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N5, COAIPOEREE LI, ME7 =) FE
WELHETAZ Db o TE7. ADM/
CADMIZ &8 L7-AIPASEAT T 5 & SRy
WHEPMETHAEIE L 2 et b o TWwiz,
D7z, WAETIE, HRCTHTR TOMMRE D8
ETHIMET =) F VMEH, 500 ng/mlbl ETd
WX, BE» O R RBEnEELIT) 2 &
VHEIE S DY,

PM,DM®HL7 I / 7 ¥ VtRNAS B 3%
(aminoacyl tRNA synthetase ; ARS) Hiffid, 3
1, 6 I EOBEIHESNTNE, b

DHEHPT, BOEEIE VDO, HiJo- 1Pk T
Hb. INHOFARSHIAR, WEMED D VILE
TEICHEAT 9 5 VB M % % BHEEE (80% LA L) 12
AT A, Lo L, ThooMERRcE, B
BREATOA NER EORBEIHEEIER)
THhY, EMTRIHKBMEFTHS. ZOH
ARSHIRZ B3 A BRI, Figt, BELLEE
PERT A% FRRICEHE T4 2 L TH 5. FF
12, PIPL-12PURR 1 CIRIFBAERICZ L E
TR RIZVT A G, R RN & Bk
ENTVLEICEODONEZ EVH 5.
m e %

MEROEREE~ — 7 — %, PUFhEmiaZg
PUA (anti-neutrophil cytoplasmic antibody ; ANCA)
AHIHN TV A, ANCAIZIE, 2 T DORICHUR
WY, FNnFN, MPO (myeloperoxidase)-ANCA
& PR3 (proteinase 3)-ANCA L SNTWwWh, ZThb
DANCADFED & N5 & 9% % ANCARSE I & 4%
LERW, InsomERICIE, FOEKRER
12X, BAMBENSLFINE K (microscopic
polyangiitis ; MPA), ZRIM%E KERIFEE
(granulomatosis with polyangiitis ; GPA), B
RIS 5 & S P 3 BEE (eosinophilic granu-
lomatosis with polyangiitis ; EGPA) 7°% 4 .
GPA, EGPAIZ, LIEiid, Wegener A3 IEE,
Churg-StraussfEEHRE & I XL Twvi72. MPAIC
&, BB RSB L O LAY 4
BICABET 5. T72, GPA, EGPAIZIE, Afilc
WFEENERFEZ &S 5.
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| b D DIFED S DR HIHRLEOES =

TEH S B RN 2 O BEFAE
6 ML
N1

M mERE (PH) &, MOBIREA LAT %%
RROBRHTH L. MBEIRELZ LA S 5IHEIZL
D 5HEOA T Y oSN, BAEESE 5 H
PH EREY AR ¥ v 4 (WSPH) ICTHRIB SN
Z—AGHEMBHEVLNRTWS (F1)Y. BWE, A
LA T — T VREZAITY, FEMEIRE (mPAP)
25 25mmHg BLEZ R LTWE I ETh B2,

FEIAR O IR, H i oD AR TE <2 3@ ) 7 UHE A3 4o
D, WMERBMADHEICIY PAPP LA T 2
A 0L B Bh AR 14 A S L £ iE (pulmonary arterial
hypertension ; PAH) &t EHKL, B1HICTF LD
LN TnD. JREAINILE 2 X SRR EN v
WE I PAH & L, TR TRIEREYRD
BIEBIR T TIZHES MG SN TV L RIETER
B HIELIE, BEEPAHICHEL TS,
R, HIV BRYWRE, PIIRIEJTAESE 7% & O FLpfE
WREAET A6, SEERICED PAH &
TE S, EREREOWBEDS PHIZER 25ED
HBIEPMOENLT WS,

— 77, PR R R 12 4 B SR MR iR B (COPD)
2 & o T, MR LT PAP 2* EF-§ 5%
BT, WRABICHE) PHE LTEIHICHEEIN
5. HEERBITLICEOBREOE AT PH ARIET
BEFE o /2T IE A A v, WSPH TO & Tl
COPD 2SH#EAT 3 4L1E, 90% LA L @ B3 ¢ mPAP
& 20mmHg ##8x2 T 5. 72721, 35mmHg %
M2 BHEHBEEPHOHEZ% ULTTHBE L
LTwa. B PH 2% % ¥61%, COPD & 4581
PAH DHF L E 2 B ULEN D B?.

