Hi 1 EM o 2N EN BB OBEICE L 2R %
LEL, Kby yBEBROBREFOHELN &
BB L7ze WTNOBENIZBW TS, £BFITHL
TA Y 74—LFarky 2T, BEEROE
R ol /N Ee T TRON T S DA

C. WFZERIR

LEBE L2z nT, R vy rokhk
I GRT & L LIRR BB OWE Rz, FiEliEs
BEORIERIZRL Y 7 OR5II X THEIH
80% A L7z (p<005; H 1), &7HEBMDI B, 5
FEFNZIE AR | v & Y RGBICH R RES LS AE L
b odze BIBBEOWRBIZELZHMICBEL TS
BRI, R v s G HRERGHEREBEL, FE
V2H 50% T O Mk & SR 7z. THEMH 2 Bl
BT, B rPEE O R E & MAGRD 2 7
D, —HRE Yy oG E P L, At
v B HIEE, FBIEREEORE, BAFER
BEOMEL R /2720, FFEREE, MuRd
PYELLBIC, PRIV FLC Y VEBRALLE
ZA, HRDPLRIBREHOYUEZHD

L

K

D. & %

SEOBFHICBVC, BICHESRTWE X
Rz v & ESF BRI OFEIE 7 A B L 720
Mz T SHEOBFICEWTI, Kevy roks
(2 & o TRERBE ORI HE O 8k b o 5 iz,

1247 L7z randomized controlled study T&
% RAPIDS1 &L, SRIfELNIHRIILID, K
Ly P OFEPRERT OO TH 72, SGHEHOM
FHIB VT A HIRDSIFIET 5o H—ITIERIE
Whipd, FRERERREEILOETLIERE—
B S S HOBRE TRV TV, 2

CHTBIRAREE OB L RREE ORE IR £ ik
T5IIhoT, A—DBEIIBEITSH, KEery >
OYe GRI % I L 72720 B ORI & 2, %
Rt 1EMEE LWL OO, FEICL - TRIRD
EAERDD DD, MELRILBEOS MR TV
WHREEDSH B L LAA 0, S LET
D SSc BEICBV TR Y ¥ VIZHHBREED
FEAEARWHIL, Fz, &4 OREBNCBIT 2 EREY
OB, Ky CRGERTHLMICEEZRD
A

PlEoZ ers, Kby VdigRBEcHy s
W7 BIREE L T BT REMEDRIZ S 7z,

E. #

Kt v 13 SSc DIRRBBOFEZIPHI L, &
RBEOREERTERTH S I LARBE NI,
SSc DIRRBH I T 2B HBLERED—D L
%0 9 B REEARIR S Tz,

F. X ®k

1. Hachulla E, Clerson P, Launay D, Lambert M,
Morell-Dubois S, Queyrel V, et al. Natural his-
tory of ischemic digital ulcers in systemic scle-
rosis: single-center retrospective longitudinal
study. ] Rheumatol. 2007; 34 (12): 2423-30.

2. Mouthon L, Guillevin L, Humbert M. Pulmonary
arterial hypertension: an autoimmune disease?
Eur Respir J. 2005; 26 (6): 986-8.

3. Denton CP, Black CM. Targeted therapy comes
of age in scleroderma. Trends Immunol. 2005;
26 (11): 596-602.

4. Clozel M. Endothelin receptor antagonists: cur-

rent status and perspectives. ] Cardiovasc
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Pharmacol. 2000; 35 (4 Suppl 2): S65-S8.

Rubin L], Roux S. Bosentan: a dual endothelin
receptor antagonist. Expert Opin Investig
Drugs. 2002; 11 (7): 991-1002.

Morelli S, Ferri C, Polettini E, Bellini C, Gualdi
GF, Pittoni V, et al. Plasma endothelin-1 levels,
pulmonary hypertension, and lung fibrosis in
patients with systemic sclerosis. Am ] Med.
1995; 99 (3): 255-60.

