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" 1992 Ri#E
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E3EGERN 22.2
FiEFE 28.7
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#4. pp515, 1988
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1. Nimelstein SH, Brody S, McShane D, Holman HR: Mixed connective tissue disease: a subsequent evaluation of the original 25
patients. Medicine (Baltimore) 1980; 59(4): 239-48.
2. FAARTEINER: IRAVEREAHLRRR T O & P, BINSEE 1996; 85: 1265-8.
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FARR IR ATATJEBE RO MRS AR o B TR 7 AR EEIFZERR S & 1996: 20-23.
4. Burdt MA, Hoffman RW, Deutscher SL, Wang GS, Johnson JC, Sharp GC: Long-term outcome in mixed connective tissue
disease: longitudinal clinical and serologic findings. Arthritis Rheum 1999; 42(5): 899-909.
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SWea—a vy NV U TR L ORI (L) 2, Y UM KT BT HAHERELEZOTEL 21
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2) REMHIEK (HEEB), AWFEAIRA HEIEC) ., B/ u T ) VRERERE (MR C)

MCTD DIRIRIZIE VT, 2D OIEFIEITFICEE RS AT v A4 REPEZ 2R BIC K L THE S
ns, LML, MCTDIRIRICB T2 e T 232 L, HL ETSLE, RA, PM/IDM 72 PlZBIF 5T
VANBE LD, Flo, FAREALOBARHERFRIESCEN T RICE X DB L AR TH Y . ERRET
FMIE & 5 O CTHBRFI SN2 TR B, 1 3ICEREEMFIEE L 2 OERKF % £ & 7=, MCTD
RIRIZBOTYH, BR, BRREEDFEBICKH L TRALN TS, ITE, HL TNFa fUik7e & OEY 1
AN OBRRFENBHICHERL (F1 4), RALREOEBIRFRHLELEDY >oH 5, LirL, MCTDIBEIZE
WTCIEZ OIS IE, ARMETARHATH Y, =¥ 3t 7 MMEE#% SLE B E OB 2588 72 MCTD JiE
BloHERELH D, LizBNo T, R TIEZOMESIIZ DD TEEICRESINDIRETHY, HHICE
LCHOMEREEDNLETH D, RE7 a7 ) o REFFEREIL, R, RS, f/Mgsd e iz
Tk b, EEZRBIERTLEAD 2N E SR THS?3),

3) AT uA FROKER (#iEB)
FEEN BARTE., B, WS EROBEFICHRE SN D Z L%V, MEMEREIK OFEIR & 722 5 nTheft
bHVIEET D,
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MCTD {#IEIZEB VT, RABRDBEIREEZ £ 5 BFRICH L THWLBND Z 0B 5,

BEIR
1) AT uA R BOG - fHHA Ty r [UA—Z fF, EEf 2007 (L~ Vi)
2) Hoes JN, Jacobs JW, Boers M, et al. EULAR evidence-based recommendations on the management of systemic glucocorticoid
therapy in rheumatic diseases. Ann Rheum Dis. 2007;66:1560-7. (L1 VI)
3) Ulmer A, Kotter I, Pfaff A, Fierlbeck G. Efficacy of pulsed intravenous immunoglobulin therapy in mixed connective tissue
disease. J Am Acad Dermatol 2002;46:123-7 (L)L V)

R9. ARATOAFEDRFH

HEHILFa HEaLFa 1HEOE MEEEHKERE £YEMERE

ATAARE . .
3 A1F{EH (mg) HA (BERED) HA (BERE)
B aLFI—IL 1 1 10 1.2 8~12
e RFMEE AR N
aLFYY 0.7 0.7 25 1.2 8~12
Jrrk=voy 4 0.8 1, 5 25 12~36
JLR=VY 4 0.8 5 33 12~36
Hh R R Y s
AFILTLR=VOY 5 0 4 28 12~36
)7L /Ay 5 0 4 3 24~148
IRSAR Y 10 0 2 35 36~54
REMERE FEHr4JY 25 0 0.5 35 36~54
RAAZT Y 25 0 0.5 35 36~54
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N B =7 BT B M R 5 STHE oo ao0m 03 N
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Kh— K] 2R IE5

la+1b+1c 91 (86-96) 92

13



2a

PGB, BEEE, RHRGOLEET, mRER LD
PRIBIRRE, RIBIREIE, ERRE A, EADSISTEIC K- THIE
shb

92 (83-100) 86

IA-TII

2b

BBTEEIME L NEM V3 a v F af R o QB NES) %
BRI-HGRAORESEETH D

74 (59-89) 57

2a+2b

83 (70-97) 85

2T uA FREERBAZRELZL, BWEAZRExIcLTZzD
PR fERRIA T 23l L LIS U TR T ~NE TH S (k|
rlf e BRI, THICETES, Bric B i, AR R,
BRYYE, TEEARHRT, AT nA FRIFIEEDHFH)

92 (87-96) 100

EWM&ZEST 28546, A7 04 FEEBLER/NNRIZTS, KA
EEEPMER WD ERE L T D5E, BICHEZEET S, &5
e N HEH A2 ESNCHERT D

81 (68-94) 86

B, x DREORME T, #5 R - B0, (SIECT
BHEOKE, ME, I, LHE, ISE, R - B IREE
e R

89 (81-97) 93

6a

TV R=yuy Teng /Ll bz 3 r AU ERET 581300
oLl I DR ERETS

95 (91-99) 100

6b

AT uaA FEREHREZNHT2 BN CTERIAEETH S
BRAT F AT 32— MI, BEENEREICE->TU A7 %5
fiL7- ECH545

96 (92-96) 93

IB-II

6a+6b

95 (89-100) 100

AT A FRICHEAT oA RREERE AT 28 AE, 7
o bR THER I YT R b= L 80w 2 BRI
WAER AT 2 RA BT D0, BEE L7 aAR s —
P2 B ERICEE Y 5

91 (84-98) 93

IA-IB

27 aA REZ 1 7r AU ERESN TV EBERFINEZIT 5
B, BIEREE TRT 5 720 BN IS M RIEE B ET 5

91 (84-99) 93

27 a4 R A7 EEHMF THoTHLORT L ELED
57g

87 (78-96) 86

10

INNRBFIZAT a4 MRIEEZIT I A, EMNICHEEZRE L.
REBEDIESIIRERLVELOMFTEZET S

93 (85-100) 93

*1, VAS, visual analogue scale (0-100 mm., O=HE2E L 7L\, 100=#22 5 B)
*x2, 58, ELL 100% 2R3 5L LI-ERMDE|E

£13. FLRENMHFREEOERBF

—pn4, ERA ERRF
LHIRKRRIFIR IVREXHY DNA &RfHE
FTHFAT I ALY TH= DNA &R fEE
JYEY ILT1=> EUIDURBIES
SO7z0—)LBEIIFIL TILETh DNA &R fHE
AL FHY— AL FE—F UITRLYIR EMABIEE
SHORKRY Y A= T MREMECREE
4081 LA g7 T #REMECEE
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F14. V)T FHEREBRICAVL LGNS EYFHIRA

—fE Ema ERAR
A0)F<T LIy —K TNFa
IARILETH I IJLIL ALAMTNFLET 42—
DVE S o) ML CcD20
THE)LTT Eaz5 TNFa
FYRXTT TITLS IL—6
TrEr5 FRLYE IL—1
VEAC A A ATLoL7 CTLA4
TILRJRATT RI)L LT TNFa

W4, BFRPHROAE N

TRIRXT G & T o T i@ IR 2L DERIRIEIR & € Ol A & & = 2 — WRE R IR AL - WA, IR
E5 L HBIT D BR R A 2 & OBEED SRR EHISTRRR 2 HIET 5,

gt I3 28 DERIAIEIR & € Ol & & = # — lREZR R R B AL « WG Ze SIS LT, ATl i
DinkfEH 22T 0 2 &,

RIETEEE LRS- TREZ 24 oA L LT, Jvk Ot CRP (EIN . miFmiAMh (KF), s
n7 Yy (BN, RENH D, KRR, AT v PR IHEEOIGHR TR E P EOIRIE L L
THWHN D, 7ok, L UIRNP FiikffiiZ MCTD OFEGEEMERLEE L & B, TR AIRHIEIZITHW
AR,

g1

GEEDY

=

(H )

HBs5. MCTD 0#%ZEAY LwHFAL A

MCTD I3 1972 4 G. Sharp IZ &> THRE I NBREFO—> T, ZOEEMEIX SLE, SSc. PM/DM DJiE
WA HNTFEBL L 7223 HHT ULIRNP HUEDR E & W) JSE R E 55, H#)iX SSc ORIHIRZ Tldleun i
EWVbT, ZOMNHERDRWVERMS Z o7, LAl 1996 FFICIFEAE (BUEHE) 2K > THET
SNTDWEERRE I, £o, MiEmMEESARREBIZEI LT SHECRERE LTEWEHIEE HD D &
WO IRFO RS . BRETIIMNIRAE E L CRAE I, S HICWZosTWnD, AEET EFRO L 9 12k
BEZE LTIV DD, ZDOJFREIZOWTUIARB R AN L, 72 & ZIIAREBIZRHEIY 72 5T ULIRNP Hiik
DED LD RIFFEMEEZFFOOD, @B % (5 6 2 filid MUERE O ARRRIZ A3 e ERIZRI TR & 1N L0,
Z 2T, MCTD 23R 35 B ORI OW TR~ 5%,

1) MCTD 5B R

TR & L CIEHL UIRNP SR I 55, 2L MCTD O BEERPUA TH v . T E OB WAL %E
THMAHE TH D, ERRFREIT R, MOBEHRTHLEMEL 72D 9%, SLE THH 25% THt ULIRNP #i
RIEBEPE L 725, MCTD & SLE % it 3 % & SLE Tl & EER D7 MFIcENB Db D Y, F7=
UIRNP Z T 52 MABE D —2>Th D UL-7T0K Z 5 L7~ 7 A THRBEMMRORBENFRO HNDH Z &b
. HT UIRNP SR IBEREEIC b > T A 2 E 2 55 2,

