LI L
TRINLMED L XVDIFFICER TH 5 ONHHR
Thb. 2F), V< M FIEFRIZEiRED /NG
WRIZ BT 5 HEFEPE IS 4% & BLRZ OMIERIRIC 351F % i
B IMAE S OME DR 2 AT 5 (AFTIIHEE
MICHIE Z &b %) B 7~ F12xh LT[R
Vo= L)AL, BREICIIRED [
7 M FMER] L) Az Hvs25, EERIZ
EMFZEDT, B v~FI2Ed %) MELOR
Fre LT Ty~ bA FIER] 2HV5).

V< M FERDOBERIERIIZETHY, KT
FETN, WK BE, FZRE{EDE. palpable purpura, I,
KLt e, AL, AR, BEROKBED % i
BIE, HEEEMZ &Iy ak@ﬁﬁ%&bﬁ%
ETORBFHILS 5. E@”'f‘) TR FEHICZ
@&EF&#&Bht Mﬁm@tb&%i
WAMLIAE 72 5. khébfw LIMEDL NN %
E%K@ﬁ#é;k ¥, Y REHREORIRS FHO
HERNZ BB 720, B AR OA MBS TE .

V= b NI RE, BRI R
B, HALEINE, OIRE, SRMEHMRERE, B
fiY) o= FIBT bk A 5 BEIAMEIRD R & 72 2 35
ENHLH. BEHIY T FICY 7= b FILERPEHE
T AL, 07~54% LW SN TWBY, i,
B 7~ F OIEEVEDSTUHE L TV AR, BIEa
HASHEAT L 7B 72 &, Rl R As RIS b 7 B HE ]
CPgREREINE 10~17 4F) a6 h, KL & 9%

ZHAE T B BUEAE <, MIEFIIE) 7~ F W15
fEBIZZ . BERERIZ) 7~ M FIEREE O
75~89% T#H LN, & TR OB FIFMEIR & L
THRIET 57200 7% M FIFEROBR O L %
5B, BEEREEL ROV Y M P
RITFHENE D, 5eb LW R 0§ 58 4
Mz div, R RUGR 2 MK 5 2 L 2D T
HEERD.

—75, TIEMiE 5tk ] OB ORER D% {1F, i
WEBRREE L E 2 SNTWS. MY v~ FREOR
J§CTIRIMAE R WA TYH, MO KRNREFHIRIC
BItR 7R % { DM EVEDTTRD f’ohé LS
THBY, [FHIRERIC L2 TR [HEEiced %9

HRER LR O B2 VRS0 X B s (BRI R4
B L OEROREY) %575 72 EHIEN) I, [HH OHess
PEAR I L L7V 2 EORHE % %.
YULEDZZ FHIHDOWCTHFHY v~ FI2L b %)
JEEBEICT A7 VT XA (M5) 2fEKL, &
% CQ4 LI 6 \ZReR L 72,

ST o

3) Wattiaux MJ, Kahn MF, Thevenet JP, et al: Vascular
involvement in rheumatoid polyarthritis. Retrospective
study of 37 cases of rheumatoid polyarthritis with vas-
cular involvement and review of the literature, Ann
Med Interne (Paris), 1987; 138: 566-587.

4) Salvarani C, Macchioni P, Mantovani W, et al: Extraar-
ticular manifestations of rheumatoid arthritis and HLA
antigens in northern Italy, ] Rheumatol, 1992; 19: 242—
246.

5) Kaye O, Beckers CC, Paquet P, et al: The frequency of
cutaneous vasculitis is not increased in patients with
rheumatoid arthritis treated with methotrexate, J Rheu-
matol, 1996; 23: 253-257.

6) Bartels C, Bell C, Rosenthal A, et al: Decline in rheuma-
toid vasculitis prevalence among US veterans: a retro-
spective cross-sectional study, Arthritis Rheum, 2009;
60: 2553-2557.

7) Scott DGI, Bacon PA, Tribe CR: Systemic rheumatoid
vasculitis: a clinical and laboratory study of 50 cases,
Medicine, 1981; 60: 288-297.

8) Geirsson AJ, Sturfelt G, Truedsson L: Clinical and sero-
logical features of severe vasculitis in rheumatoid
arthritis: prognostic implications, Ann Rheum Dis, 1987,
46: 727-733.