FEMEMEED 5T, FFIZPHBFEDO NS Y
A7 BE, RREEVEMTEAMEE (PF) v a A F—
A, F 7z, [IEEPFITRRAERE (combined pulmo-
nary fibrosis and emphysema ; CPFE) T3 5.
IPF @ 8.1% I PH *ff 4 L, IPF ®OEATIZHE W

1 MESMEEOBRKEME (Z—X, 2013 %F)

[Simenneau G, et al : J Am Coll Cardiol 2013 ; 62 (25 Suppl) :
D34-D41 LW EIH, ®ZE]

FOHEHEII LA T S, KM IPF Tid 60% LA
L OREFITPH 2 HET L5, TNODEHTD
mPAP %% 40mmHg % # 2 5 HEJE PH 2 £9 5%
Bl 10% KB TH B,

% 3B PH TI3, mPAP 7% 35mmHg % #8 %
5 X9 ERPHIZENSS, FOHE121F PAH
DI FZzERL THBEZTHILENH B L LT
B. 72720, MAEPIRIECTOBRBITEEOMENE
Mg B DOBE, MiKMECARBR IR MSE 2 55 5 2
LBy, HEETIHER SN TW RV,

MV PR B 0 B 75 B BB\ & B MR BRI
A, 10% Rkl PAH 2853 5. 60% Ll L
DOREF THEMMEEREZHFET LI 2L, &
1, 38D PH 2 BifF 5 S HEDE L. T DHE,
ERFRIZE DD TEY, EITFHTIIAR L EHR
FEDS Rz, MEMEMEESL PH 2 BICR
RL, T&272Z2F8EMEIIRETOHBANAD
VETHDBLEZD.

1) Simonneau G, Gatzoulis MA, Adatia 1, et al : Updated
clinical classification of pulmonary hypertension. J Am
Coll Cardiol 2013 ; 62(25 Suppl) : D34-D41.

2) Hoeper MM, Bogaard HJ, Condliffe R, et al : Definitions
and diagnosis of pulmonary hypertension. J Am Coll Car-
diol 2013 ; 62(25 Suppl) : D42-D50.

3) Seeger W, Adir Y, Barberd JA, et al : Pulmonary hyper-
tension in chronic lung diseases. J Am Coll Cardiol
2013 ; 62(25 Suppl) : D109-D116.

Topics of interstitial pneumonia-associated pulmonary hypertension. Yasushi Kawaguchi : Institute of Rheumatology,
Tokyo Women’s Medical University. IR Z FERRZBRER (J7<wFE)
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V. g O FUNDRBIRRK, FEEDKRER

6. EaEAaEER

A #8868

= B

BAEME#EEH#ERIR (mixed connective tissue disease : MCTD) (&, 1972 F£IZKEDGC Sharp S A5HE L
BB TH L. BIME R THEPUE (speckle®) B X UHUL-RNPHUEREE T, 8By F< F—F2
(systemic lupus erythematosus : SLE), 45 :55%E (systemic sclerosis, scleroderma : SSc), &R
#% (polymyositis : PM) D 3EED S B, Ll b d 2HRBOBKERZE T LEEEZMCTDE EFEL /2.
—7%, 220U LOBEREEH T HEEEBRR L WIS DH Y, MCTDIZHIUL-RNPHUREE M O BB

BLEZDHILLTES.