BT UIRNP HUAII PR RA CEERCR (Speckled pattern) & L TR &5, £ D7= Speckled pattern
D3E TR 72551350 ULRNP LR Z 56 9 X & Th 5, HT ULRNP HUIEH BEARGE CH T2
IXES CTH DM MCTD Tl oHuE & B HEIC 72 5, HT Sm HLIR(9-10%). T ds-DNA Hifk (28-48%) . $1T SS-A
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Uk (Hi Ro Hiik) . BT SS-B Hilk (Fi Labilk) bBMEICRDBENH D, F-. £ TIEdH 52350 Jo-1 Hiik
LI L 705 2 2N D, FliE TR & BREAN S STV S HINCBaETA b &5 99, H UIRNP
FLIRIZ snRNP (small nuclear ribonucleoprotein) @ 1 ->Cd %5 ULIRNP (Z%}3 % H 9k TH 5, ULIRNP X
UIRNA & 9HDO KR U ~LFF R (70K, A, BB, C. D . E. F, G) ICk vk En sy, ZOHhT70K,
A, C EHEZHT UL-RNP JLAILFRET 5 (X2), FFIZ UL-T0K 1L ULIRNP HLARE A4S O HIH O i 12 S
THI LD, T8 h—7%4 LT ULIRNP EAKRDOMOE LK T HHEEBOFER & 705 2 L AL S
%%, F7bH UIRNP 2N H OIS EAZ fEE ST, o H OHURRHFBR L 720 MCTD ORI L 72 HIE
I L OH CHUIESAEMEZFHE LTV 2 AR RER TN D 9,

(1)FL ULRNP Fifk & BRER & DBSE

Raynaud Bl & YV —t—URRFHENHBLL ., Z O%RZERRBIRR R EIEIR OREIEDRRBO b2 55135
UIRNP HUiEZET 2 MM B 5, MCTD & [RIRIC Z AR iER DMRAE T 5 Overlap JEERE & OERINZ DN T
1T, Overlap JEMERE & W S ALTERI OHL UIRNP FURBVERIZ DT E OMENH D720 0, AR &
FL UIRNP HUA D341 MCTD &9 %, H1 ULIRNP HiikB Mk & OBUE A S TWAERKER S LT
(L L AE ®, MR PERERE S O, Raynaud B15: 035608 B S, HRIC BEEMERAER S 13 SLE 2k LT MCTD
RHEBEE N 35 Th 5 2 &0 b EEHMEBEAIEF THNIE MCTD 2565 & Th b, Lo, BEDE 2
AHLUULIRNP HUED EFRRBIZE D X 5 IZBET 20 W TEH Sz STy,

HL ULRNP Hi{KIEL MCTD DA DRBIFHR THEMEIZ 22 0 | BB MR L OYEEMEICEI LT, T ds-DNA #t
K& SLE @ X 5 2 BfRIEHMEIC I /e - CTevy, Lav L, RHIEEMRIRIE2 e 1 IE R S 12 HT ULRNP JUiA ) fadk
LT 2LVWHRELHH D | IREONEHEICHE 5 ITIXREN B 523, BRI TE 57
R H 5,

(2) $i ULIRNP HifE O BEMIE T8 L OEAICE D 5 RT ORI D

T AU A TIEEMNIER 2EOHEETT U7 AR L OEAIZHT ULRNP FUADRH ST\ %, 51
e LT, WOk Tid HLA-DRA & 0B 2 ATl =4 5125 Y DQB1*0302 & D BIBIRANHE & T
W5 B HURPEAMT & LT HCHUR L OHUR L O FHIRIMEC K 2 RGN E S LT 5 AR R
ENTHY, QUIRNP D 710K FEH L L kA L2 p30%9, £ 7Lz A L2 W0 QCEH L~
N2ZTA LA QUI-TOK, SM-BEHEY A P AT T T A LA LNEB 7 A L2 8L DRI FAH ]
MFRD B, VA NVARFEIIZ KD B OPUREADNRIB STV D,

5 ‘
3CPPP Am UL-RNA

HUl-RNPHLEE

fsmiith | ©/°

30H
El2. U1 RNP O#R RS
UTIRNP [Z. UIRNA &9 DDEBE (70K, A B/B’,CD,E F, G) THERINS,

2) MCTD iZA b BIRHE L IR A
LIRT. JE59% MCTD HECHIRIER 2 %8 L LT MCTD BE OMISHREZRZ L2 1”55 9, kL
LCOHFNTIH AN, FNTHHARBRE HER L L TOREETRLTWA L EDbNADTI ZIZHEM LT,

16



(1) BEREDMEE & BE

32 B OFNEAG T H & AT AR Z 2 FRE DNRICE 1 51TR LT, Bl Z & < ZORRITHBREI & v D
Bk RETHY | @H OBRIKOISKREZTIN D BENTXTIO L D R ZRT O TIERY, KOED
BAEIIRRE OB 0 b b > & RO @A 3 5 E T grade 2 &IEFIDEZFH LI b D TH S,
JFRAEA S - & b EmWMEZ R T, L <AHRTWD KD ITHRZEITV D 2585 T B AR ICm < 72 D,
—J5. 2ALOMERIRRC 3 LD BRI IR EDORREA KR LD LWV R D,

£15. MCTD Hl#EHIIHI+2BOREDIRE

. BEOREED . SEDEED
Gy score SEH{E* G score T {E*
1l 2.59 1 NG 1.11
2 ERR 1.95 12 BA 1.11
3 EBE 1.74 13 EE 1.03
4 FFHE 1.59 14 Mm% 0.89
5 D& 1.50 15 B 0.86
6 &IF 1.48 16 B 0.83
7 KRB 1.48 17 BIRER 0.64
8  PFAE 1.41 18 R 0.63
9  hiRmEE 1.30 19 FERt 0.63
10 Y/ \E 1.21 20 K& 0.54

KREDEE 0 4L 1 BE 2 hEE 3 5%

() ERBIRE

F 2R DR ENIZOWNTIRAR D, T, FFRHERE2S 50%, M8 oD Jifi & i EAE A3 43% & JEFIRIZ %
<. MCTD Tifiim M/ EfENER D EMLE DD E NI FERE —H L TW5D, 2MIIMERRE TH DA, =
NIFREDZEZZH, FEAEDEFICRD N D, MCTD OBE CIIRBERZF 2 D ANL VS, #
RRZIIDN2 0 & OMERR AR D %7~ U, BB 7235 5 X 886 23 i C A ER LS MR AR S 2D 703 B 72\ N O
EHd D, WMOBERETEBEERIZHERSL Z &3 0nn, HTH D EEENE VW, i onZE
i & ZAUTHE S BREL e ER A BN D, RIEMEMREEIZ D20, ZoBERAORKS A PRIz L 5
HONE D DIEHETIIR, 7272, BEIADORNIEZ OREOMAVIEIZEVEE FREELZFF 2D A b/
BRIV DTRWNEBEDbNS, DIgIE—MRICHREEDRICEILTHIN R0, DIAMNESR, D7 &R
FETENS OO 2 ) EHEEICRIE L TV D, RRHOODIMERITSEE S B O AY, BB EE I DI DR S
T 52 L2 RLTWEDOT, B, BHICEILERD D,

(3) & DAl FHE 72 iRARIR A

MCTD 28 W\ Tid, —RICEHREAITRNE W) RN H 5, ARE THRERL— T ZABEROIFRESCTRL
iE(SSc) B D L 9 2/ NERMBIRD & EONBILE 278 L, i siE LAWK 72 ME EFIC X - TN L 7e & o
BEDIERI G H DN —fRENTITEEBIE L & 5 b ONEN D, RISV TIE, JEIITFOBN L 5
NI, TIUTREERER L T DA TIERnWhEEbivs, i A A RIFED XL 257086 5 573,
— AT CTH D, MCTD (X SSc £ DREFENMERM SN TETHEY . HEHRE THIEAMITIL SSe LHHPIL
7oAz oRT, LovL, SScZd b D R EEAb S v IEM . meil, ZEE &Rl 5 okt L, MCTD Tl
N R < 2o THEREM H 5 VITEE L OWIH < S W THREDREHE L T D ORFHETH 5,
(4) 5B OE

AR D X 512 MCTD OH-EICIXERRIER., B OPUR, IR ZE B2 1ICtETe X 5 IR 2= 00 553, ERR
JERITHARIT A2 H D RERB L TS, L, —FDOMEIX MCTD O KOFE & S 55T ULIRNP i
R EMBRIRZ, BAREREDOBRTHY ., ZORIZONTORPFANLEENS,

SE 3

1) Fagan KA, Badesch DB: Pulmonary hypertension associated with connective tissue disease. Prog Cardiovasc Dis 45:225-34, 2002
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2) Greidinger EL, Zang Y, Jaimes K, et. Al: A murine model of mixed connective tissue disease induced with U1 small nuclear RNP
autoantigen.  Arthritis Rheum. 54:661-9, 2006
3) Bodolay E, Csipo I, Gal I, Sipka S, et.al: Anti-endothelial cell antibodies in mixed connective tissue disease: frequency and
association with clinical symptoms.Clin Exp Rheumatol. 22:409-15, 2004
4) e RGN, BB, BHEEIED  IBE MRS R A 0F 2 il & L L3 2 HU B Ra fTR o B 512 o
T. VU U~ 42:885-894, 2002
5) Greidinger EL, Hoffman RW: The appearance of U1 RNP antibody specificities in sequential autoimmune human antisera follows
a characteristic order that implicates the U1-70 kd and BV/B proteins as predominant U1 RNP immunogens. Arthritis Rheum
44:368- 75, 2001
6) Greidinger EL, Hoffman RW: Autoantibodies in the pathogenesis of mixed connective tissue disease.Rheum Dis Clin North Am.
31:437-50, 2005
7) Zimmermann C, Steiner G, Skriner K, et al: The concurrence of rheumatoid arthritis and limited systemic sclerosis: clinical and
serologic characteristics of an overlap syndrome. Arthritis Rheum 41:1938-45, 1998;
8)V egh J, Szodoray P, Kappelmayer J, et al: Clinical and immunoserological characteristics of mixed connective tissue disease
associated with pulmonary arterial hypertension. Scand J Immunol. 64:69-76, 2006
8) Nishimaki T, Aotsuka S, Kondo H, et al: Immunological analysis of pulmonary hypertension in connective tissue diseases. J
Rheumatol. 26:2357-62, 1999
9) Okada J, Hamana T, Kondo H: Anti-U1RNP antibody and aseptic meningitis in connective tissue diseases. Scand J Rheumatol.
32:247-52, 2003
10) Reichlin M, Van Venrooij WJ: Autoantibodies to the URNP particles: relationship to clinical diagnosis and nephritis. Clin Exp
Immunol. 83:286-90, 1991
11) Burdt MA, Hoffman RW, Deutscher SL, et al: Long-term outcome in mixed connective tissue disease: longitudinal clinical and
serologic findings. Arthritis Rheum 42:899-909, 1999
12) Black CM, Maddison PJ, Welsh KI, et al: HLA and immunoglobulin allotypes in mixed connective tissue disease. Arthritis
Rheum. 31:131-4,1988
13) =ZREEE, AR, % #:HIUL-RNPHLAEE L 3 X ONR A MRS SRR I B 53 2 s Bt AN 8 - S
FHARR B AT, IRA VR SN R =, Ak 9 AT S E, 1998, p29-33.
14) Query CC, Keene JD: A human autoimmune protein associated with U1 RNA contains a region of homology that is
cross-reactive with retroviral p30gag antigen. Cell. 51:211-20, 1987
15) Guldner HH, Netter HJ, Szostecki C, et al: Human anti-p68 autoantibodies recognize a common epitope of U1 RNA containing
small nuclear ribonucleoprotein and influenza B virus. J Exp Med. 171:819-29, 1990
16) Misaki Y, Yamamoto K, Yanagi K, et al: B cell epitope on the U1 snRNP-C autoantigen contains a sequence similar to that of
the herpes simplex virus protein. Eur J Immunol. 23:1064-71, 1993
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20) RE—=, IEEER], ABAE T1Ih V—T ABREROSE I RERIRRE % 2 U7 IRA R SR (MCTD) D 1 4.
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(BHmE, ExREAN Him =R
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M. MCTD DOJRRBRIGRiE St

