| siwi

R E s (pulmonary hypertension @ PH) 25 %
HF el - RIS L TRET A, PH @ 2kEER il
D Th, BEROE S LA LWBLEE
THI Eds, BEMCMES PHESAOY Ty b %
B L Twah, BEA GRS, REiE, auslcs
LT HMIRETH D, IR L T
9 50 TEE . B0 HMED—o L LTH
Wd BN B DS, HIEODRIEAT 12— 5 — 2L
L7z A f S ) R R o i B S L B
WAL OBE - B TERFLIELL L, &
P& LTIRFRCH T B USSR O EG TR D% 3
htbh, FORENPE ThhH. WHEITHL 1999 4
e, B AR A0 {pulmonary arterial hyper-
tension ¢ PAM) (S8 LTk % 44 5 Bl ok g 40
PA VA B, PH BB AL ENETwa,
LiL, BEMEEOSERC DL PHORGREL
AWATED, WESHETELRBEERIG LTy
e, AEETE, BESICHED PHIZOWT, HIITH
AELOEREAE (systemic sclerosis @ 8Se) ISR ED,
WS L ORBRISEICZ LR B9 5,

| ssc mEFREOHH

SSc THLH N B & RGHIE ORI L & 1L 4
J—BR, TR AN, BBk
FECRER S 2 MIEAT 5. SSc MEOIRIZeHT
LA 7Bl JREBEMUIGE R 4 0, Sz
Sy B~ B0k 5. LA —BE ki &
IR B A SRS & D A S LA R, Rk b
WO 3RO GBI (%) ThBb, —il
PO SE I LD R ERABLTH LY, S8 Tk
FORBEH~ IR, BN, MR L L om
AR AU T A, SSe DI B il TAa S
Nhvam— 2k 3o0HREET A, B—ICHl~
A 35 1 OVHUBAIR & 15 00 12 T s W 7 A2 5 2 45
ND (BIA). FORBRAES S SR T TOR
TEORRAEALT, SIS A P B 7 & o i g
B, SHEMEARMOBSEICE Ly, SRR, A

B, FREL, TORFEGERTE MR, #ESNS
BALORE & BRI S A BREOMMEN A SR,
DU S O BIREALE T BUE, WBIIRO 2L PAHL
HERROBALIEE 2 ) — ¥k BT, BRI ER
MO IT, SSe BEHERIIFERICALNSL, 2O
RIS EAIMAE 2 %54 5 2 L THES IR T A C
LT E L (1B, MEBEMMTRE L SSe o B
HEREE, JEREMNHC I EhS, 0134 AR SN
SrELEO VIHE E LTRSS TwaY £/ B
AL MBLIEZ > THBIT A Z i h, BIEEICE
W TH L. IREBIZT T M, Wb, it 2% <
DFES TR YA SNS . FEAF ORI RS
T, RIS X B ERAL U 22BN (giant capillaries)
ot L BN ORI TR I c R s h s
(B 1B). BHMAT SRR 0, S & Lol
BT S A S, B AT < 2 A s o Tty 4.
EAIEFILR S, SSe OBWITHM BT RTH L0
SEMECRHERTVWS (FIC, o k9, SSe
BHTREREOM~/NEIIR, BN, AR B
FER N ET 22 e B L RETH
5.

| ssc nEFEMBROXH=XL

A D B TRIMVE RIS T 74 A 2 b A
=, famEok, TRV ASERCEE IR
SO BRIC L 5 MENEOHEMEESNL TV A,
IR EAERE L0, FRICT] &8 < Mo
Pefl, SE - RIS LD Sla R A il
LEERT - 4 A A g s, B ST,
A 2 PR L A, EEEEROT YT v
FAT K LB, EE LB L R EOYRDHE
FERF i AR L AR E DT SR S
T, BRI mEMEEEORBE LT, 4
PAFOT AL VAL EO YT 4 W ARRE SSRGS RT
VAYE, AR W STy L, PELHNE
HHEsE T ERERIC L EEMIALNRABRTH
LI Eds, FROKTSSc W OmMEHEL T
Efe, fGE, MAFHEFCHLTREGFRShA T D
A, BERESTICEEE L 2B E R
foo WEAIZEBV B IME OB - BHEICE, MFH4E (an-
giogenesis) & IRAFBIL (vasculogenesis) 32 2 D%
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@1 SSe %»"ﬁgf{%fﬁiﬁi‘gﬁf?% (A} R ) —ECHEC Lk SSe 4
%@ﬁhkoﬂkmvwvﬁﬁ%&L?nuﬁaﬁ-%ﬁ

LA AR L.

hcmatoxyhn-aeasm“F s ry T A—if, (B
Tid R
fLs, Fh GHLA &“mwﬂw£($

{(ZE1).