L Kevwords

F LI

REMERARMR (mixed connective tissue
disease : MCTD) X, &&= 7= b+ —F A
(systemic lupus erythematosus : SLE), & &
5 B iE (systemic sclerosis, scleroderma : SSc),
23554 (polymyositis : PM) @ 3 AR
& L7-BRREZ 2 L, IiE%ICHUL-RNPHLA
BB CHRIAT HEETH S MCTDHS, Sharp
BT X DIRE STV FED 1982 FICEAE
DIFED H EMCTDHFFEHEAFE R L7z, BRI
W & IZSharpDKE X D b, RIFTIHBER O
I CTHIUL-RNPHURB DB ES S W Z L 25b
o T&EZ. Zhid, BALEALBEANDER

(HM&E 103 @ 2501~2506, 2014)

$U1-RNP#ifE, MCTD, SLE, RBEE, ZRMEHA

FOEIZLHMEEEYXD L. €070, KEX
DDBERIBIIBWCTIVEERERLEZOND
XI5 o/z 1988 FEITHNNIIC X D, MCTD
T OFE] & LIHEIRE TR E N2, 1996
FEICHAERIC L VBWORET N2 S, F0HK,
2004 EITEBEIC X D, BUTEEDUE S NFER
Sz, ZOEREOEBEARIZ, HEETA
& LU CTHiEIESRE (pulmonary hypertension :
PH) SHAANLN/2Z & THAH. MCTDTI,
10~15% ETPHAZ &3 5. PHIZE X DR
BFIRICERTHILPHMONTVDEA, Mkd
BHEEEZ SN TWE, FOHRT, MCTDA K
DEHEEICPHE AT &b o TE

A TFHRICEDIBEELRRETHLI L X
D, MCTDTIZHEEIRD 2\ & &0 5PHD X

R FERKRE) v <78

Rheumatology : Progress in Diagnosis and Treatments. Topics: IV. Collagen Diseases Except for Rheumatoid Arthritis and

Hot Topics ; 6. Mixed connective tissue disease.

Yasushi Kawaguchi : Institute of Rheumatology, Tokyo Women’s Medical University, Japan.
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UDIRFH:

=1

BEEeMESEERs (mixed connective tissue disease : MCTD)
EHEE (2004 £METHR)

EEMHESHEBRORER -

2EMTUTY =T, BRE SREHRLEELCHONDERPRENEEL,
MERICHU T-RNPHADH SNDERTH D

[ B
1. Raynaudiig
2. BEOWUFEDERE
3. FEmEE

e )
U1 -BNPHIERS 4

. BBR

A 2BHRTUFY M—=TAHKHMR

1. SHEEERX

2. UV \EEiR

3. BREAIHE

4. DERFTISMRR
5

. BIIENEANFE el i) s s

. BEVIERATR
1. FHEICRB U R

2. FAfRMEE, FRIORIBEREE SRR T

3. BEETFZIFNE
C. ZRMENEFNER

1. BHET

2. FRMERLR

3. HEHICBITDHREREEMR

W -
[ D1 FRBRLILED S
2. TOmEREHE

-

3. IMA, B, CIEDDS, 2EEMEICDE, ZNETN 1 AEMUEAGEN b
LD 3 EEERIL T BEAE RS MESHERCEZHTD

7)== TETo T LERDS.
MCTDIIFH BB L EZ DN TSRS, 2012
FEOEEFEME» ORI NIEBEBEHMET T
10,146 Z DEFIVESR ST Wiz, D F D, AF
TOMCTDO#EEIX, 10 AIZ81 ATdh 5.
SLEIZ, #3675 A, SSc¢, PMTiZZhnENHK 2
TIADPESGINTEY, ThooRBEHEL
T, MCIDIZHAERE VR D, HENFDHD,
BHid, RFTH 1992 FOTMATIE, 1 134
EIEEICZBEICEVIRE L 2o T\ 5.