1. % 2 n

1) JRREOBE&

FHENL, MCTD 12X ALNDERD—D2THY, 2=V 7~ h—7 & (SLE) O@Mri#Es -3
MCTD (MCTD/SLE) . SLE ®J:#EZii 7= £ 72y MCTD (MCTD/non-SLE) (2t L CEsaEIc A b5 (88%
vs 21%), 38°CLL Loz t, MCTD/SLE T, MCTD/non-SLE (2t U CiMEE Ic b5 Y,

FEL, MCTD OYFERFCBIEIS ., DR, fHR7e EOMOEERERE & HICHBT D 2 En% <, IGH)
PEDIREL 725 Y, LER-T, ZHHOMEIR, LK, HR2CICHT BTN, REHNCREEADBR L
5,

BB E AT aA FIE (AT A RE) M3 A o MCTD B3 T, EYYE: & O oJFRKIZ
LDHEBALHLONDIENRHDHDOT, ZOERINEE L 725, —HOERFICTIX, BFREIMEORAL AL LN
D1, EERLETHD Y,

2) WHEDOZ MW
(1) BBV ERRIER

MCTD OFIEMIHNCIEL, BN B H BRI, SIET R, REED 7 EORTIER OB Z o Thix | FFE
DIEERFEENHE TR NI ERNDH D, DX I REAICIE, BEEEIC L 2EHEIEROAEL L5252 &
N, RIREEELRD,

BEADOFEE L . A DEECHE L o CTEAEZETHILOET, ZETHDH, £7-, MCTD IZL D%
Bl YT POMOFIRIC X DR E ZERT D2 LIFEETH IR, BHTIERV, EAT oA REFE
JESE (NSAIDS) MRAH CTik, BEDRBH LN TRV S A Hivsd, NSAIDS IRARTOER 2845 Z & K
UIch b,

&16. RBLEARKHHL L THERT HEREKIER
(DRI HE 2¢ (BA#h s . BAETIERR)

@)/ \EifERR

Q&% (RTMERRE. DIREES)

@HfE % (RIERRE - & sE. R EET)

O % (. BB NIET)

©F % (FE. ZR)

@R EAREES K. 5 2KE. FRR. (TLhA)

(2) BB BREFTR

FEENRF 1T, ARILTTE, CRP EH 72 PRIEIENH BN D, LML, MCTD (ZE S RIEOHEIX, SLE
WZBIT DA L RIS, RILTTENEFHTEH, CRP IFREMERWL, REZRTZ ENEV, O, Y
FEIZ L DRENE OBRHNCHEHA TH D, 72720, BERORIEE (Flgde, DR, EEK) . ERZ2 &0
4TI, CRP LH-%23D 5,

MCTD T & D FERFIZIL, IWRBIC K VAT bR 5, Z o7, ALV EEERZREL, 2
ARFIRIZE 2 b 00, MOJREIZ L2 O8R5, ARIERERE AN b, BRSO A TRk
DOFiRERDLZ b d D, £o, AMEKEECIEMELELZ £35 2 &b 20, BREJRHIIEL, IR
LM A TR E 2RO L, BWEEA L OENNLIETH D, THREMREEREDND & X%, kR
. ERA, CT. MRIMREZITV, BYYMESCIERE T /e &, R 2859 5,

(3) ZWroED H

FERFIZI, R ORBIFEIMEIZ S &5 bD, DJREEIZH & 5< b Dh, #RIT 5, CRP LA & ff
WIRIETTHEE 2B 58121, BEZ S O,
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$17. MCTD IZBIT2RBDERZ
DIRH

QR AE

QFEHFI7LILF—
@thDBRFRDER

OEMERS

(4) BIEEE & T

38CLL LD EEANFie 4 DIERIL, EERREREZ KL TS ZENELL, HEMCTID ¢ E£2 605, 29
L7-Epl & LT, MR, g, MighiE, mEWRELHES MCTD b5, EIEEIC LR ->T
BRHMTE G RIEEMN 2 ST, B TIREVT 2 2 L R%W, UL, ERICIBEEESGE L H 5 Y,

3) BT BRI

(1) ERWLEXS R &Y., —E%E)

LS X SN

QMK FEIRERRLGEAE DL, BEIZS U THIIRETT 9,

QOFREARFIIIALE LML, LDEE COEMLMLETH D,

DRAOFRRKREZFIT .

GOABED ., BAIZBIZ L, WEZEE L, BR G Z2IRET 5, MDA THERIERIZZ LWEAITIE,
K THRRRE ZIT> TH RV,

OV ST E £ TlX, &5 7 NSAIDS & 51317720,

ORIRIC L A REEZIW LA, 60T 2L bbb T, LE AT, NEEXZIRETH, BE S
L R=> > 156mg/H O H & O & 512 L0 fEET 5,

®7L F=v > 15mg/H# B 0 #512 X 0 B L 722l Tid, REREEIR O BAERE 2 P ket LBy &
U 5 FE TR T 5, 2 BILL O EIC TR L 2 VERITIEL, BBk SO B ME M IZ &
D, REZAY UAOEFESL/ VA EE GO AT oA NREREZRFT 5,

QAT v A FEBEGHITIT, Bz a5,

(2)FEMiRIE

A, FHIDFER

O WEDOHRT, MOEEHFIERIZZ LW, 32 WX E ORI OB Tk, NSAIDS #5425, [H#SE C]

@ NSAIDS 23 A, & D WILRIER TG TERWEITIE, VEOAT e A FEERET 25, [H#iEC]

@ FIEFITIE, AT a A RENF-RIRELD, AT 04/ NREFRERDFITIZ, A7 a4 KV AL
EBRET 5, [ C]

B. #E&

D NSAIDS #$t 513, WA TR BEBEOREZMKE L, KSEE &5,

@ BIEFICH AT v A NRESLERGAIZIE, I ELE LTV =Y 1 15~20mg/H % 3~4 [A]/
HosEIRET 5,

@ FERERFTIZ, 7L F=Y 1 20~40mg/ H % 3~4 [/ A Oy EE 55,

@FEJEHTIE, 7L F=>Y 1 40~60mg/H % 3~4 [Bl/H D ER 545,

@7V =y EhHlch, MYBEORY XX VU NGRRBNG 5,

@®EIERI TAT A KR RKEFRENEN2FT, BYSEOSHPEETEDHAITIE, AFALT L F=Ynr v
1,000mg % 3 HMAREERFET D2 AT 0 A RV RFEEEZITO,

C. BEOKH & Hik

MHBEEEL A VIHEMEIN- T L Ry o 2~4 B8R L, BRIERCHRET LA HEEs LT, 1

~2 BEIZ 10% T OWET D, MEE -BIEICRASCEGBRIENALND Z bbb, RIEGEHORE

. RBEELGORERUER IR L CIEEIZIT 5, AR OLBEER G OEATX. ERO ) XN ZHDbETH 1

B 52179,
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D. IBEFEDHIE
OERNIZ T L, NSAIDS ARG L THEBEINELZ L b — L TP, SHEBRRKR, SRR, M
EROSGHITIE, RATZEHEL, AT A FEEICUV#Z 5,
QAT A %ﬁ%{iﬁ%ﬁﬁﬁéa‘é EHADUNICHREA L | BERIEIRCRER T b 2~4 HMLNICSET 2 Z & 03%
VY,
@AT 1A FIEOYEIFE G & CTHEHM N A HALTEH, BRI L2 WSEEIZIE., FEOFMRF 21T 5
xThD,
@DAT A FEOWHGEZ 2 WML, 1~2 BREICIEEN R AR LN S, Wil 5,
E. 2541
#%18. MCTD D F &I T 50 A5l
(DNSAIDS[ #£E C)
AXY7O7z Mo L(@AFY=)? 180mg/B (5 3)
o977z Fy-FR) I LGRILALY) 75mg/B (43 3)

F7aXty (FAFYY) 600mg/H (% 3)
Q@ARATOARE[H#E C]
JLr=vyny(Frk=y) 15~60mg/H (4 3)
RAAZJo()oT7aY) 25~10mg/B (5 1)
@ARTOAR/ LR E[HEE C)
AFTLRzZvay (ViAro—)L) 1,000mg