Vancheeswaran R, Magoulas T, Efrat G, Wheel-
er-Jones C, Olsen I, Penny R, et al. Circulating
endothelin-1 levels in systemic sclerosis sub-
sets--a marker of fibrosis or vascular dysfunc-
tion? ] Rheumatol. 1994; 21 (10): 1838-44.

Korn JH, Mayes M, Matucci Cerinic M, Rainisio
M, Pope J, Hachulla E, et al. Digital ulcers in
systemic sclerosis: prevention by treatment
with bosentan, an oral endothelin receptor an-
tagonist. Arthritis Rheum. 2004; 50 (12): 3985~
93.

G. Wrresek
L @33
%L
2 HARE

BL

H. A9 HE O R

mL
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x1 BEER

mRIRG-E

JEI B 5 G R EFRETREN Bz 8 R4k
(mg/day)
1 2006 4 2 A 1875 topo I diffuse
2 2006 4£ 2 H 1875 CENP diffuse
3 2006 “F 11 B 125 topo I diffuse
4 2007 £ 1 A 1875 AR diffuse
5 200747 H 1875 topo 1 diffuse
6 2007411 B 125 CENP limited
7 2007 % 11 H 1875 topo 1 diffuse
8 — p <0.01
p<o0.
i ° 5% ' '
— +~
?}é ﬁ ) 1.0
’
N 4 — H’M
| o ft
m 5 — O s
= S b
- 0
o &
BE5R  BE5R ‘5 BE#®

1: Ry U BERBICBIT S, HiBigRiEE

&%ﬁi Lf:o

2: Kby YEGHBRICBT A, BREEOWK
BN B B &R L7z,
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& B VR B DR RIBEHINT 5 Rk ¥ 7 VGBI OMRE

wWrgeoriaE all

B BERERFREFRIEH SRR B

%2k AHTRE B RPEAIHR R B R R
WAk BHNGET BB ARFEFTHIEREER EF Bi#
WrEE B

2006 4F 4 X b 2009 4 12 B OB 4 B EREE D3R REFISH L TR ¥ ¥ 2355 L7256
DWTCHE L7z BEGMEOERNT 28 A5 71K, MEEZ M A & NIRBIMGE £ TOMFIZES 95 T
o770 B 1 H. M4, limited cutaneous type 1 . diffuse cutaneoustype 4 HITH 5o 71 %
BN BIEDOPIIBIIC TR L, Ke > ¥ Y HlRkE 3EFIIDIz o TRERLL T 225, HEOAT
B LA 7 —FEROTESES ANV HEOTIRIEH A A& U BHAIIAARP IERICHSE L2720 A
RAxTHE L, 2OBRRBRIFTH D, SRMEONEEEELL3FTIE, FHROBFIELPIEE L.
MIRBIE AR O R LR A S N v, IBREEICHT 2Rt Y 5 Y OFMERT TG T2
A B SRV TOMERD LR EGROBEHDPETI NS,

A, FLDIC

LA —IERE I U & B AR L 0REL
EOEBLRERTH Y, B BTHRREFB LU
TSP IR IZEE O QOL 2 K& (KT &E 5,
Rl v & VMBS IUEREGEHRETH ). H—0T ¥
Fey VRAEERETH B A5, R mE LR
ERAA L TBY ., MSMED &% S HREIEDR
REFT L COFPEIRE SN T0DH, $TIZ
W TIZE C OETHRBOEIR & 2 0 IREHS R
TWwbe 4, HEHITHRRBEHOHR BT
v v ERES L5 BNCD EE L7