HHMAERTR Q00481 S8c T

SSe MA TR & bR BRI AR

EATRBAITI . AR LR %ﬁ‘;:ﬁﬁ“f @

Az E D HEER T AA SSe HA T %';ﬁ
%M&ﬁofﬁﬂ.+ﬁ&m%ﬁ&%@:bngWﬁ
Wi i PO AT (endothelial pmgenimr cell :
EPCY @diidsmahl, WERF~DF—-3 v 712k
DS ENLA, el SSe BH ""gifmifﬂﬁ’iq‘f”) EPC
By, EPC LA P HEARIR A~ o0 4L Gk oo 55 A8 &
bfts I ER LY

| sscictt> PH o

SRR RAE Y S, RO

HEtoRLies Tt 2

HHE LTSS BHROINEE

ol — “m‘fﬁ’;’f%.n}!f‘i E& (.jé‘t B

R EEOBnE L - Twvwa, (O

T SSe o B A PH @38 7~12% T, BB
S PHO T0%E LA DB, —F, %‘i'ﬁ‘@ LB
AP PHOTEEB S UOSSe, 24 F< b —
SR
& LAY {mlxed connective tissue disease : MCTD}
IR TH LY, TR ERICHES PHERARS L,
SLE < \ECTD S PH O Q% L EAPAH THLO
f;,fﬂ‘t SSe TiFALEBIZ L 2 PH (0 —72) %
FVER#E 8 (interstitial lung disease | [LDMI EAPHIZ
N T3 2 BB R PHEED A S LD MANFHTH S,
BiERE AT (A5 mmHg &4 » b 7)), ShEEE
{(FO% ah » b4 7)) ThvbL 23— T:":ww?i):':i'~
FMEFEETIE, SSe 121 PHIZ S D PAH O8l&E4151%,

F 7 (systemic lupus ervthematosus © SLE],




P L A PHAY20%, ILD 2L 2 PH A 27%, Hi
EIRYEE S S (pulmonary veno-occlusive disease
PVOD) #%2% L2 Twah, R4 Oliiko 67 #io
T h, PAHAT56%, 0 BIC X% PH A% 17%,
ILD 2 X% PHA 2% Cholz. TOEHIZ, SSciof
I PHAZIR SR LMEFRAT 5 2 Lo, MiliFas
WG WM OWBENFEETHS.

SS¢ & SLE ok PAH ZBIREMIC R E L H R A, &
FEMIZ BT A EIE SSe TE vt BEUEB IS
PAHZ £ MIERH LASLETHW, SScTlELA /—
WGBS W0 EDL RS L omigE BB A Y TH
L@ LT, SLE T 20~30 LG EH %,
DI B, §Sc TRIEWEBIIN A BT PAH £ %10

TAIEAbY A, SSe TR MBAEAN, B X D
PR A BB EEE SSe (Jimited cutaneous SSe)
(2% LBt v b o AT HERRBICERE RS, T,
SLE Ciddit UIRNP HUEB RGNS {, 3ERDH 5 vid
g B #E o PR~ LT PAH #3845 2 &
A, ATIE A LB LA B Tl BRI 1

T DA SScPAH TOHM R/ OREA I IRy

I EHRENT S, MEEHTORMENM T, SLE
TEMEMNR O, MEPE ORISR S, R
BHGET LI LA, 0, SSe T iR R
F AR AT, ARRICEL . B EE
Bl ok, F£7 D6 200 PAHMETREA
CHb e B g, SEEIRIEE IR A BURE £ R T
ThdH, BEHCED PAH TR, 2504 FRngdy
AT - R AT R & M 2 Gt h
BEZEDHE S RTWAN, FO% 3 SLE. MCTD.
Yoa— 7 L R R B PAH T, SSePAH T
DAL E b THhn, Fh, LR TOAF ) —i
7 ORISR S E OB G R I
PG L DRSS 50%, SAEAERIE20%UT
EbBTTHRARTH- Y. Ll HimEaigEs
A B % - T MO B G FH o #i SLEPAH
TEOMFT, L4, IFEFELLIN%Y LTHE,
—F8Sc Cid, Sl LS 2R LalimiFEagEo
AR R o RO IR - R TD . 1A
FE %D, £ 3R R0~T0% 27 &,
HhBTHAROHRETHS BEED, S8, SLEIZ
H9 PAH SRR AMETHL I BEWAT, BE
FHIIES PAH X LT—46T 5 2 LI ETH 5.