5%%E &R DD UNIEEBIEK 500ml [TEFEL. 1~2 BN T THEBERT
LEEEER 3 ATV 4—LEL BB TLEZY OV ERRE

BECER
1) &%, ME R, SHES, L FE: MCTD BEICE T 2 REOIBRKGHE. JEAR FER BIRA MR Ak
JRIRANTIEEE, SRR 6 FIEMFIE A &, p.115-116, 1995.
2) B IEZFE, BRmFER, AZIE—BR, it Sk ERGER OFEMIXKIT D Loxoprofen sodium (CS-600E) D iFENh K~ fiti ik
TEEMIEIC X D 60mg B X OV 120mg BRI 52 L D i, BEEEESK 9(10) 1 2321-2331, 1993. (UL )
(GG B

N2 mEEE N

1) REOHE

MCTD TiX., &, HImEREADE (4,000/ | K Fiz :,U VRERIAE  (1,500/ | RS . 8 KON/
B dE  (100,000/ | K4) 72 EOMEKFEEN A HND, 2 OIED, kRt i MRS S BER, Fa i R
FHEMEGERE (TTP/HUS) ., MERERIEMRE (HPS) 72 &2, FhiCHA BN D, &k L O A mEREE X —#%
WZEREEC, IRIROXGe L 725 Z L322, M/ MEAMER, 28 7~ b—F 2 (SLE) OA &Lt
95 &, —f%IZ 50,000~100,000/ p | & 8RHE~ PG HffE T 2R e\, —EOJEFITIE 30,000/ 1 |
LIFC, Hilms 2 UIsEE2ET 5 Y,

£19. MCTD (2&51F5 MBR[EE QO HE (SR 2&Y ., —EHE)

ERERFTR MCTD SLE

DR IR PR RBRPOTR
B I Bk > 51.8 % 28.7 % 56.1 % 19.1 %
/R > 6.4 8.4 23.8 9.1
AmEEm 2.0 0.7 38 5.4
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2) Am

MCTD O&EIMIZXT 5 EAR2E 2 F

O MCTD IZ&0F 2 Egfid, BrEREERI, SRZHE (i) &, BEgmEs L OH S aErER
mrEE M (AIHA) 12530 5ihvd,

@ —#%IZ MCTD (ZfF 5 BT E ©, 1FE 2% Ly, BYEREMEE IS ERkME, E~KamEE T, mig
PRIXK T T 228, AR ER Th o, SANCIIRIGHETH D,

® NSAIDS fRAH %, W& X 28R ZHERMOAHIEET 5.,

@ AIHA TiZ, Iy LDH fECHEEE Y L E VI, T R a B B0 2R 5, 7 — LA ARBRIT L
LI L 72 %,

®AIHA (21X, M/MRIBAEZES Z &b D,

®AIHA 2% 515 I%. SLE O M rE2 i & R ICH 5

#20. MCTD DO E M=% 25 Hl
(DNSAIDS & 5 (2S5t EHmEE 25t U THESR A)

SZVISV—L(EyTay) 30mg/B (53 1)

S=ZFOU(HFEYY) 300mg/H (% 3)

SYTARM=IIL(HATYD) 800mg/ H (%5 4)
QAIHA [ZxtLT[#E2E C]

JLkz=vorv(FLr=y) 60mg/H (4 3)

AFIILTLRZVAY (VIILARA—)L)*  1,000mg
5%k R H DN T AR EIEK 500ml [TEEL., 1~2 BT THEEET
LEE%EES 3 HRETW 1 —ILEL. UETLEZY R nROks
*{RIREIG 5 DB E

3) AMmBRBAE E 7213V > BRI E

MCTD TiZ, LIF LI A MERBAE F 7213 U > /R BRBME 2786 2 28 BEIRIZRIE & 72 5 Z L1372,
A ERIAE X, A L OEGEIC L2560 5 5, AUHREBICHEA SN ARIBEEAT v A N (RT
0o RE) (L0, MmEREEITEESET 5, \EEA (B Mk 1,000/ w | LLT) OIFETIL, PEAT A
R AF 73Rk = o = — A7 (G-CSF) M5, G-CSF O FRIT By L S5~ T, 40 » HLL
FoESSEEORELHD Y,

#21. MCTD O B ¥k =350 5H]

ORTOAFE[#2E B]
JuLrk=voy(FLkE=y) 10~15mg/H (% 3)
@G-CSF[##E B)
TANTSRAFL(TS)* 400y g/m?/ B =iEET
*{RIREIG 5 D BB

4) /B E
(1) REOHES

MCTD (2 & % B & e Ml MRIBAME L. TR OMIZEH 52322 JFIK SR E N 72 < 2 LT
M/ MR EE O TCEIZ L0 M/ M) &2 2 723 0RETH 0 | KRR/ OB PESRBERR (ITP) X° SLE o Fh
LIREETH D, FOf, M/IMKOBEARIE TS 2 WX EANEET 55680855, SLE TiX, 20~30%
V2 M RIS FE R B DFT 523, MCTD 123U Tlk 8~20% & AEEE 1R 29, B O 6ok il MR B E % A 0F
L7 0 MCTD O FIZLL FO#@ Y Th 5, OFRBIFEMEDN BV ER], QRGO EME T, SLE OFFEN
SRVVERF], @PLY IEEHUAMEG], @Mt f A OHER] Y,

(2 REDE
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A BRIRIEIR
O A St/ MRIBAEIZ X 2 B O1E), BEAE ST 28 H 5,
@ if/ MR %S 50,000~100,000/ 1 | Tid, #FR 7 L CIEES HMITE Z b7V, SMERFHINC, ki oZEE
HDWTIMER K Z 5RO 5,
350,000/ 12 | LT, & <12 30,000/ 1 | LA T CHMAE R 2 780900,
@PL Y REEPUAEGERES PHESI T, Ui LX) & 0L 9, MARFEREIR b [RIEFCRR O3 <, i
BT 5,
O IMAERITLL T ORI A T,
aSRE - REIE . SRBE (RUIR. BRIR) . BRIMSCZEAENAL OSREE, &I,
b. P H i
c. W :  IfufR, A%, ZrEgRiim, L& L, AP H
d. BEFERE CAHA LN ME, BEfHNHLIEER
B. REFTR
RIE AR, EHimA, /WA ERE 7 a7 ) > G (PAIgG) 2B EIZT 5

F22. HEREKI/MRBDEDRERR

OFRHMRE : m/MiR% 100,000/p | AT
FRMERB LU BMERIEE. IRELELIEE

QEBEWRE: EREZBRBIXEEAZL LMD

@PA-IgG: PA-IgG (&S

@K /M g+ - K M/ AR/ M/l EE ZREE N (X M/ MR F S ERE RS

O m/MRAFE A m/MRIEER (GPIb-MMa, GP I b-X)IZxt3 5 B2k A%
LD ENHD

*RIREIC N DHFHFRRE

C. oD

B QS i MR E &CRIEr 5 72 0121, B S e RIS E . AR M L RIS SR B Ve
M PR FEESEERE (TTP/HUS) | ML ER & A R . I if /MR DR | JRRYIRE | # Fe M I A% PN B 1 BB (DIC)
A R E 72 & i MR & SR O BRR A BRIV T 2 BN 5 D, EDTA (KAFHEAAME L M E ¢
X, AUy (HDHWEY D UWE) APUEEEKE LTHWD Y

(3) RSt
A EROREZ S

B S M/ MR ENE, AR (BrEoiE %z & v FRH 2R E 29 5) SEER (BrEoE
eV HjﬁMtEm IZZ L) c:jt%uéné TREE, BRIRRGE, 1/ *};Z%z HUMAE ) 2 28 2 5, KIE
MAEFRIZE VRN NTPIZEB T BIEETA FT A4 UBEREIN TV

F£23. MCTD 23115 B C St /M A E D A Bl iG (U © &Y — 8 E)
@/ %k 20,000/ | LA E. 30,000/u | KimdD Al

@mn/MR%k 30,000/ | KL E. 50,000/ | KiFHTEELFLIR -2 H A A SN HH5
QI/MREIZBEH LT HHMIZIEY S5 H D &5 51

B. REERIREIE
a) A7 uA FE [H#iE A]

HRAEE D EE OO B s ME MR MEERBEIR DR MERITRIRIE CTh 5,
ITP (ZH51F 6@%&@ T U PMEHEGERER T AT v A FIRIZ X 23022 M/ MRE D EIE D R STV D03,
PR TP IZB T 2 AR EM T HA~DORER 2 mat LT EIES . min & ORIV, il &ICB
LT+’\73?I BT AR WA, ARG E L LT L F=Y 1 0.5~1.0mg/kg/ B % 3~4 [al/H D4y &R
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T5 0, WIS EE 2~4 Wk 1~2 WREEC i MR ARG L, Wi 5, ROSHI TSR Tl
AMRENTEEINT B2, R —imETRETICEO T A b DH, AT A FREBIENES S 2
BRI M/ B 3 26, BV AR T 561 C, BYSEOSNEETE 25EICIE, A7 A R
INVAREEAT O, ITP OMENER E LT, A7 uA R @ rra 7 ) VREFRE (IV-IG) Lkl L OW
FOPHA T, RISHEICENR RN E LTZRER D B 5 2%, EFEA D72 < R ERITE O ThARn 9,

C. EEIRBITH 9 D 1aEE

AT uA REHFEIIR LT, WICEETREIEHEE LT, EMHEE, BEAREAT a4 FIEEB L O
N5, ITP TIXEITMHEE 2 D08, SLE & 5 X MCTD (ZRE 9 M/ IMIBAME Tid, %3 L b Ffig 285
B, MRS 2 VIFEAREAT oA REEZRICHND Z ERD7 vy, R LifsaEEN S
TR TIL, A RN S I SRS K D IR A A RIROGEITE (& ICHRBILIBE O &R Tid) |
BARMEAT oA REEHND Z EBL0 Y,

a) SEIHIEK [#E52 C] (RERERS)

TYFATY L 50~100mg/ H £ 7o iF 7 w27 7 IR 500~1,000mg & H 1 ELAERHES 527 vk A
77 X RNV RIREEAT Do WA OAMNER R Lo i3 e, TV F AT Y L TIEITP O 20% T it /MR
BNIEFAL L, BEE Ty A ~BUEMM AR T2 L OWENDH Y . SLE ITFE S I/ M E T PSL
B L OB G CHMERRE SN TND O, 7 aRRA7 7 I RV REEDL, BAREAT oA R
FFMAIC AT, AT a4 FEEDRICENMOIER~ORLEHTE S 9, v 7 aARY v A3~
5mg/Kg/H M2 &7 v A (g 5~15ngiml) BSHWSNE 2L b5,

b) BERMELRAT v A N3 [#1E C] (RS

A F =)L 400~600mg/ H & A7 1A FEEEJFHTHWS, ITP TOA DML 10~80%%, SLE TOH @
12 60% L SHHR, —HEWEROHBIZ L2 PIEGlEH Y, FERLEND,

b) M [H#E3E C] (FRERESSL)