2502

FIE, ARFTIE 2004 FEICHET S NI JEA 5 E)
LB OWFGEPEAIRIE L2 W2 T n» 5 (&
1). 2 o#E#E T, RaynaudiBg, &5 0idigs:
3 FEOEE, $/2EPHOS B 1 HE L B
TS5 I EPBEEHTH L. MIEFRIFEET
& L COPUL-RNPHURRE A3 ) LHEE T
»%. DENZ, MCTDTIZ, $tUL-RNPHIELLAE
DEBHBEWEHOHMBIZETEETH S Z P

HAAMESME $103% $105 - FH26F10510H



OCOOPre<e O>»C

1 Sm FiiE

3 OH

B 1.

SR CIRRDES

UT-RNA

71 UT-RNP #if

U1 RNPHIR &ESmFLEDERIKS

U1 BNPIZ, Ul RNAL @ DOEBBTERENS.
(70K, A, B/B', C. D, E, F, G)

FH#EL Lo Tz DF D, 3L 2 REFDNAFUE,
PISmPifh & v ) SLEDFFRPTARPHLScL-70 A,
Pit > ba X 7HAERE W) SScoFRRPUE, Hi]o-
1P & v S PMOFERFUESBE DL E 1,

MCTD & 3@ W23, SLE&SScd % v IZSLE
EPMOBEBIEFEF LW 55 2 LA —KRIT
o 7z. 2004 SE D FEH#ETIE, PLUL-RNPHUED B
PTHE, SLE, SScd L ZPMOsHEIEME
CERTAHERMIBNTD, TO2HEBUED
BEREEIRZE AL T, MCTDE B T&
. LA L7%As, BERFICIX, SLE, SScd L
IEPMOZ N EN O EFLIEILT 7 S T EERE
TBEBE 2 XM T & 72 WERIT, HFLUL-RNPHUAR
BB EMCTD L ZWi§ 2 OAEHIIRY L E
2 5. FZ1LITRTZHEEDOREFTRIZBWT,
FTNFNOHEETIHBULE SBETHNIZ
MCTD & 3W$ 5 & LTW5BDIiE, SLE, SSc,
PM®DZENZND3FEIEEE 272 & 2\ WEERI 2 £

2503

AMCTDTH A EEZTVWLERLTHE. —K,
W CIZZNZ N0 EEEIIM 3% T
b, Bl EBEo T ) BITSLE, SScd L i
PM O 5 JEFEHE % 7 SREFNIC R 4+ HBT 5. B
RIERZ B 72F3E0SH ), MCTD & Wi,
5~10 FEDORXBE B TE/EMICBWTIE, 6
HIFEBEASLE, SScd L < SLE & SSc BEAEIE &
BB TEBEMNTHY, MCTDE Lot
TELVWEFRBTIEMNIIEBRETH- 2

3>‘

2. HU1-RNPHUEDERER & DEEE

MCTDE, B L7z & 912 3TEEOBIERD
BEHEREZRET S I EAMERERE L TORM
TH 55, HOCIEDOFER N HE 2 NI, HiUl-
RNPHURBGEBIER T 5. PLUL-RNPHUER %
DBIERE DU ENE, RaynaudF &, LEHEIK, H

BAARRSESER 51038 $H105 - FH26F10R108



2 REDES

UDOTFER !

x2 RRIERDEE (1992 %
DEEREODHER, n=850)

SRERIER BIEES (%)
HEIER
RaynaudiRs 974
B, FHEER 91.8
SLEFTE
LFEEN 81.2
U ) CENRERR 30.0
BRERLBE 37.3
DR 139
el 13.5
Bk 44.4
/AR 14.9
SBEEFT R
FHaEt 58.4
i Sraiand 32.1
FhaRESE 30.1
AIREEE 37.2
EEREET 22.0
SRIEENTR
HAET 417
BEEER R 34.8
BhEERER 30.7

MERFA, FERPEREEZ, Z1UIPHTH 5. MCTD
LB S NERNE A D T <, MCTD, SLE,
SSc, PM® &Il b 54T & 70 W ARG A
#J% (undifferentiated connective tissue dis-
ease | UCTD) 2B\ T & FEFRDERRIERIT X <
AbND. DF Y, BiUI-RNPHUEREZ EAT S H
CEREIE, R, S0z BREERICHE
Y B EEZTWS, ZOPKIZHLA (human
leukocyte antigen) IZERELTEBH, Ehrs,