| sSc-PAH pF#FRuEN

SSc-PAH ASHUHR o0 B i 35 38 <0 th s i i ok
A IGHART, EaTPRioE 21080 L vEh
ELTUTOERES TS,

1. BIEREORKYE

SSe:PAH D i#LHE T & &5 ST {28
7 LR & BT, M1 2 L & ik
DOV AT S, 555 PAH MO BEHH IS
PAH =520, flES 2t flizd v,
F70, PR LI R 4 Lo Rk &
M, MR £ CILEEBN IS R O, M O WA X
HTH L, BHIME, BRIRAE EREEYZ PYOD (7
=71 EEMECET, SSePAH ©% { 4PVOD
OEHEFWEHF-TWDEY. ZOL A, SSc-PAH 1241
WA B b Trn—2 ¢, BUROMifARE
7z % HSIY 2 5 B MU SR T o0 B 2 R0 Sas I At
VRIS A R0ENE, BERELICZ L v
2. DEREOHE

SSc Tk, AMH ORI B RIS X S B O
e BT S . BT MLRENY B N R AL
0% L L IzEBigE SR DA% BN I BRI 5
G o MPELREPEHEM T ET L AERE R 201
0% HIEIF ERv, 2L Lo a—% MR & Hw
CREMV OB 2 2R 2 £, SR B & g
JIRMEYEI S A, LI OBMELE FET 5 MRT
OB 50% DL CIBYEE 2 B, W
B s EUIERROMIEIEE {22 8 2 LI BEL
7L, PAH BAENS VIES S 10 ERL SR L 2205
TR T ePRE T 5.

O RECE O PH OB 0, WESHE, i
BT E CERY RET. & ATFHINEIRT 21~
24 mmHg K — ¥ — 5 4 ¥R 25~30 mmHyg DS
PH CIZMIAEH2IC L 2 PAH (ZV—7 1) 0
Btk aPH (FV—72) OENFEETHL. iH
BRI A &, BEERB AT 15 mmHg A » bF 7 %
BETEY, Fld7F—F VS CllET A8 IcE
JFE Ao BT I 5 R I8 5 2 K B AR (Auid
challenge test) 21 2Rl HEIZL S, Fox HIZ X
% SSc lzfE PH 53 WA MG L L atisd Tk, bk
BUOJE 15 mmbg BUF %2 2BH8E0C PAH LB &0/ 29 )
A 5 11 PR RIEERIE 15mmg BLE, 7242
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o LR&RS, FomBicLa
PH (FN—72) ThofzZ e LTwaY 7,
SSe-PAH CIERENRE ITH L -CTHIT A IR HYE
WEHEO—2E LCOHEENE LGN, LICRRA
M B P T HEDEALEHE 2 5.
3. ILD OfE

SSe izd3t A ILD @B 50~60% T, PH X

AT Nl B R AR A

Dix5
AlCEEETH S, Lol ARSI ELFIZILD
EFHITLEO IUTICTERw ®hopltik, ILD
FEERCESTEREIEETLET b vl PH
POETL L TPBARET 25, BRAOE{
F— MMf9E T, SScinfEa PHICILD #3564+ 4 B by
% AR L %LUX7%ﬁw@;&#%”Lﬂ”H

. PH ¥ ILD ##+ 2840 PH A% PAH (41—
v 1). iwgiz L5 PH {:‘»’ =73}, HoHviEWHHE
OEPE (BT out-ofproportion ZIPiELz) Aa G
kL, WA RSE S PAH IS LCTHEITH 547,
ILD 2 LA PH T B BIEC E S