ITP 2B T DO RERT BT VA L~UIRWA, AT a4 NEIEES, 5 0NEEHTHD
DSHEFF RN WO DRIVE R O 72 ke S IR EE 22 5], FHEAME TRIRFEFINEIS L Shb ¥ MCTD I\ T
H 29 LIIEFNCB W TR B E SN D, EHFEF. BIERHG, 0% 7 a7 ) U REFRE (IV-IG) HEIER
JSEITIE, BRMER RSN D, FEE O BRI ITP 2BV T 60~70%THh 5 A 9, SLE I2B1T) 2 g
DFEFERHEBIFBIEOBMOWE S H 0 EERFBBIE NS SLETH D M, FE OMiJ KB Y TR I,
i RERE D 7 F o 2T 5,

D. BRAKNBRE
a) RESuT Y VREFE (IV-IG) ik [H#iE B]

ITP IZ3B W\ TATRIEDAZMEI R SR O SLE 0 B C 5 PR i/ NI ELZ 3850 Tk 60~70% T ifiL/ Mk
DUERFALNE SNTND P, MCTDIZBW TS, @EO ML/ MR 25880, I 2k I 2 5860 5 5
REmMmMC 72 9 A AR 61, SME. SAEFFM. MENR - HEEAR SIS TRl S 45 72 o —RERYIZ i)
WA Z M I D LEDOH HH)T IV-IG FIEZHIMT, HDHWVIEAT A RV REE, /M & OF
TIT9H, VIHNER CARIBEN EM TR ERET NI LN TR, A V27 2L TDE NafEra 7 )
> 0.4g/kg % 5 ARl 5% 1.0g/kg & 2 ABAGE#EET D 2 L2k, £< ofIT8 B LI/ M o1
MERBD D, EE—EMET, 3~4 BT/ TEOME TRAT 2 Y, KGEETEMHTH 5,

b) f/MREgf [H#1E B]

/B g, B P Mk 2 BREIE & LCTIT 5, i 2 i/ MR BT MR BRI X0 BB IS

S, BRITER LA,

E. Z0foipiis [#1E C] (RERERA

vy AT aA R, MEREOEIEIIMANL STV R, ITP 2RI 52 DIE0 ORI E LT,
S, OB ZEARNT, RIMRE, X I C, ane Ty TaT 0 v AREVGE, IPRLEIRE, A o2 —7
LBV aRENTHR, AIEEHEZSENATOARN (ZEF A L~UL V) ® Helicobacter pylori 5D
ITP & —#C Helicobacter pylori B 152N M/ MEEIEINC AR TH 5 & OWMEN RS IER ShTn5 9,
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$:&24. MCTD DS /MR A EE 2% 20545
DORATOARE[H#E A)

JLkr=vyny(FLr=r) 30~60mg/H (4 3)

VRS E%F 2~4 BRE#EL. 1~2 BEIZ10%3 DRE=E
Q@ATOAR/NLAEE[HELE A)

AFILTLRZV OV (VILARO—)L) * 1,000mg
S%HERH DT AEEEIEK 500ml [TEAL. 1~2 BT THEEET
LEEEES 3 BT 4—ILEL UETLRZY OV OEOES

@FEHRMERTOARE[H#2E C)
B —IL(FRoJ—IL)*  400~600mg/H (5 2~3)

@FEHNFIZE[H#E2E C]
TFHFATI (A LTY)  50~100mg/B (5 1~2)
SHOARRIT7IR/NLREER

LOARATFIR(TVRFHY) 500~1,000mg % A 1 [6 5% E
OfES 0J o KRERT (IV-1G) k[ H#4E B)
HEIOJ) 04g/kgZ 5 AR, HDUE 1g/ke 7 2 B REEEE
RG5O A E

5) Mt/ MR SRR,/ W I R BEREERE (TTP/HUS)
(1) RO

AR ML RIS PEERBER  (TTP) 1. /MR . UM RS E- L (MAHA) . B EEREE .
FEEL, BhERVEREA AR IR A2 S & T A 2 H R EET — 7 VA LA PR B S A (HUS) (=i *Jiﬂl .
MAHA, BAREZ =il s T2RETH D, MEITIET HWEBNRL OV, BIRAICERN DN NETH D Z &
MBS TTPIHUS & 2 N I AR PR ) L [ 2 S (TMA) LafEsivs, SLE, MCTD fxé:@ﬁ AR BRI
—¥ D TTPIHUS DIEFEEEE & 72 %, vom Willebrand [K-7- (VWF) % B3 2E%5% (VWF-CP/ADAMTS13) i
PEDIL T AR ME TTPIHUS (B 59 % Z E AL SR TN S 1)

(2) REFTA
%25. TTP/HUS DRERMR
OFRHMIRE: m/MRE A . B, #8FRMmEREEN . BRI MmEk
QHELERE: LDH &, NTRTOEVET
QEEE-RARBE: rOUARESAYVEE
@RIEE: mpR. EER

BVWF-CP/ADAMTS13 jE MK T *
®VWF-CP/ADAMTS13 152 B 2 Hufk«
*RIFFEISH DEFHRE

(3) 1aE+aSt
TTP/HUS (Z%F L ik, FrfEsiasimse 2 A2 s Bz 2170 ([HESE A . A7 oA RRERE, &
FEAHIEE, IV-IG RER E L EET 5,

6) MEREFRIEBERE (HPS)
(1) REEOHES

MmERERAEMRE (HPS) %, BHi% ;H;‘bb& L7-MNARTOMME., ~7n 77—k 5 MERER LR
METHHERTHD, JFRMEE WM HPS I3 b b, HOREREBICALND HPS “MED HPS
WZEFE, B O RE HPS (AAHS) kb\ﬂﬂﬂi/\fﬁ%ﬁ"é ELIE I TN D
(2) BAEERE L ORERTH

HPS DJFfEIX, ~ 7/ v 77— T MEMHLIZHES MY A M A VIIEIC K2 6D THY , FE, VU~
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NERERR, FMUE, FB7e & ORRREER & LM ERECD . BRE R FRREREE . & LDH IE, &7 = U F
VISE, B A A CSER E OB REZRD 5,

(3) W DD FH

HPS ORIk HEL, HEIRE SN TS 90 B8 MERED, &7 = U F o ifEs X O LDH fEss &
ORI, AT RIS, B8, iKY > "B CmERERG AN T2 LIk, ZFEiTo,
(4) 1REES

JFUEBOIEEIEZMZ 5 BT, WL RABEZEDAT oA FRERE D, V7 aRA 77 I RV A
TR IVAIG HEE D MIEATHORIE P2 P AT S ([HESE CL. WPh b IRBUEIGSM) .

BE IR
1) MARENER, B2 IR AR GRRR S D I/ MRIBAME - ABEBIC IS D et & IaREF 4. EAEBRER
IR G MR A AR AT S B, SRR 6 AR EERF ST T, p.117-119, 1995
2) JEEERESC, [ M, GRFEE, G RS SHMN OBKRRIZONWTO T R Y2 7 MEFSE-MCTD & o
JBIRR & DI, JEAERRE R ELN - A R BTN JEEE, IR A MER SRR OB SR 10 FENTEHREE,
p.11-14, 1999.
) EHEH, BB, NEEKAF, fin: FW RGP 4 2 LRGN G (MCTD) @ 141, FZEEFHEES
23(1) : 105-109, 2004. (LLV)
4) Hellmich B, Schnabel A, Gross WL.: Treatment of severe neutropenia due to Felty's syndrome or systemic lupus erythematosus
with granulocyte colony-stimulating factor. Semin Arthritis Rheum. 29(2):82-99, 1999. (L1 1V)
5) Kuwana M, Okazaki Y, Kaburaki j, et al. : Detection of circulating B cells secreting platelet-specific autoantibodies is a sensitive
and specific test for the diagnosis of autoimmune thrombocytopenia. Am J Med 114: 322-325, 2003.
6) George BJN, Woolf SH, Raskob GE, et al.: Idiopathic Thrombocytopenic Purpura: A Practice Guideline Developed by Explicit
Methods for The American Society of Hematology. Blood 88: 3-40, 1996. (L1 1)
7) Bellucci S, Charpak Y, Chastang C, et al.: Low doses v conventional doses of corticoids in immune thrombocytopenic purpura
(ITP): Results of a randomized clinical trial in 160 children, 223 adults. Blood 71:1165-1169, 1988. (1L~LI1)
8) Jacobs P, Wood L, Novitzky N : Intravenous gammaglobulin has no advantages over oral corticosteroids as primary therapy for
adults with immune thrombocytopenia: A prospective randomized clinical trial. Am J Med 97:55-59, 1994. (L~ 1)
9) Abu-Shakra M, Shoedfeld Y: Azathioprine therapy for patients with systemic lupus erythematosus. Lupus 10:152-153, 2001. (L
~L V)
10) Boumpas DT, Barez S, Klippel JH, Balow JE: Intermittent cyclophosphamide for the treatment of autoimmune thrombocytopenia
in systemic lupus erythematosus. Ann Intern Med 112:674-677, 1990. (L)1 V)
11) Quartuccio L, Sacco S, Franzolini N, et al.: Efficacy of cyclosporine-A in the long-term management of thrombocytopenia
associated with systemic lupus erythematosus.  Lupus 15:76-79, 2006. (L1 V)
12) Manger K, Kalden JR, Manger B.: CyclosporinA in the treatment of systemic lupus erytematosus: results of an open clinical
study. BrJ Rheumatol 35:669-675, 1996. (L IV)
13) Ahn YS, Rocha R, Mylvaganam R, et al.: Long-term danazol therapy in autoimmune thrombocytopenia: unmaintained remission
and age-dependent response in woman. Ann Intern Med 111:723-729, 1989. (L1 V)
14) Hall S, McCormick JL Jr, Greipp PR, et al.: Splenectomy dose not cure the thrombocytopenia of systemic lupus erythematosus.
Ann Intern Med 102:325-328, 1985. (L1 V)
15) Arnal C, Piette JC, Leone J, et al.: Treatment of severe immune thrombocytopenia associated with systemic lupus erythematosus.
J Rheumatol 29:75-83, 2002. (L1 V)
16) Gasbarrini A, Franceschi F, Tartaglione R, et al.: Regression of autoimmune thrombocytopenia after eradication of Helicobacter
pylori. Lancet 352: 878, 1998. (L L V)
17) Fujimura Y, Matsumoto M, Yagi H, et al.: Von Willebrand factor-cleaving protease and Upshaw —Schulman syndrome. Int J
Hematol 75:25-34, 2002.
18) Kumakura S, Ishikura H, Ando J, et al.: Autoimmune-associated hemophagocytosis. Am J Hematol 50:148-149, 1995.
19) Imashuku S : Differential diagnosis of hemophagocytic syndrome : underlying disorders and selection of the most effective
treatment. Int J Hematol 66:135-151, 1997.