B. xf %

D ZWirooflemt (&

2006 4E 4 A & Y 2009 4 12 HIZ MR TaHtk
B EORREBIH L TRy v &G LS

PlIThb, WINRHEFa Y ba— VP HETSH -
2 DG ORE LB TH B, HHHOERIE
28 A D T1 AT 484 1k VRECERZET A 5 Wk
BEE S COMBIE 0~22 FETFH IS ETH - 72
B 160, %P4 %), limited cutaneous systemic
sclerosis (IcSSc) 1 #, diffuse cutaneous systemic
sclerosis (dcSSc) 4 B TH 5. FHEHIL generalized
morphea (GM) -like systemic sclerosis T - 72,
2) NIBWE L HEHUE (1D
B & 2 il e 2 T 2 IEBIE R Ao 720 261

i a— EHEAEF 35~40 mmHg TH - 7208
HEEREZ <, EPNICERABIEFTH B, 20
FRE DORHEEZ A L O 72 B EIEIRIZ 2 v
LB CHFTEEE R A SN, FUEH R &R
P, ) btk v o X T HARE 2 61, 5T Topo-1 $i
W2 BITH - 72,
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C. i &
D B5REHM (F2)
1BEARE 7 ¥ 625 mg & 0, 461X 3125 mg

LD RsE L. 3~4 BRI R, BUEL 2 61T 625 mg,

361 125 mg Wik z M TH 5. PRI 3
PRPG3ETPLHTH S,
2) Btk

PRAREFIZI3E 1 minE, e ELiT-o7. C

NETICEERHIEA ST v,
3) TofDnEH (F2)

EFICRE Yy VRBH LD RNFTER NS MY
7 ANk LTz, 3HITHIMNMEAL, N4 7 A
Y YL LTWz 2 BilldR & v & BiakE K
BORE, WHEAE L7270 AKO LETHH Lipo-
PGEL 5, MAJEMRFERED B L7z 1 035
IR E AL Cni oo, AR L CTHUEA 2HE
5 &4T 072,

D. i R (£2)
Z DD R G L7 CE A 0 B o3 5
BHET B LRI TH o 2285 AHOPIRRE B

BEg 5 EAZ XD EEHAERICO PR <L R,

VA 7 —ERE D ASN TRV IER 3~5 D 3 4]
BEETHMEGTHY. Kby Y NRBHBE
3~4 BITIIEIILSE L7z 2FcHiRB 2 °H
RIIZEBIIBELTBY ., BaEE THREE LV,

E. i #l

HER 2 )T 5,

SEBI 1 71K 1996 428 (W% 10 4EH) &L 9
VA —RERAS IR 3 4F AT & 0 ] & 7 - 72, 2006
1 H XY AAIEPIEALERE 72 ) BB, 2
DRI E 78 o 720 BEMN SNZHB. 1eSSc L

WrL7zo ABefk, Zidfaseumid i e o7z, #H
@ Lipo PGEl mii#x 5 & L b ICBRERERE %
T BEIEE L2 (K lale)e #0H3ET H
BizhblzoTHEEY ¥ ¥ ¥ 625mg WIS CTH
P BEOBEEIE R VA —ERL ALV,
R 2 27 B, FROIOIEYITTERIE, 0
%, FHOGELEIZAT VT, 2006 4 12 A 4F
fA%#. GM-ike SSc & #ZHi L 72,

TV F=va Y 20mg 5 12 TEEE LA
L7245, 2007 4 1 AICHRRESE AT HH L 72, Lipo
PGEL Ril#x 52T T 5 2007 EEICHF L,
Aty AIREME LSEEIIC S - BRI
POl L7z, 2000 R B X ) HIEFIRBRE TR L.
EMLMR L7220, Rt vy Y HRFEREIC AR
L7zo Lipo PGEL il# 5. MAUEMBEREL b
TATWREI R4 ICWE, 220 HBICEIBERL 72,
2009 SEAF T TEFHOFBRIZ R (1220 2b),
REB 3 41 miitke 1994 4F (20 BRy) X LA ) —
FERD D o 2007 4 (39 melE) LB, deSSc &3
Wi L7z FHO/MEEHI B EZ# D R L T\»72,2008
FA L) FIROBIAHML . BB LB L2720,
ALK\ T Lipo PGEL Ml 5 % 47 o 72 2SI B fe
FEDOPIEL7 20005 AL Y Rty YRR
eRIRL72E 2 A, NIRBIAS 3 85 X 0 ikmizE
HEL, 2HhHBICTHEEIIEE L7 (K 3a. 3b).