Li=dio T, SSe ik 9 PH CLEBROMBEARAEL,
PEAFoD PH BB TR 20T 2 Z L BRSTSH 5

%L OFIHFPAH (#b—7 1), PVOD (50 —717),
FLEEILLS PH (VL — f?k%& B2k A PH (7
N—73 OEEFHLTEY, Bl 1B LT
TRETHSL,

| sscicslta PHAIY—=2 Y

SSe-PAH F PHEARMETH L Z Ldh, BEON
HTRRL, RillHh e ATAZ ECdamTEeN
T E LIRSS Ty A, HEBEEO WHO
BERE LA /T ES o0 08 TIL/IV BEAC Mo ~T A 479 By
BT H B AR Tk — TR STV B A
DIEEA IV RS A MM Lo P H i
B LT B nE B 5Ty, PH ol
?ﬁﬁ%MCJWMﬁWﬁﬁ@Qwﬂ@%ﬁ¢ms %
§S¢ T ﬁnvbﬁwzu&@@%%%ri
AEAE, WEE, BT R s 5 4
BUOROBEMICRE 25 ﬁ%ﬁﬁ@b%@. :
HPHEELTAZIE@EBTEHL, TOld, S5 T
FEERROFECIELSIEHNEA Y - TR
T A EAHEEET VA, M #1]
PAH@UK¢%%EE@®%”J IR A 7 —~

P
{\. TS
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#£1 5%

FREB s LR (R Ld, Eosiic kiS5

J RN (L4 —BERBS S WERE)

Hi v b A T R

TRl (R, OB BT

LB THIRE Iz B @tu}f*‘?){iﬁ“ﬂﬂﬁﬁi
DEee F (<60%)

WEVC/ %D 2

M R AR G E R A 2

BNP/NT-proBNFP & (EEEO SR+ 8L %)

EEFRAT PH

A= —F A AEERFE (21~24 mmHg)

BiTHPAH YA HF

=¥ X EATV, E@ﬁ?—?%ﬁﬁéﬁéﬂgﬁ%%%
B0 T B BB

PHKzU~:z7&L1K<mw%nfwéw&
BEgLTa—Thi. HORDERPLEBRBEORT
L EOEBELDAL LT, FFFEICE IR =
RIpMFEORA Y = v VEES SR L, RIS
B R B O F- I % 0 2 7 R B IR i e fl e
FHEsTwE, 2R3 L, FUPoBIoLafises bl

HF—F N TOEBERBESHT LA By, SSe
TPAH #5MICE 52 5 Bnf LAY ) —= ¥ 75

ik LT, Misiesite i £ & — B LR R E0E (diffusing
capacity for carbon monoxide @ DLeo) &M b U
LR -7 F F (brain natriuretic peptide : BNP)
PR F ORI NT-proBNP 495 B ShTw s, LD
£ LR R T % S D i (forced vital
mpacwy TFVC), % DL & BIZETF 5% PAH TId%
LT %Dl R FAEIFE & A, — . BNP
a?&ﬁ *PET LY ALRETLErRY. 4
]MH@gms&mm$ﬁw&ﬁmf%ié:t#&
B o Ry LaL, L2 2 —12%DLe,
BNP il fdbeh o 8 THRESF AT 5, BT
ol S L7 SSe MHF O & 2k MY (DETECT)
OERIZIETE PAH DAY L4 /£S5 5 G
HEE polLra—, 3LlALsT—FlbiiER
EERAIIZ S 27 L) AAHESA TS