26



20) Tsuda H : Hemophagocytic syndrome (HPS) in children and adults. Int J Hematol 35:215-226, 1997.

21) Qian J, Yang CD : Hemophagocytic syndrome as one of main manifestations in untreated systemic lupus erythematosus: two case
reports and literature review. ~Clin Rheumatol. 26(5):807-10, 2007. (L1 V)

22) Aleem A, Al-Sugair S : Thrombotic thrombocytopenic purpura associated with systemic lupus erythematosus. Acta Haematol.
115:68-73,2006. (L1 V)

GG )

H3. fEnEE |

1) JREOBES
(1) BHEB L OVREE

Jii &3 1f. = iE (pulmonary hypertension, PH)IE, AEHARE2S BEIZEVIRETH D . WHO R LT\ 5 T
PIREhIRE SRR 25mmHg LA LD b D) ZiEFRE L THWD Z L% 0,

FHEIRIE DS & < 72 DJRK & U TS XV ANZRR DR H DD EH%RICHDL DR H Y | R % i EH
MAEVE PH, #2748 2 % B A M PH & FEA TV 5, BTEAIILE P PH I XA Eh AR A &) £ 5E (pulmonary arterial
hypertension: PAH) & & FEIZIL TV D,

(2) ¥

JEAE DIRAVERS A #HLH%S (mixed connective tissue disease: MCTD)FHAMIZEHE S 1998 £ 11T - 7= & [E #5230
VX% & MCTD1,651 5+ PH A OF511% 83 #i(5.02%), £ 1= U 5 < k —5 Z(systemic lupus erythematosus:
SLE) 9,015 fil ' 82 f5i(0.90%). 5& ;i iE (systemic sclerosis: SSc)C 3,778 {5171 100 £1(2.64%)., ZFEMEfG% « FiE
#1 2% (polymyositis/ dermatomyositis: PM/DM) T 3,349 {3l -F 19 f51](0.56%) 12 A ©H #17-, Fe7&tE PAH(idiopathic PAH:
IPAHYD —f N IZIB T HAIRRN 100 FAHT-Y 1~2 A THHZLtu2E2DH L. ZOBERIEED PH
AUFRIZE L BN ENbND, & BIC 2003 FEOMF Tik, SRR T/UIEIE 5 R L C i i E 258
DIFEFZEREA Y . PH 2580 MIEO R SN WEEFE THLEZOMRBEONLE Z LR REID, PHIZ
B4 2% WHO ®> >Ry AT, SSc BhERA(->F Y SSc & MCTD) T, JER DAL IZBE b &7
FELFRETEREZ T RETHDLE LT D,

(3) F&

—WIZPH O TFHRITFE LI AR TH D, I TPHREL L S MCTD IZ PH AEHRIZEF L. MCTD Ofx
ROFERTHDZ EBHBALTNWD, MCTD IZADFT 2 PH ZENTT 5 & T2 i) BAT 728 & @ s o
PH & [AER PHARRRERICT B D 2 & 03B LTz, MGHPRIFRITIC L 0 PRE(LRF & L CThitt s T
Tob Ol FHRRAERE ., MLl . S7EREME#%0E. e AR IGEMES . EBng S, HdhiEEsg LA
otz I, E LI EMN CIIL IR, PH O], fRbilssE E5-. SSc BIE O K EHRE NI S h
2o F£72. PM/IDM OZWKEHEZ W 7= T B O LM THRIIAE TH - T,

(4) RBLSHE

MCTD &0 PH X, JREEN G A TRD 4 DI2piF bid,

- PAH : EHIRO KR TOMNFEDORZE, BHZEIC L 5 DT, IPAH &P LIBESRME PH O FEYRRETH 5,

- MEMEMRZEIC L D PH : BEMERREIC L DA LE~OAMICE Db 0, FEEICIE, BEMEMRZ 2 3 <
TbLbHFEVMBIREIZ ENR S 2N ESbivTns,

- B VE M AR ZERRIEIC K D PH ¢ LT S > 7 C IPAH & BERI AT HE 72 KIS B R A |- 2 F2E 4 218 M~ 2 o fifi
AR FERRSE & BRI AR ATRE 72 I MERTBIARCA T & PHIE T 218 1% X 7 v A2 PASERE I3 1T Hivs, BLY VIRE ST
IEERE CA LT WA, O PAH TIEOHET %,

FHEIRARY DI 212 & % PAH @ SLE 0@ LBk 72 & THE R H 5,
(5) EEEDE

MCTD & ff PH O ESEE /S HIL R STV ZRWA, IPAH ICOWTIE, JEAR B e R BRI AR 2 A i 7E BE
X0 1998 T EIEEEERNER S Y, FRUC kD L. stage FEAFEAL LT, NYHA OREREHE
EERLELDO LTS, BRMICIE, stagel 1Z NYHA 1 &, stage2 1Z NYHA 1I . stage3 iX NYHA I
JE G-I BRI 2% 55mmHg A, stage4 13 NYHA T T4 AlEIARIE 23 55mmHg LA 1 stage5 (£ NYHA IV
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L7725 TG, S HITOLIEREEDS 60%LL EDGESC, A UDAREOEDH HIERI T, stage #1727 E
5, ZOEEESFEIEZ. MCTD A0FPHICHERTE 2 AREMERH Y, SBORFNPLETH D,

2) RREDOZ M

MCTD &0f PH & IPAH & ELARRICIZZE D Y (X720 28, B TIE IPAH OIEEICIT A & 7o oz 4 i
LR EOREMELEZONA D, R OEEMITRmE NG/,

PH OB HETHE - E L EBEICRINDION Ky 77— DS HERE L AL T —T VRETH D,
Féﬁ@éMmDﬁ PETIE, BYE - BIEEBE ST A7 ) —=0 TRELSHEICES, 20O MCTD
2B 5 PHZKOFE X Y%z Lz (K3), LA LARR IR ETT 5 BICITA OB 7 —F Vi 2 Clitidh
WRIED EH%2iERTHZ EMEE LY,

Hﬁi.—:JIEL:tFEEE'JFHEFﬁE BREMRR
HEEO BTN
& g IR ED
FEIMBIRETDTHE
MIERXiE B COMBAREBHOILRKHANIE I SDEE
DEREOAELDRAHLIVNIEESH
B. BNPZ7=IZNT-ProBNPEE
%\VC/%DLco=1.4

= FRER
I
BIERTDRY! DS BRE |
|
¥ v ¥
#EmBARIGEIE 2 # T BN AR AR E | 2) #E B AR RE | 2)
=36mmHg 37~50mmHg >50mmHg
- i _ !
“?ﬂAmMﬁamtéﬁtiﬂﬁi “?ﬂAmmﬁEuLEﬁtilm‘
PAHIZ & 8 | PAHEEL | PAHS)
(EMREEN L E) > ]

BLHTF—F L BREEHEY

3. MCTD i Il EfESRETR D F51Z (FILTUX L) (R 5 kY)
()
1MCTD BETIEE MEEEZRET SEEKRTR . REMENG(TH, DRBEET RRELFTISENEZFLLY,
A EEIE 5mmHg E{RE
HEE MENARIBE I E U DS M EEZERET B/ 3TA—F—THAMEIRFFRRED LT . MEAR~DE
FEEHBFROER. BLDROFOEBX. DEPROBKRELVHEDERE . AEREDEM. EMEIARD LR
#RODHIGEITIE., HEMBARIFEEAE A 36mmHg L T THHTHEAELKEB 1 FLRNICHBEHET A ENEEL

L\O
HELAT—TIVERENEITTERVGEICKEEICEBBREL. BRETHLIMEETY 3 MARICDEES
BRREZTVEET 5.
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MCTD (T 5 VB MR D 2 < VTR IO FERr AV E Mt % (non-specific interstitial pneumonia;
NSIP) (2438 S4v, 1@ RUEEME 28 (usual interstitial pneumonia; UIP) 134072\, 18P ICRGE 3 B 61280F &
A ET, SSc 1T ) MVEMEE B OERKIERICEI S, 7272 L, BB SRR e~ EBITT HIERIL SSc
[T 720,

DECTIED D3, BBRITHIE L CRHIERSOMERARE R O R\ WA MERE MR 258D 5 53, PM/IDM 121 9
DEEITIEREMEIR & B2 0 | AT a A MEEICHT 20T B Ch 5, Eo, BRBEOZ E|
i ® OGN, %VC DFEF LVMEK T 2858 & 3 24/ M (Shrinking lung) ZRRZFRD 5, R TEFR EE D12
7R & T HaRE % (organizing pneumonia; OP) Zff¥T 5 Z L2 dH D,

2) RBOBHT

(1) BRRER

O PERE MR ORI EIERD Z L3, BHMEAEIT T 2 & werEuk, PPRIREE, 55 ERFO &
PNz 5, BYDNMND D EVIRBEEINS 2,
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Q2AMERE M2, SFEALIZ TRk, MR A28, B EORFEREMHY Z ENnZ, F
7=, MBS L T4 DH 2 L AL,
@HERIFT R Cid. M OBEZ T T B IngZ s £ 7213-0L 7 v I B2 BET 5,

(2) BRERFTH.
OMER X BT R, :