E. Z %

TREGFIEDORRREF & LTERM»b0 L4
J —fERFEIE, MILITHE. BU Topo-1 HifkBitk ks X
OB IMEAZ T SR TH WY, 558 & s im
SEM H DFIE (L BHEE ST S Tn b, 1HRE
BAIH T A B V7 v OFIZD T ORI
MERE LT 2HoMESHY, wIFhdREr s
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VB ORBIREN R T < BB A O
WMEND S E VI RERER LTS, BRI
Kb vy YORRBEB LA 7 —ERISHT 5
HHERSHEE SN TBY., T T TI. A
B HE L BV B IRREE O —RIIHROFEIRB O —>
Lo TwaY, BEMES ORRIID W T Tsife-
taki 5% B X U Garcfa H® BEFNRFNIE, 20D
PRI BT AR L ORERERL TV
A FREEER L L.

HEpITIE, JERI L3Rt Yy Y ARE 34T
Blobr o THEL T b U4, HHE & KA
TEERREERERE B LA BEAERD VA —iE
RIZE L AL TV, ER 2 TIREEEI RIS
foiEE e & bRy & V5 E TR 20k 4
FIE S THEFBRIAONT BRI TH %o AEBI
3~5 @S HTHPMBREEFEL TP, wThblt
BRI R A I ATOE L IRBHA IR D FRIE
ALNTWEW, Kt¥ ¥ VIGEEOELRIZI3M
OBEBEGRIC LY TR BB, BRI
LTI & BRI 2 TR & T LT
L9 B%HE Bbhi,

RKery v ORMERE LTRIEEZETLHION
FFgREEETH 5, Ll FI VX7 ISR
F#E RO 3BEE T CIREBETRTHY ., IF
REENSHIBL L THRECRERICHMTRZHL S
LEENTWA, Lo T, Kt LTiE 28
A5 OBIME. BRI & ARERMICTR
Wk x HIgT XX TH A ) HERFITIZF$E 31.25
mg X VEEHGEL. FROBFBONLEBIT TR
L7720 EBIZIX 625 m %2\ L 125 mg PIRIC THERE
LCW5, MigiE s LTl 250 mg ¥ CTH
BLYAH, IBREEICH L QBN ETT Y
Fo— L) A EED DD, EULEEROBEH D

PEE BEbhiz,

F. 3 ®

1. Sunderkotter S, Herrgott I, Bruckner C,
Moinzadsh P, Pfeiffer C, Gerb C, et al. Vom-
parison of patients with and without digital ul-
cers in systemic sclerosis: detection of possible
risk factors. Br ] Dermatol 2009; 160: 835-843.

2. Korn JH, Mayes M, Matucci-Cernic M, et al.
Dogotal ulcers in systemic sclerosis; prevention
by treatment with bosentan, an oral endothe-
lin receptor antagonist. Arthritis Rheum 2004;
50: 3985-3993.

3. Selbold JR, Matucci-Cernic M, Denton CP et
al. Bosentan reduces the number of new digital
ulcers in patients with systemic sclerosis. Ann
Rheum Dis 2008; 65 (Suppl. II): 90.

4, Steen V, Denton CP, Pope JE, Matucci-Cer-
inic M. Digital ulcers: overt vascular disease in
systemic sclerosis. Rheumatol 2009; 48: iiil9-
iii24,

5. Tsifetaki N, Botzoris V, Alamanos Y, Ar-
gyriou E, ZiogaA, Dragosos AA. Bosentan
fordigital ulcers in paients with systemic scle-
rosis: a prospective 3-year followup study. J
Rheumatol 2009; 36: 1550-1551

6. Garcfa PLP, Rodrfguez RS, Valero Exposito
M et al. Long-term experience of bosentan for
treating ulcers and healed ulcers in systemic

sclerosis. Rheumatol 2008; 47: 464-466.
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F1. B OO - R NEIRZE L Bk