] SSc IZ##5 PH ICHT 3%

SScizfE PH & huid, $¥REIE UTBE
%&.ﬂm%§Uhtw%mﬂay&&m&@mﬁ%w




W A, PFEEIRITE 21 ~24mmHg OF =¥ —35 14 v
TR LA B 2 HE R IRA . A
B, ILD AOENE 2 ho THECH S, WER-7
BIERGE, Alh 77 VRO EIIOEE A, Al
Foe TN & DA IR AT o, ﬁ%ﬁ%%%*
EOH AR ST A, wE A i g
ﬁmﬁﬁ~¥~ﬁaxﬁ%%ﬁhﬂﬁém&ﬁAmﬁ%
&mﬁ?yx@&< FEFIZ B IR AG L A5 578 L Wl
ELB O EMIMERIEOM A A& TH
J*Z: SEEIMEINRIE 25 mmHg BLITiE, PAH (F e —7
1, PVOD (Zn—71), Bk 5 PH (v —
F2, LD & A PH (V=73 OofEMTiEH L.
FF, IR E 2 PHOMIEIIRE AJE > 15 mmHg),
ILD 2 fF 5 PH O CES R EHIRIE 25~35 mmHg 42 %
FVCST0%) Ak B REORETIE, W I
AR A T A, FRUALE PAH(S
W=7 1 i AT PVOD (ff‘}%z T, FedMERIC
ELZPH (F—72), DL APH (FA—73)
BEERTC B A B ELE L, WidrE et o i
TWHE A, AoAEL, 5 PAT o BB AR IS
PAH THEEA R Sdvo 06 A LB S 2
ARET, PHICHS T 28 OHHES b — % DT
B o bd g, Foid, RN ED
B, M, EAIZEEA BAE T, EENRIC S,
WaieA gk s s, dh s, WimSsREowEl
ﬁ@#ﬁwfw@@%ﬁﬁt@%T*&@@w%me
{oEALELERESh2LTHL, -2
W PVOD (7 —7 U T+ 5 &, Wiy
REEOBIIZ XD ol % & 725 aid 4,
FEMBIZE S PH (70— 721 HEEET A &, Wi
BT+ 5 2 2 TRO- OB LD %
ST L. 0, WS OB 2 DN Y v
PAREAIZAFIET B &, MEIRE ORI LD
R OBV OMESN 2 5 2 L TIREINE: Av
FHEEN L, (REESAAEIRET A D b LiF L id s
TH, Lizdts T, WiimdiisEd Suroilb L,
TR AT & FHESAL, W9 - oIR8 & 3R L s
5, BpEd L URHOEMZ N L Tw {0 69 H
FATHERE S U L, BT TR RIS
ilﬂé‘*’ﬁ‘}‘ﬁ“fv‘“@@%é%%?l O BHEERZAR L, Bikatd
VI ERRERT A, MIBAMLEEE DI B s A T
EAE 12 BT RB AR A A b UIA I &
FhmitL T, AL BEEERTPARD (-

7 1) EEOUEAE o THI D o AT 2 8560°
HAHOT, FREGTRGESNICERZE= 5 ¥ 7
VEETH L. N E BN O BRI E R O#MER: & 6y

THOYUETHY, TorDIHBELREE=s )y
EWHMN TR T MBI ER R ERT . T,
SSc-PAH Ti2 SLE % MCTD 2 ff 9 PAH & B b 0
VeSO B A WIREC & Lo v, SSc MBI B
GEORIBERE LD ¥ 2 — 7 L VERBGIATIRS
BEPIESE UG T A2 50 B 5.

| sbuic

fesk, BEHICHES PAHE—DOWELE LTIHES
RTEL L, TORBREDODTEHTHY, I
{2 8Sc BT PH e o msF g, SEbisEo—

DT ER . 3oL AHTHREEDDICE, SSe-PH
DUFEYE R PR L ARIEEE NI A e A T B R

WX B EHM ORI & SSe AR & T B W7z T ihak
DEFEACRD S D

FHH o COL (conflicts of interest) R &8 1FE . #
HR (T7FVAFY Tr—=FVa—=FAhNL Txiy
FAH— FIrY AT AY S ).
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Abstract
Pulmonary hyperiension as one of vascular complications in patients with systemic scleresis

Masataka Kuwana
Division of Rheumatology, Department of Internal Medicine, Kelo University School of Medicine

Pulmonary hypertension (PH) is caused by various underlving pathogenesis, PH asscciated with systemic sclerosis
{SS¢) remains a unique subgroup with poor prognosis even in the modern treatment ers SSc-PH often has complex
pathophysiologies cansisting of pulmonary arterial hyvpertension, pulmonary veno-occlusive disease, PH left heart disease,
and PH because of lung diseases and/or hypoxia. Current pulmonary vasodilators have heen confirmed to be effective for
pulmonary arterial hypertension alone, and they often unmask or worsen other forms of PH. Since it is difficult to fully
assess mechanisms underlyving SS¢-PH before introduction of the treatment, in clinical practice it is important to monitor
clinical and hemodynamic parameters frequently and to modify treatment regimens based on the underlving pathogenic

Process.
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R - F*1 SScHOPHEFMHELE (ACR, 1980)
ER O =
<K EEHE>
SRR AL