W AR 2 FOI SRR, MR, Bk, RV T AR EZ R TS, #ITT L L&EM L b, LA
RTITIERHEORBEEEZ R L, BIRE CLUGE, BEIT 5,

OME CT 2¥ v o ¢

M MERZ L PSS OMEE T2 DaaE 0 . IREIZ BT ~AM 5, MCTD TIIM#ZE BRI~ Thfifa
fREEDIEENZ N E D, CTITHIRDH 2 b D DRIV < | X AR TH B2 728k T 5 LRI B [HE
WELZ R TE D, SFEALIR CIEMEE T & 2 VIR KIS RIS > TOAmd 5 i o Ry 5%
IR AR5, EREE CT (HRCT) DREE Y —2 b & DREOREME N/ fEThH D, AUHT
ARER TS 8 U 72 R E DR O R ©, RIEMEIRESOMAa /N RS OB A TR BEA 2 3%, IR,
FOREZ I B IS AR 22 05 AT 2o U, MR 0O IR S OB & S~ 5, i O Na P AT L &
HEEIEIC LV E U ARRH R TH D, O ONRY —NHRETHHENRE L, T2 & 2 BIRE T
HIRERINC AT D, FIHNE R Y H T 28k, MRRENTERT, e &bIcgs, SERE (bR 5,
QFfit#RERE -

MRS EE (BTLC, %VC OIKTF) ., MifEHHE (DLco) DR TFERD 5, %VC DK T2k L T%DLco
K TS BEE OS5 A (I LI O fFE &2 RIR T 5,

@BPRMA 2

% AXIER Th D25, B OMEATHIRL AR Tl Pa0, DIE T A#3» 5, 7272 L. PaCO, ¥ %E R~ = &
AN
O— R MIKRE

R 72 T R 25RO IS AERICIX LDH o8N, RIER)S (R, CRP) LHZRHDH Z ER%\,
KL-6, SP-D (32 C LRI 528, BMRCIIEITESCEERE & T L HAHE LRV,
®Ga v rF 7T A IEEMEORHMEICENI O ERH D, FICAMRITIZT A Y =7 OHY Z HEHNY
DI ENRZ,

OKE ARG RRZE (BALF) :

BALF [Z= a2 —F T A7 ¢ A 72 EREGECME B OERNNZAH Th 5, BALF F oM & % D43 HEiX
TR RIS RS OB AN H D0, TOARAMEIIREN TH S, Mk z ko SR m L, 4yt
HER, U 2 NER AFERER O WIS I 5, SREALIR TIX Y > BRI % C CD4/CD8 Lh DK T 743
W DSBS,
®@mAR -

FRRE ORe E WA R0, RS ZMAER (TBLB) TIE TR ERMAG LRV ENE, SFY
& DWW IEMRESE T C OB ARITRER K E W22, ZOHENIR G5,

@6 B A T HERE -
MR D T 1% THRITERSIROHEICAEH E S b,

(3) BWrDED I
MaEs X #j, CT 72 FHE{EHBEIC L D2BHIIRS TH D, AMERICIRELFR CTIREYYE & OB N NET
B D, TEEMEMICIZ HRCT FRANEE L 2 5,

(4) BEEELTH%

FREFEIZ%TLC, %VC, Pa02, 6 2y MIATHEREC & 2 MBS RERTARIC L 1T 9, & BT, MEREREREE
BHICHEAT T 2 HNE TR, BRI T, AT BIE DFCEEC X 5 SR BUE OO MUV M A FBAT k5 2 EIE
FESENESNI D, 1278 L, M ARENIERE & 72 5 611F SSc R° PMIDM 12~ TA 7220,
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#£28. MREDMRMEDEEESH

0(normal) 1 (mild) 2 (moderate) 3(severe) 4 (very severe)
M EMEEGL ' MEEEEEHY ' MEAEEEEHY ' HEEEZELEHY' MEBEEZIEHY'
MD%VC > 80% M D%VC 65-79% MD%VC 50-64% MO0, RAEEEA

F1=IE%VC< 50%

"HIER X $RE-X CT (2&D,

3) 1RKiES#t
(1) EXOREZF

MCTD O EMEMIRE B OIREICES LTk, ORIEREMERZ (MfRHERE) . @2VEREMERIZ . OfE/IMifi,
@OsELfiZ, O 4B DT TEZDLILERD D, REHTEHHTHY | thoFITERTH D, B
BCHEGE, P (ER) 22 RRICEMEELZET 2580355,

(2 BEAREREE

EH T2 RET 5 [#BA]l SEREOTHHOED, IO EFROEZITL, ANRATIE~ AV %
MEBDD, AV TNZUFTANVA REREICT 2T 7 F oMbt sns [HRB], AERAIC
X B RAHED [ E MR B OEST L BET S RN H U . BZICEEAMN 2RO EHNEOWE 2 S T
EETDH,

(3) FwFh
A BB (FRRHERE)

SSc (T D MiFHEE IR 208, 2 < IIMFRBERERE 4 & -7 & CHEETE TR COLLET H, 2D
BAEICIIRBEREAT oA K (A7 a4 RE) 7 EORMEEONFITIFFCE 3, MmN 22IRHE O LI X
RN, TR L, Y 8 BRI MRS RE S EAL T D5 A (BMEEE) [IAT aa FEoRE -
FHEEZITS (L F=Yrr 05-1mgkg/H), FERZFAERIZR U CRHERNIC BRI, R, KU Lk
Wi La AT 5, 72720, BRAER, B X #R, CT, MitiEREIC L 2 EEERVRIBBIZ 21T 5, KR
PEEICPE S it M ERE AL 5 2 &b BHG AT RAC T H BRSO e 5 ME 0 Bk, %VC,~%DLco tbd
EH QUE) ZBOLIGETLZa— AL T —T ML DFHEETT D,

GRS REMR A CEITN A LN DA IXIER ORISR L2 D,

a) Y/uFrRA77IF [HEA]

MCTD % & s SSc Z 554 & LT- BRI S — 7 U iBRIC LV v 7 n 7R R 7 7 3 REEIC X % il
JEDEITHIEAHE SN TE L, 6T, ZORITHEET ¥ MuiEGAERIC LV R sz, &ROo&s
F MR EHERENM T, N~ EBEOAT oA FERFHASNDIHENZ, 72 L, BRI
R EDORWER DI, EOMFIT L FREZRE S L, hoREMHERICEE TS5 (c2H), EHICRER
BEREDN R EITIKN T L7efilicxt L TR e & 595 Z L idslkT 5 & Th 5,

b) X7 mA FIE [HIEC]

BT HEMBELH D0, BMBEH TOFNECOWTIEEENRHELZ W, 2L, F%E
(0.5mg/kg) LA FD AT oA REOGHIZS 7 aAR AT 7 I ROEEHIRT 5 W REMNRH 5.
C) MLOGEIHZE (THFFA 7Y VLSMIRBEIG/) [H#EC]

THFATV o v I7uARY 7Y hA 2372/ —=VRET =FARHOLND ZLhdh D,
L, BRI TR E RTmET AR,

d) A ~F=7 (REREH) [HELREC]

BHh & T DIEFIAE N B 2 53, B PERFRMEIE 2 605 & U7 M4 B SRR CIIa NG E S,
e) FERASRBIER T HlIC Rt 2 EEEREE [#HEB]

I B T 31 CIEREIR S & BE FPERS MG O 7= O I TENRIBR 2S5\ N, R O (E B FR BR8N TR R 4
WP Aff L LCRET TR, MlERAEOM#ITIN ., HZEMRE T, QOLUGEIZAHTH S,
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&29. BUEMEMEmMAISHLTRAVGASBRE

B35 P GEETE #HED KE5E FETAZENER
EES

LHRKRRIFIR IVRFHY A #0 1-2mg/ke/BZE 127 AR HinERER R
RIREETEE 500-750mg/m®  MHIFHSEER S
1-2 7 BEIZ5t 6 [ ZREEMNES

ATAARE A= C 0 05-1mg/ke/H

THFAT)Y A LSy C #0O 1-2mg/ke/H BREfEE

FH=Y FFHaerEs

7=y M RA—3IL C  #0 2-5mg/ke/H BiReiESE

A0 LR J04552 o} 0 003-0.1mg/ke/H BERerES

ARF=T TRy C 0 400mg/B RIEMERE., B

B. SEME MK

DMERVE MRS F TR O 2R X SR R R ME A X 72 U, E TAUEER A2 L 722 0 AT
fERRDS L SSATRENEN B D 728, LRt E TH D, MBS UT-BEREGICMA T, A7 a A KK
KEHEE (L R=vyory Iimgkg HE7IZAF LT L F=Yar - 2L REER) 2179 [#ERB1, #1HIC
VPR SRR GRIE & ORI INEE 72 Z E N Z W=, FIEEOIFHNEE LV, =2 —F TR T ¢ ARG
OIDHEGEIT, HONZ-D-7 Y 1 HIE, W8S BALF @O PCR, 7' 1 =ty N2 T WERIT 5,
C. M/t

g/t & U TER DT TIZSEm L TnhiuE, BaiEclv, Lo, /o E LTEZLNTWD
0 I RS SORERE R O 5 & 2 RO HNCTEEE & & HICRODHEAICITHEREO AT A R (FL K=
Y'm20-30mg/H) ERALMIENH D [HEEC],
D. #E bhtizk

FER SRR D TR & . MERBERERR E A 1L 0 56, BRER EORHEREZMEIHEIZITIAT v A REL
b3 25, A7 a4 REIZHTHOMETZBRIOBHETH Y  PEEORAT A RE(FL K=Y 1 20-30 mg/
H) THOREEN% W HREB], 7277 L. FUSHEATREOBEECHEEZ Y BTHEAIITAT oA FED
KEFRG (FL F=vnrr 1mgkg/ H) 2179 [H#ERC], i CTHEBETH HREMNLOLND Z ENnNDH D,