0 B E PR A 58 B2 RE 75 W
JEG  EBWTRE ” i~ MO8 ] i R B BARHEE St Rl R EFSEFRES
) DA
i/ (4F)
] 71F 71 0 lc — — HY MO AT
2 26M 28 2 dc (GM) — - H»Y Topo-1, RNP
3 21F 43 22 de — HY H Topo-1
4 42F 59 17 dc — HD HY RNP, SS-A
5 35F 41 6 dc — — HY rhuX7
RNP
F 2. HEEEBEIR
BB RE NV AV T
. . - PRk BRI D PRI 5
B9 / BUH 250 BEOIRE . SRS
B/ B D %:ﬁ))ﬁl"i BEOIWR R PRE OB ABE - A4k ME (VAS)
1 BARHUE 0 FERERED A 625mg 35Y Lipo PGE1 AP 0
BREBRERE:
2 HERE 1 BNEAEOHR  125mg 2M+3M LipoPGEl PN 2
BE BHIILE BRJERRER:
(FFRE)
3 ZHR/ANEE 5 JEN 125mg 3M LipoPGE1 N FHF6
P A EF0
4 BHR/NEE 10 A 62.5mg 3M L 143 5
5 ZHR/NEE 4 BEM 125mg 8M L 3 0

VAS: v isual analog scale
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A B PR BERE I S S MW pIIuE © Pl RuvBL1/RuvBL2 Hiff

MEoHE RAIER

BIERBRFESAIRY v~ T HEHR

WAk MEE = SRRFRFREEFRER AR B

k) Pk R BEICHAARPEFH NI Bh#

W BBEHEE BISRBRFRFBAR KA

R e WA % SIRKFERERE SR IER R E R dREER

1) BEIRA SRR ARFRE R SER R E P G

Wi E RIS SRRFRFREFRITIER B E R A

WEaHE  NIXFE  RIGKFEFE - R RREEE R - 7 Vv —F Fh
WFEREE Il — AR R SR SER A R R B0

%k TIRAE  SRKFERZRER RO B 2%

WiRE S

#CK LA ZR®7,

4 B PEBRRZAE 300 AP 11 1 (3.7%) {2 50kDa {3 D 2 D D23 F & wE k3 % HiBl 5 Ohiik % il
L7zo SIBHUEORFH & E &5 X ) DNA BERPEE I 588 H RuvBLI/RuvBL2 2 [f#E. A&
Piifid 4 B SRR (AR R Ty B 7 BU95 diffuse B4, 8 BRIV MEAG %€, 5 BIIC.OREE. 7 12

A. WIZEH®

BESRB BV CHBEIEOWEEER R Y —
NTHDHIEIZMOFETH b, EHMERBIEID
BTH 95% L B IHEPURD G TH 5 A5, St
PUROHE, 2 F DIFRIAIC OV TR 0% &
T o TWBN, BERFURRNC & Y BREAER, A 5RE
BREEHEMTE BT TIELR L, PERYREFOHER
REBEIEEEZ L ETHLIREICHATHY . HR
PkoOBHBIEBTH 5,

B. WizEJ5ik
For i3 B UIRBE, BUT SSe. 300 Bl & 4 L
U CHHL B Sk ot % < < K562 5538 &

HFEE LRk AT L S Le, BRENRE
LC&gto) 5~ b—7 A, LLF SLE. 60 fil, K&
g%, ZEMR Y. LLF DM/PM, 100 ). 4$%
PEFEE SR g, DU IPF, 80 . 1E# A 50 % H
WE L7, MEBLCHREBRICELTIRELY
XEIC L ZRABEEE .