L Y PETEALIE (systemic sclerosis ; SSc) F 7:
VR, A B VR I L R, PIGE R O
HAEL, RMIEREE, Aoy T B
TAREARBERT, W ELCHVENELY
T A% ﬁomﬁﬁwﬁw%mW%%fm%
FOMMITREEE, BRIER, 802 HE»S
BN R A R e G Rk
LW Bk D, it,ﬁﬁ%~ﬂ“0%
TN TGN T AL HEIIZ LT
MW, )Ry A I D T TDHEBEI A LET
HDH. FDN, BEREREEELT 03 S b bl
RN R, SRR CHENA T TS
B, WEEER T HIE T AREBEOHIELEER
HAILTWA Y, OB T TIZET ) 7~ T
(rheumatoid arthritis ; RA) THEY. 2L TW5.
BHIGEIC LD g P RodE» G ohscy
Ty A ESN, BIEOE TR R T L
FTOBDIEMOEETHS. RATIEFINE
A A AT A7, 20104E 12T X ) A1)
~ 77245 (American College of Rheumatology ;
ACR) & 3 — 17 v %) 7 v F 42 23 (European
League Against Rheumatism ; EULAR) %33 [F]
TH LW E 2 R L7722, —75, SSe T
1980 4712 ACR D/ x B & 73R Bl L 72 703 % fii
$§ﬁ§%<mm%hfih.:®ﬁﬁiﬁ%
BT AN A iRk TR A2 LR HIY

(P4 i D 0 5507 2 > o o 2 i 0 D BT 3 7 i 2
A ko Bz g aiAk)
<UNHEHE >
1) Tk
P D B Bk RS 95 B L
2 RRFRIMIERER, &5 VIR OZEE
PEBE I X A RO M A F 72RO 25
3 ) PP PERITIEC & R A
,,,,,,,, XA & 2 FIAMTICHO@IRE % 21380

FIEHE, @ 2\ old B 2 T E DL & i iR
iE & 473

SRR, A RRERPE AR IE 92 4 &0 pseudosclero-
derma & [543 5%

VAR Sz/, TP 2R 5 2 LI ER
MBIz, OO VERE R TH Wz ok —
I T R R0 5 o 9] 1 PR AL S A7 %0)?&?
B, 1980 4 ACR #EHE 0 i R ) & EBE D BRI
BUF A SSc Wi & O —F A & LT?E‘
fsn, SESELMEEVPUGTELREBLT
&7, ﬁ’ﬁﬁfﬂ?:ﬁi’k CHEREH N A O E D0
FEND LR, X9 < 2009 F1TH L
SSc i fEFEEDERE 7 H I & L 72 ACR, EULAR
D X 2 3—=|Z X % Task Force 2SR 21, 2013
fE12 2013 4E ACR/EULAR 7 2L & LTS5
BNz, KR CIEM G EEEOERICE - 7oH
B MERFRBIZDOWTIERL T 5.

* New classification criteria for systemic sclerosis.

#t Masataka KUWANA, M.D., Ph.D.: B ARERKSERERESMZER 7 LoV — BEFHNE S5 % ($5113-8603 4L
LU CEUX B4 1-1-5] ; Department of Allergy and Rheumatology, Nippon Medical School Graduate School of

Medicine, Tokyo 113-8603, JAPAN
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1980 EACR D FEEE & ZORIEESR