BEIRR
1) AT BT Al B S EEATE R B ST IR ZE . TIREAE (31T 2 KRB & ARG RTRIRIE DB JE ) WFJEBE. GREZ
FEIZ 1T 22 W skve - EREE A0 H - IR fa#t 2007 EETHR, 2007
2) Bodolay E, Szekanecz Z, Dévényi K, et al.: Evaluation of interstitial lung disease in mixed connective tissue disease (MCTD).
Rheumatology 44:656-661, 2005
3) Kozuka T, Johkoh T, Honda O, et al.: Pulmonary involvement in mixed connective tissue disease: high-resolution CT findings in
41 patients. J Thorac Imaging 16(2):94-98, 2001
4) Saito Y, Terada M, Takada T, et al.: Pulmonary involvement in mixed connective tissue disease: comparison with other collagen
vascular diseases using high resolution CT. J Comput Assist 26:349-357, 2002
5) Bouros D, Wells AU, Nicholson AG, et al.: Histopathologic subsets of fibrosing alveolitis in patients with systemic sclerosis and
their relationship to outcome. Am J Respir Crit Care Med 165:1581-1586, 2002
6) Black CM, du Bois RM: Organ involvement: pulmonary. In: Systemic sclerosis. 1% ed, Frust DE, Clements PJ, editors, Williams &
Wilkins, Baltimore, 1995, p299-331 (L1 VI)
7) White B: Interstitial lung disease in scleroderma. Rheum Dis Clin North Am 29: 371-390, 2003 (L1 VI)
8) Steen VD, Lanz JK Jr, Conte C, et al.: Therapy for severe interstitial lung disease in systemic sclerosis: a retrospective study.
Arthritis Rheum 37: 1290-1296, 1994 (L1 V)
9) White B, Moore WC, Wigley FM, et al.: Cyclophosphamide is associated with pulmonary function and survival benefit in patients
with scleroderma and alveolitis. Ann Intern Med 132: 947-954, 2000 (L1 1V)
10) Tashkin DP, Elashoff R, Clements PJ, et al.: Cyclophosphamide versus placebo in scleroderma lung disease. N Engl J Med
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354:2655-2666, 2006 (L1 1)
11) Hoyles RK, Ellis RW, Wellsbury J, et al.: A multicenter, prospective, randomized, double-blind, placebo-controlled trial of
corticosteroids and intravenous cyclophosphamide followed by oral azathioprine for the treatment of pulmonary fibrosis in
scleroderma. Arthritis Rheum 54:3962-3970, 2006 (L1 11)
12) Khanna D, Yan X, Tashkin DP, et al. Impact of oral cyclophosphamide on health-related quality of life in patients with active
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15) Morton SJ, Powell RJ: Cyclosporin and tacrolimus: their use in a routine clinical setting for scleroderma. Rheumatology
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16) HR)IL D5, HRELE, WAESE, i D&Y7 0 AR v A SFRRIERA R L5 2 Hivlz MCTD MIEMM% O 1
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(Z4 IEFE)

Hm6. BFEE N

MCTD TIEZ—fIZBREZ AT HIITD 70 < BHEICRIET 2 & S Tn5d, Lo, EERRMEMH
72 EOHBIRITLEAE R T, ROICIXRERFIMEO R 7 0 —BRERBICEEM RO N D, T, B
JRERRAR BRI 1T 2R BRI A © SLE (ZHeie U, BIER 232\ b O O FEARNIITFHIE L A2\, B 72 SLE 12
gL, WD EORATa A RENCR S KIS Z/RT & IR TWDHA, T OEELIZS Uil E 2 &5 82k
ETHUENRD D,

1) JREOBL&

MCTD % 1972 4=, Sharp B2k » TeH =T Y 7~ h—F A(SLE), 58EAE(SSC)H L L FHMEM 2 (PM)D
JEREZBEH L TH L, @AMOH UL-RNP JUAZ R & T2 72 2B HAL L L TIE S D, 2o,
Pt Sm HURZR & O MIEFRIFT I 2 . ARE CTIXEFEEORIENMT L A RO E VD DY SLE & DOFf
BEE LTSN Y, UL, TOROBRFNTIIEAR, MR E S HEAERICED b, BHCITEE
DEEZATHILEET DL ENME SN Y, £7-, E4A% MCTD &M o 2EME (Ckilld) <
. HEREPEFAEA 11%, RARD 21%I2580 Hiv, 39 BIOSETIERIF 3 F(7.7%) 3B RETHLE LT D 2
ERPFISE NI TND Y, JHHEIFAYIC S MCTD Tl SLE (2 bl L CHUNE(ERED LR RO IZ BV S D
D, JEMER R CHTEM R ERIA B R OIER] H B AL, WE OMICARER2HEITRO benE InTng
D, Fm, ENTELINBIEB LR -T2 bH5

2) REOBHT

(1) BRER

—RRICEAER 3 2 < HRERITITZ Lo,

A7 n—VRiEMNEZ 295 SRERIN, 2R, FER EOERPHI L, @EOEEITITEARSCHAK DD
bIND &%, ENTEL 2P ETHEEARRORIRIC/ARD & ZIR, MR, I, MAME, & EEse &
WCANA GEL - WERE, REEE ERREEE . DR e CIRFE DMK HE T D,

(2) REFTR

A RIREFTR
BAEGNIIRAT RORE TR A SN D, REA, MREMAER EXHIAT L, 7TA VB ) U~FFE20 SLE
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SYHEFEMETIX 059/ H LI B BLICREABIE & HE L TW5, 359/ HLLEDOEARNRD bNHEEITRT
n—BREERZRE D,
B. MiRHRZERT A
a) —RRRE:  BHEEERE O ELT L ORERRIERM(GFR)2Y 30ml/min LLFIZIK N3 % & ik bR 3 285 (BUN),
TVTF=MEREN LRSS,

EDICHEITT D EIRIEE, 7 7—ER O LR, SBICEA Y vAME, &YV iE, KAy T Al
FE72 EOBEMERFENHBL L, REHET v F—y 20k 72 5,
b) MIEFHIRE : BEEELZRD DEFCILMFEAM A, T AR8 DNA(SDNA)FLA, T Sm Hiikis &
SLE (ZHF A 7 Sy 2 B T RO HELR N s < 72 % 9,
C. BE®

B AR CILBE R ERA BRI 0% 7 7 ) ROHIR DI % 1 9 v — 7 A WHO 4338 G 1L ISN/RPS
SRRV DID) O VI RITFRY 4 2 (ke 25580 AL, SLE & AEMZRFIETEN D L, 15
UM N L OBRFEFIAS SLE ICHER L TE VW, X7 u—BEREMEEZ ST 2EM T IVRER LIZLITED N

3-5)

o

Q) &

—WIZT AV Y U~ FFEED SLE O FEAEUEICHEL . 059/ H LA EOEAK, b L < IXRMAaM: LR
DG EICEIRELM LW 5, BEE & OO 2RI E IO BT dsDNA FLASCHL Sm Hiiko L,
S B MG 72 & OFT RIXBZB 0SB 1270 5, ERIZKE U CISEIT Lo BUERR A I ) BAE
RHEANORWER e E 2 BIET 5, RMOHEEDTZDIIXBEERBLERGE L H 5.

(4) EEEE - T
BRERINE . —fRICAT A REIHT 25060 £ < T2 Y, FIUCIRIEBRIC K 5% 7 1 —BJE
ERECL IBIRICHR I 2 RIS B AFFET D ¥, BARIC X DTSN D 7.7% T SLE Il LR TH 5

35)

o

3) 1RRIES#

(1) EXWREZS

OB PEEZBD DIEFNIAT O A REIZ L DIEREENE LT 5,

QG EITIN—TRERICHEL TREREOEEELIC L > TR S,

@—AIZIZER 72 SLE IZ XD BED AT v 4 REIC L KT 5,

DAT mA FEIZE DIRBICEITE R TIEGIRC, BIEROT-DIZFTEO AT v A RIEEZ T E 7 VWES]
TIEAF LTV K=y 1 O ZPECREMRIR OF H %2 Z 8T 5,

(2 BEARERE

BEAREDIRBEIZ > TW DA O B &G

OKSy, Hor. BA, @AY U LARBOHIRER EORFRIENLETH D,

Qi EE T S T, o e REIR 2 LN T B,

QB2 ETCOI AT A FUEFUEREORMIL, Bii&z > 28¢5,
OIRFE LRGN TV DHUANAORIEIZ, TXHETETL2EET S,

(3) ik

MCTD D% OEYPEIEIF IR — T ABFRICHET D, N— TR TILREHEREIIE U, EOIRE
DHENHFESN TN D, | BEO N BOBIE CEHMEDRITARE PR O b2 GAIZIT T L =y r
(PSL)HLE T 40mg/ H LA T DO AT v A R#A# G5 COHEER AL 11 3B LUV AUIERICIZFE —OREE L
TR S, PSL60MY/ H . & L < IHAE 1kg 720 ImglH D 27 1 A REEKEE G Thh 5 S[HEE A,
IVEIDOE R, 370 —BIEER, S OICIBRICIRPIEZ R T BROLEAEIIAT v A RREFHFE (LX)
PRIER L O HIHIRE 21T 5 SR AL Cl O @O A U X7 BERRHC AT 1 A RIS 5 BRI
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DEWEEICIEY 7 07 27 7 3 R(CY)KEMBEEIE(CYIVP)D Ffi 2 Z &+ 2 ST HESE A], V I3,
JFEMEIZ R L CAT a4 REICHTAINMEITEWE SN TWAE R, BEOREE & D B 2R IEM H
%, AMEHITIE PSLA0-60mg/ H o 4 & T 5 SO[HESR A,

MCTD OB R DIGHIZEARNC EIRON—T ABRIZHEL 2 OO, ERM): SLE IZHE L TORE D A
FuA FETRIET S & SnTn5s 9,

A BIRHZ2EAREZRBD DBIEB K
DOF L R=ynm B T—H 30mg LD AT nA Rl %592 "SR A),
QuEF G EE2 3 — 4 BHMERF L, EAR, BHEE. XU dsDNA HUiR, miffidlie E2BE LN s

2— 3 Z &1 10% T O ET b,

@ TN BRI AL 20% D EE1T 9,

@5-75mg LA F&H#ERrE L 5,

® 475 5EDHERFC L W BIEF TIZAT A PO 42T ZEMLRDHND Y,

B. FffIERIR (3.50/HLLTF) #ROIFEEDRER

D7 L R=v m VB T—H 40-50mg % #4592 SS2O[#iR A,
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EOFRREII AT oA FROBEMB G L ABEICED Tholz L #iE ST g 81892 aife ficB LT
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