C. WFFoHsR

1) etk col

SR EIE I BV CEBEA O H CHE il & h
o TSIER 2 W TRIETLE L2 2 A 3 L 91
HAHLIIC50kDafHEICEL BT AH0H72 BIEED
Shize FEMCHE Lo 25, &58C 11 Bl Rk
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BNy PR ESNE Lz, ORI~ T2ZD
DN FEALTEY, AHOABERIZEED O
FEATL (BDo MBAREES T X THM
Yok B . speckled pattern 22 L7z, RIEL
ML TR - Y PSR L, PR BT
D, FEHRLFE-THEHILDE, INLIEH—O
ACHifkThr LEL, TOPREZHBET L
JFAE B ERRE 1T o 720
2) BLRHFEFEER

BRI S th bk & ) U < B 3 1000 ul
E¥—A1000 mg ZEML., DMP TIgG L ¥—X
THAG S, KEO K62 HEMin e S S L
720 K562 BERHINL & ¥ — XA 1eG 2 FUS S8 72
. ¥ L. protein assay Z 1TV 4R L /- #.
elution buffer THUEHIE 217\, 7 4 V¥ — THIE
EHzRME S (K2)o HEHIC 100ul FliHT X,
INEHUE L LT SDS-PAGE TERKEI L. 7 <&
— T N—REB L ORREET R 072, 79V —T
V—Gefts, $RYALCH 50kDa fFLIZ 2 DD/ A
plhahizizo, EToNy FEERERY YL,
fhkora< b 77 74—, HEMTEZITVILE
(E3),

3) LC-MS f#th
Boh-&H%z M) 7Y L. BREAIETNC
LV HEONIRTF FOEREB L CEESHNTT
NIV HAEHRIFELZEZINELNLZT ST
AV PAFYDARY PV ET—F R—ARHET B
ZEE W EAERIER L. R Eoxy Nik
Bl SN pdpo 72A5, T 232 KT RuvBL1 25
ENF L/ o7 I BEVOBRED S b,
8% A*RuvBL1 & 2 — F L Tw72, RuvBL1 i 49
kDa @ # H T ATPase associated activities with

various cellular activities: AAA+ EbN B A —

N=7 73N —IZBTHEATHY T vy
D—2TH b, RuvBIZ DWW TIFFZMIZ R L,
DNA OBEICBM T 5 &£ 2 5T b, RuvBLI1
6 BAKTHAET 5%/ HE T RuvBL2 & A%

D 12BBICHRD LG TwE, 72 Ru-
vBL1 & RuvBL2 & Walker A B X UF B i, Sens-
er IBLXUIL, 7AF= U#fikEiEd 2082 R
b2 O0BEHOMANE 43%Y H 5. HTEIE Ru-
vBL1 %% 49 kDa C RuvBL2 % 48 kDa T& V), #fz
F B & L C RuvBL1 & 3 % 4 fo & £ i ¢ RuvBL2
1319 FRAMERIAFTET 5. WELEEITB VT
MET 1N FA248H 5 &% RuvBLI & Ru-
vBL2 O 4rF-&, BEEHOMEMEREORE LR EER
5 & RuvBL2Z D HOHUR B HFIET 2D TIEZ W
NEERT LAYy TOy T4 v TETHEERY
W17 L 720
4) Western-blotting 1%

RuvBLI B X O'RuvBL2®» Y 2 ¥ ¥+ » MEH
BV, vz A rTOy T4 v TERETT S L,
kB P61 T3 RuvBL1, RuvBL2 ) a3 v ¥4~
MEATHS L, EHATEEETHYE L. L
7275 o TRPLAIE P RuvBLI/L2 fifk & 38 L 72
(B 4)0
5) ¥l RuvBL1/L2 kBB ORI (% 1)

P RuvBL1/L2 HUA B 160 11 6 O FRIR 9 R 8 ©
HBHH. 1L 76l 64%7° diffuse BT, BIEM%
MDA 8 HID 73% T - 720 LFHEEIZDW
Tk, 561D 45%CRBD SN, CK D EFIZ 7o
64% 2D > 720

F 724 RuvBLI/L2 BUiR OB BN A & B &\
S B VEBRBEAE O A R S, 21RO 3.7% I BLE
DT L7z DM, SLE. DM/PM, IPF. IE%
ANTEPRIIBEETH - /2.
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D. & %