1980 4£\Z ACR D i 3 L ABAEIEN T B
KD Lo TR RN (R1) T, BasiE
i TAT O A RRNIZE & L5 5 B TR
ENTBY, BRIIBT LB OO TS
WEEFHEE ENTWAE Y, ZOEEOERIZH
2o TE, RE, #F+4%, AFT 3529 k08
FEEASSSe, & H L) 7<% b —F A (systemic
lupus erythematosus ; SLE), £3sM: 4/ %
18 %5 4% (polymyositis/dermatomyositis ; PM/
DM), LA/ — ¥R EZ W L72797 510 400 TE H
FMABRT—BEREEZ-TE, F75k
HEERDOEHE HFEIIOWTE L DI *
SN, 1805 SSc B T B E, DIBE
I 00 e HE A [R) IR LD 3 BRI, IRR A
JZAE 72 & SSc 118,95 f& (pseudoscleroderma)
R L. F0 1T, SSchEsEG] 264 5] & B E
TR A3 60 & BEZE B, B A5 AT & VT
B, FRREDE C, ol B B m/ N NRICHI R 72
FEMENHE G XN FORE, BEN%, HR
FE99.8% & BTl & BEN7E R RIS K
e L LT s, VR L LR, R
F{5 15 B (metacarpophalangeal ; MCP) i &7 F
7213 5 5 M (metatarsophalangeal ; MTP) B4
i % B 2 T F Tl o 72 LR o =
EThAH. EHI2, A EZEELT M2 S EE
Bl &3 LT A7 FRICERE L7 g aidt,
FRUSPAIMPERIE £ 72 LR IE O Z20E, 0 it B 56
DRMERE D 3 DD /NFEHENEE Sz, 18R
MPEHEIR IR O e imE BT A RERH 5 v
FHAWIKO LEOMATH Y, BN %R
EREEORRE L LTEL S, BIEOEHILIE
TR FLER ISR LT A IR IR tp g e 2k B
by, BERERANEELUZKEYST. FhsEm
AAEZEIZEDEEIE7% T EA LA, ¥
HEIX98% ~EMLT L7z, RIS 1,300 ) L
FORBERESHOT— 7 R—ATHGE L7z & =
5, EE92%, FFRE 6% & BRI iE R AR
2hoe.

1980 4F ACRF:HETlL, fERUIC W7 — % 2
5 SSc iV / REIGI 2 Ryt L7z 2 L5, B
RRHEG 2 HE L nwEETH L 2 LIEHF T
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H5. EBRITHEN DL BRI L7 SSc FEvy / FH
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* Mixed connective tissue disease and its association with pulmonary hypertension.
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Dear Editor,

Systemic sclerosis (SSc) is a connective tissue disease
characterized by tissue fibrosis in the skin and internal
organs. A study using data compiled in an international
database of European, Asian, and South and North Amer-
ican patients found that juvenile-onset SSc (jSSc) is less
severe and involves fewer internal organs than adult-onset
SSc (aSSc) and that the former is associated with a higher
5-year survival rate (90 %) [1]. In a study carried out in the
USA, jSSc patients were found to more frequently have an
overlap syndrome, fetal cardiac disease, and improved
survival compared with aSSc patients (2]. In addition, a
literature review [3] of international jSSc studies demon-
strated that patients with jSSc have a high rate of diffuse
skin sclerosis (90 %), only rarely renal involvement, and a
5-year survival rate of around 90 %. In a recent study by
our group involving Japancse SSc patients, anti-topoiso-
merase 1 antibody (Ab), anti-Ul ribonucleoprotein Ab,
pitting scar, and long-term disease duration were associated
with onset at a younger age, whereas anticentromere Ab
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and interstitial lung diseases (ILD) were associated with
onset at an older age [4]. In the study reported here, we
assessed the clinical characteristics, including the clinical
course of jSSc, in the same population.

This study included 321 Japanese patients who had
visited Kanazawa University Hospital from 1984 until
2010. All patients fulfilled the criteria for SSc proposed by
the American College of Rheumatology. Medical ethics
committees of Kanazawa University approved the whole
study, and informed consent was obtained from each
patient. We defined SSc onset according to age at first
onset of any symptoms attributable to SSc. Demographic
data were recorded during the first admission as described
previously [4]. The chi-square test and ¢ test were used for
comparing the frequency and the mean value, respectively.
A p value of <0.05 after Bonferroni correction was con-
sidered indicative of statistical significance. All data are
shown as the mean = standard deviation unless otherwise
indicated.

Patients who had developed SSc at an age of 16 years or
younger were categorized as having jSSc. The frequency or
mean value of each clinical and laboratory features were
compared between the jSSc group (n = 11) and aSSc
group (# = 310) (Table 1). The mean age al onset was
9.4 4+ 5.0 and 48.7 + 13.2 years in the jSSc and aSSc
groups, respectively. The male:female ratio was signifi-
cantly higher in jSSc patients than in aSSc patients, and
jSSc patients also had anti-topoisomerase I Ab significantly
more frequently and anticentromere Ab less frequently
than aSSc patients. Furthermore, patients with jSSc had
pitting scar and/or digital ulcer more frequently and ILD
less frequently than aSSc patients. Since most jSSc patients
were positive for anti-topoisomerase I Ab, it is possible that
this antibody is affecting the clinical features of jSSc rather
than onset age. However, the tendency was similar when
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