9) Watts RA, Carruthers DM, Symmons DP, et al: The
incidence of rheumatoid vasculitis in the Norwich health
authority, Br J Rheumatol, 1994; 33: 832—-833.

10) Lugmani RA, Watts RA, Scott DG, et al: Treatment of
vasculitis in rheumatoid arthritis, Ann Med Intern,
1994; 145: 566-576.

11) Agarwal A, Misra R, Dabadghao S, et al: Rheumatoid
vasculitis in India: a report of ten patients, ] Assoc Phy-
sicians India, 1995; 43: 500-504.

12) Voskuyl AE, Zwinderman AH, Westedt ML, et al: The
mortality of rheumatoid vasculitis compared with rheu-
matoid arthritis, Arthritis Rheum, 1996; 39: 266-271.

2.6 MU VEERMEHREICEBE S KRERS
mu/wmmwéﬁu B iRIAIE S L < 3AHE
iE & B U728 2P0~ IR ESURRE R RE & 2 S
%.&EhlU&Tﬁﬁh%ﬁ@%mﬁﬁiibét
O, M4 EEEREEL, LIZUIREEEYED R E R
W T %.

PUU Y IREPURREBERE O BIE DO B VIEIR & LT,
Joi - o - Bl - PR O BhEIR M ARRE, EEVESE, I
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FEREIRE UCR WA I3 THETH 5. Frances
591% 200 BloBL) IR BURIE BERE O MRS T, W%
SEIR & UL CORERED 31%, 4fé TR R D
19%IZAHLNTBY, 51D LB IEHIRE B
T, kD 25% 1D SN EWMEL TS, Ak
Cervera 513 1,000 Bl DY ¥ IR HUAE BEHE OB
T, MFIERE L COREIRZDS 29%, 4t TH
FREDTA0% A LN TB Y, MIREZBEAT 24%, FZHAE
FEIZ L DHIBBIL55% RO ON-EHMELTWA. L
o35 T, BMWEDBHFREIRTH 28500 ~ IREHUE
SEMEREDREGNEZ <, HEIRBZ BER B2 1855 % 720 % 85
&, MlEZR O MARED 2 < TH I ¥ IREPURE R
DA OV THBIYITHRET 2 & TH 5.

PuU Y IREDURERREE O 2 O B AEIR & L T3
i, VT, BEHVENREERE S, R, K
T T /=€, LA —dER, T TR, B

WEMHE L EABEE THE SN TWEY. ZoflT
BRI A SN2 48 HIRDEBZILY) ~ YU RE D
ATHRENTRERBE LT, VRFIMAEE RS
T2 FEBNR I, B BINR 2%, B Rg A MR etk i A5 4%
)= M FIAER, 7)) 4 70 7)) visEPEE 4%,
By a7 vIMAEMESRPE, Protein C/S RZIE - KIE
hE, N CRERSVEALDE, MEdEZ BT O NG, R
PERZ R 5SS 2 CHREIREBE DS A bz & LT, Bl
RIGD A TIE FRLREBOENIIREETH 5729, MK
FAE R AHARAT W2 IR 2 AT L 2 i3 7z & .
TTIEIZ &b %) BEEE S % ) 212, B
PUKREETCLEIVAZOHLREZEELCLE
WOSHETHBA, FEMEEORKE L Ciliassils L
TV 0%, MEEPEEGLTWE0%, BEMED
EERKREZHZ D7D ERILEOKAETH
5. REOHLBATH D720, [MELEEY KT L
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13) Frances C, Niang S, Laffitte E, et al: Dermatologic mani-
festations of the antiphospholipid syndrome: two hun-
dred consecutive cases, Arthritis Rheum, 2005; 52
1785-1793.

14) Cervera R, Piette JC, Font ], et al: Antiphospholipid syn-
drome: clinical and immunologic manifestations and pat-
terns of disease expression in a cohort of 1,000 patients,
Arthritis Rheum, 2002; 46: 1019-1027.

15) Gibson GE, Su WP, Pittelkow MR: Antiphospholipid syn-
drome and the skin, ] Am Acad Dermatol, 1997; 36:
970-982.

16) JEAGHBRL e Bl By 4 (HER MR BBORI FE R 3E) B
EYEAE SIS B9 2 ANESE PR IERE - P CIREL
PRFERERE - DFERERTEZ J8 MAF SV PO 3 IR - REEES 56
BRI - Vo~ M A FILEROBHEOTFTH] & 2020, S
LR AL
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