PR OBMIZ B CRIERBIZB W THRENZ
RIS~ — A —TdH Y. FHERIEIIOW TR
L) BEUCEB ORI, B, B TREETH
ETELO, LEAREMETH S,

4 By PERR R ELZ B VTS 95 % L ISP HUR A
B Eh, ZoHCHAOBEAINTWAEDY,
F < —Hh—TH 5. ¥ Topol Hilk, Hiik> t o
AT HME, HRNA KU 25— BHEY, i USRNP
K", B Th/To HifkY 7 B2 HELTH 0% 13 L
ZHEE->Twb,

Al K U 72390 RuvBL1/L2 BRI HATES
LHETH Y. RO —DOTH 5, PLABHES
DRI % 3 5 & diffuse B <, E MM %
EEERIZEPL, CKO LR ZEw, ERIOHE
EEEILEVIF LI Ty FTHBH I LITRHE
R\, FRBRIGA % R THD LY HIRBERED A
RSN, Zoft BET %/ S5 % 291t
T 5 b—F A, FHREBEER% E¥ATE
B s, EFWREREOH LWREER~— 7
—THLWRELD D,

1998 4£ Makino 5 % $i RuvBL1 #LMIZ D Tt
wBLCBY, 2HRTY T TR, KEHR/%
s, BE) v T, BOREMIFRICHB L
TWho EHWMEIEICBWTOMEIZZVD, b
L2 5 & HOREREICRA CRESINS BN
HROWEEELD 5. & D EROEEE BT 5L
EhdHbo

E. #

S B WEREREC B VOB IE T % 5t Ru-
vBLI/L2 i oW TS W= L& L7z, Bufkktt
Bl & B EO AR S, SLE. DM/PM,

IPF, EHATIEBENETH o 720 PUEBER 11 %
Wad 3 5 & 7 FH diffuse B 4 B P58 K2 9 C 8 1
MEMEMEOEHMEDH Y. 5 BN LHEEDO AT
oLz, $276064%I2 CK O EAPRDS
N 720 $T RuvBL1/L2 Bufkid & S ERBAE I R &
NFHACTAETH Y. BRICHEAMMN K% &0
L. OFEES X O CK LR %0 diffuse B4 H
S & AHB S A I RE DY H - 72,

F. X ®k

1. Steen VD.: Semin Arthritis Rheum. 2005 Aug;
35 (1): 35-42.

2. Hamaguchi Y, Hasegawa M, Fujimoto M, Mat-
sushita T, Komura K, Kaji K, Kondo M, Nishi-
jima C, Hayakawa I, Ogawa F, Kuwana M,
Takehara K, Sato S.. Br ] Dermatol. 2008 Mar;
158 (3): 487-95. Epub 2008 Jan 17.

3. RVB1/RVB2: running rings around molecular
biology.: Jha S, Dutta A.: Mol Cell. 2009 Jun 12;
34 (5): 521-33. Review.

4. Dodecameric structure and ATPase activity of
the human TIP48/TIP49 complex.: Puri T,
Wendler P, Sigala B, Saibil H, Tsaneva IR.: J
Mol Biol. 2007 Feb 9; 366(1): 179-92. Epub 2006
Nov 11

5. Human TIP49b/RUVBLZ2 gene: genomic struc-
ture, expression pattern, physical link to the
human CGB/LHB gene cluster on chromosome
19q13.3.: Parfait B, Giovangrandi Y, Asheuer M,
Laurendeau I, Olivi M, Vodovar N, Vidaud D,
Vidaud M, Biéche I: Ann Genet. 2000 Apr-Jun;
43 (2): 69-74.

6. Kuwana M, Kaburaki ], Okano Y, Tojo T, Hom-
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ma M. Arthritis Rheum. 1994 Jan; 37 (1): 75~
83.

. Isolated pulmonary hypertension in systemic
sclerosis with diffuse cutaneous involvement:
association with serum anti-USRNP antibody.:
Sacks DG, Okano Y, Steen VD, Curtiss E, Sha-
piro LS, Medsger TA Jr.: ] Rheumatol. 1996
Apr; 23 (4):639-42

Kuwana M, Kimura K, Hirakata M, Kawakami
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Bl G L Lico &BINT XY A IFHE0D

_..66_
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