HAICHRBELTERABAACTE2ZED LD
EHEETHRHEINSEHTH 5. KIFTI,

HLADQB1*0302 IZBE L T A Z L =R 61T
FOHES N, PUREARTE LTI, B
PUR L OPUR & D5-FHREMEIC X 5 ZERE
ARG L TW B A REATR STV 5. HLUL-
RNPHUAD K IEHURE ORERUR S %2 K 1 1R L7z
UIRNPD70KEH & L ba ™ £ )L A p308ee A >
TNWL T A VA, CEHENVRAT A VXA,

2504

TOKRBEHEYA M A FT a4 IV AEBIUEB
(Epstein-Barr) 7 £ WV A & OB 5FHFEHEDS
RBoOLI, TNOLDY AV AKG: L HOPUERE
HLOBEIREEN TS, L L, MCTD
DIFE &7 A VARG E OREIZ W 2T
72 o T2\,

3. BRERRAEIR

MWERIEIR TR D Z VD IdRaynaudBHR TH 5.
WICFIRORNE, P Jehshe <. 1992 4R IR A
B ORI TEEOMCTDEE 850 HlIcxt LT
DOREIAT NIz BEED 10% DL L0 BHE DR
IRIEMTH S, R2IZFDF LDERT. R
D, 13 & A EDRESCRaynaudHEASH 1), BN
RKH80% UL EOFEFTRD b7z, Fk FE
DHERR & FIRORF LS RISEHEICA N
72. SScOFBWITIZIE & 2 W3y, RERE R OREIR
25% { DFEBITEIRD B D DHMCTDDERRAE
RO TH 5. T/, MEY 7 < F (rheuma-
toid arthritis : RA) & $RIHSHE B 72 25 ZE RE i 2
ZEHEECTE T A, SLEEIRE LTiE, T oM
RIERDT B2 £, WIS LIE LI HE MERIFEA -3
AHND. —J, SLEE L CIFEZEZBERIEIRT
HHEEE CRIMERESE) 3%, 72, #
REELSLEL L TLR W, L LEad 5,
MCTDIZ R 2R E & L C=3Rm &
MBI D 5. EMEHEIAHTH S
A%, FNFNMCTDD 5%, 10% BEICR LN
5.

A PRI B 5 BEZRRIEIRIZPH TS 5.
5% LT O—#BDERITixd 525, RIEMEM %
(interstitial pneumonia : IP) ASH#EAT L C i
iE & B3 BEEFIRSLE & FARRICE R E, rRARmi
BE MRS BT ERNH S.

RILEOMCTDORETH 0, ERREERIZB W
TEBETRE%20Z, PHOETH 5. il
JEREVEITAE, £ OWEBHEDREILEN, 2D

BANMPSMER H103% #1055 - FR26F10A10H
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0.7+
0.6+
&
=05+
$
04r
03+
------ Non PH (n=242)
02+
— PH (n=40)
0.1+ » *P<0.05
O 1 L 1 1 ! i I
O 2 4 B 8 10 12 14
EHRBEFY

K2 MCTDO%#fF#% MelEESHE (pulmonary hyperten-
sion : PH) &3E&#E! (non pulmonary hypertension : PH)

K3 MEMEEDERDE (2013 §)

Group 1
1.1 HEEMEPAH
1.2 BEE

FrEniRiEATE IELE (PAH)

1.3 EMSIUEYFEFRN
1.4 SHRERRBICHIPAH

1.4.1
Group 2
Group 3
Group 4
Group 5

FREBD LU/ ET

faEeHEEm (SLE, SScPMCTDIEE)
EOVERICK DS MELE

(FMEBEFRIE(C L D A INEAE
BV MRS AR RS [ EE

AR T3V MR FIE DR R 72 £ S f s [T

10 ETHEGFHRI\TODSE LIWESI N2, 2013
i, =— AT 5 [E EBEM S I E R
S, BRRSEPLZWEERE, BRFEHHSHR
HEh/z 22Tk, PHEZORWBIZI D5
DDAT I —IZH5EL TENENDREFHE
#ERL TS (E3)Y. MCTDIZHE ) PHIZ,

Jiti Bh R 14 75 I S (pulmonary arterial hyper-
tension : PAH) £\ Group 1 IZHH SN 5.

FHEIIR O BT EMILE IRED D D, MinEoW
B, IEOMEIC X Y EIREA AL, GO
NETETHI A ENS. PAHE T

—

AMCTDHRER D A fF 113, 2002 DRI TD
ETIE, M2IRT X912 5F4AFERITZ60%
Tho7z. PAHZEWH L TR WEFITIX, 10
SEATFRHN% UUETHBZ 55, PAHED
G FEREBAZIEL I EDA 59,

4. BEHE
MCTDD4 R RIGFEFEE 2. SAEDSTH
WIEBI T, BIBEREATOA FEOWERELIT
9. SLEIZBE S SERASA S, ZOEFEEIZ

2505 BARNFSES#EE 51035 5105 - FH26F10810H




UIFH 5

HHETRIEEEAT O, FEORE &% BET
35, F/, FERICBLTHEIFEREA T
A FEOBIS & 75, —7, BB O Raynaud
BB L\ ) SSERICBE L T, RIBREA T 1
4 FEOFHEZZ L, MEWRE COXE
iR b, Y2 ukRA7 73 F (cyclophos-
phamide), 7 %9 % 7Y ¥ (azathioprine), %
V= a—1) YRHEHEE W) REIFIZEO A
13, AT A FHRHUE O B E R AR R R

IPIZX LCTHwWb N, BIEREEE S S BEE
KHEETLHMCTDTIEZ, RAIZCELTA ML F
H— b (methotrexate) & EDH) ¥~ F P
B3 5. ZEEHR L TIHEAT T4 FHEHK
SEHE (non-steroidal anti-inflammatory drugs :

NSAIDs) WO S Z & H A0S, RS
ERZFFHETHECOIMEND D, BET L4
ENhHD.

ERTFRICEELZPAHZGH LIz ZDEE
REAEREICER L TWwA. PAHICEREW G
L L TOEHADPEBEEINI NS TH LTI K
FTlX, TuRSH A7) CERFIE LTRSS
TR MEWHEE, RAKRYIRAF S5 —F¥5 (phos-
phodiesterase 5 : PDES) JHEE, > Ft&1 »
ZAEEPEE (ERA) @ 3 REOROTEA]HME
FTTRECTd 5. PDES BHER L, —MRILERITX
Y FHE X N5 cGMP (cyclic guanosine monophos-
phate) #¥5&4 5 Z L IC X Y ME LIRS T 5.
7z, RDBHLMENHETFLLTHLNT
WhHIY N Ve e Ifls 3R & LT
B S N/=DPBERATH A. T DOPDES HESR
EERAR, MEIRICHREIEHWZ & X YPAH
DIEEIE L L CHREIN, BHE RE S
MCTDTIZ, BIBEREA T T4 FREPRIZINH
FDOH DRI 2 b IClE I TEH oW,
PAHRSRMZIGERE L FHRICHWONS. EE
DFEEE LTiE, PAHOE D s,
Y uaRAT7 7 I FERWEHEREZIT). 05~

0.6 g/AEERE (m?) D&% 4BHIC 1 ED~R—
2T 3~6 EAFH. FEICTL F=va > (pred-
nisolone : PSL) #AEH» 721 06~08 mghE %
RS 5. Z OGEIIRIEEIC RSS2 Wi
FITIX, B4 ICPAHRRRGREET 5.

FEEDCOI (conflicts of interest) BA/R © JITISET] ; #u0E
(FOFVFA TR a—=F A ANAT Y/, TS50 -
AIRZ DALY, T7AH—)
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