1. PAP. dPAP. mPAPMI® B

BOAT =T VREIC L - TH L SPAP, dPAP,
mPAPIZ[ L THFhEFh o TomEE B L,
PAP &£ dPAPTI1p<0.0001, r=0.828 L HE A EMMZ
1=, PAPEmPAPTIEp<0.0001, r*=0.969 & H &7
EfAZ 2T (1) . dPAPEmMPAP & (2p<0.0001,
r=0.915 - HELEMAMA RN, £72. PAPEmPAP
& OEREMD S HEE X HmPAP 25mmHgiZ48
T APAPOEIZ39mmHe T - 72,
2. ePAP (Lzzo—#F) LPAP, dPAP, mPAP&
DB

DT a—REICL > TBLNDHePAPEELAT
—F AT Lo THENHPAP, dPAP, mPAPL @
MOMHMA B L7, ePAPLPAP, dPAP, mPAPL
[ F L #Fp<0.0001, r*=0.946 ([E2) . p<0.0001,
F=0.719, p<0.0001. r*=0.909 (E3) LW FhLHE
R EMMAZ RS, EHRERS SHEE S SmPAP
25mmHgiZ A Y1 5 ePAPOfl{343mmHg Tdn o 72,

D. E8

MEIEHIC & BT APHOZMNIZIIMCTDOPHES M
OFBEADAHAVSENTWS, ZHUTHREEY
METSHL ) v=FHMECH-TL, @RNEE
LT —T LR & R T CPHO R AR AT RE e
Eh-BEERchs, —oRic, LLhoa—R#E
L HAHELROESFLAT—7T LDmPAP
25mmHgbl EIZHY ) CoMBEAHY, ZOUEAY
Wl TOUPHER SRS, LAl mPAP
25mmHgi= i 2+ 2 ePAPO B FASEIZB L TIdEe
EhTELT, BeOmiRH S VILEMSERE
FUIZHBTL TS, #i— LAXEARERRVRY
MiEk = L SHUVTEMIC L D PHO BT ICERAE
LAz Lickhsn, EE FRIMEEOSHMEDR
HHEBMNPHE Rz TH LN T — AV
T. mPAP 25mmHgiZ 8%+ 5 ePAP® il % 30mmHg,
35mmHg, 40mmHglZ§2E L TPHOEHFRZEHNL T
BB L, FNENIA%., 6.3%, 3.4%LR0, BE
L7=ePAPOIEIZ E WPHO AT R E { R D (R
), % ZC, BBRFINSFI2EIOE LI T —T MRE.
21E O o — R TOREEHWLT, mPAP
25mmHgl= 1%+ HePAPOB O E AR A -, L=
a—EFITER O ECPHO R (Lo R ES
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BT B8, HOHTF—F ORI =
S—RENRITEATEY ., FOMICERATIE
fELTuRWREE B TREICETOBERERAL
e

BHihT—T I EETHLENDHPAP, dPAP, mPAP
OMTIRVWThORZELHIZEWTLHEERE
IR 2229, mPAP 25mmHglZfH 54" S PAPIL
39mmHg ThHh—-7=, ZiLit. Chemlab3)LEE H4)
O#E L IZERFOMETHY , PAPEZHL/zmPAP
OEE IR EREoRVWLO LB LR,

—¥. bra—RELELAT—TNABEGRLE
OB, PTHLOT I—REIC L D PHIZN OMILE
ElzoWTHBROH S LZAThS, SEOKH
Tl1ePAPIZPAP, dPAP. mPAPO W ILE & RATZ:
B A B8, mPAP 26mmHglZ 8341 % ePAPIL
A3mmHEg Th o7, ZHUELTOMES-IZ AN D
35mmHgH» 5 55mmHg DN TH -7, Lih.,
55mmHgl— 8 E1 5 L 2% OB LA RS LD
ZETCHHOTmmHgDOfEIL A2 AR E HED
N5, LiL. ePAPLPAPE OFBIZ T & EERLL
#iE) L H S, 1, PAP 50mmHgh» 5 100mmHgd) i
ECdiLiTePAP X PAP & X BT 23080 5 L
#HENLH D Z L5, HICPAP 50mmHgEL T D FEH
#H1%° L TePAP & PAP. mPAP & OB % & & (CHEd
THUERDHD,

E. 8%

1. Dxo—@H L ELAT—TARERGRELAR
G AR T,

2. ePAP, PAPIZ L APHEEW O M{E (mPAP 25mmHg
(o) F#Fh#Fh43mmHg, 39mmHg T -7z,

3. HFICPAP 50mmHgll FOEG £ LT E BIC
BT OLENDLD,
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1. HELIT—TNBLOLTa—RBERKEO—K

EHES wE ISRHAE HEERAE FHE T R E

1 MCTD 62 5 41 113

47 120

2 MCTD 60 66

70 35 50 81

3 MCTD 65 24 a1 18

4 MCTD 64 25 39 60

5 MCTD 49 26 34 66

27 13 18 44

6 MCTD 45 10 28 50

40 10 25 52

7 §S¢ 80 20 120

63 7 24

83 10 37 115

8 SSe 98 38 59 75

9 SS¢ 55 16 33 57

10 §Se 50 25 35 61

11 S8¢ 38 18 23 38

12 SLE 64 32 70

13 SLE +5SS 104 43 68 85

68 57 63 5

10 32 47 80

14 PM 53 22 35 51
15 AOSD (£ 26 44 BT mmHg

MCTD: SR SR, SSc 2 EE, SLE: 2887 v b FX, 55: 22 L [EIR . PM: SRIEREA,
AOSD: B A R EESTUITR
IVSRBEEE. HEERRE. FHMEREGIT-TLHE HENSEEI o BRILD

FC 2. T ML 35 i W R E o0 it v o FEAiE @2 W ML O R TE AL 2 LD
fiti e L ESE & B RO AL

I [ it s LT EAE 73 (R R
(o A6 10 T U T-)

30mmHg 9.4%

35mmHg 6.3%
10mmHg 3.4%

[R5 4 B ik B f 0 45 HE P9 i 6 1 R AE S (R R T A (20034E) (o @b/~ i
B R4 4 1 58] (RA 1S S 4500, 28 {EAE1056), 8 Ex )T
b—5" 219418, £ FEMEH 4% - B2 25666)) OF —F 4R TR L 7=
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100 A
S 3 A oD R =
(mmHg) i
i ™ g
i y = 1.043 Xx
29 50 r¢=0.969
] p<0.0001
20 ————
10 50
SRR Eh AR (mmHg)

L. Uit S A B R & S S BB IR & R B (5 D 7 — 7 Vi)

SR At AR e 30 A B IR & 13 B 4T AR IEAH B 28280 | 11 i b k=25 mmHg
(AR 2 3 DU 0 A B AR 1 239mmHg Th o7,

100 7
HEENHE G BIIRE ]
(mmHg) 4
(Lo —hRf) ] y=1.134 X x
5] o 2=0.946
] p<0.0001
30 Al 4 L] L L) L) T T 1
20 50 100
W iHtE A At Eh R £ (mmHg)

(LT —T V)

X2, A5 00T —T VR A OUUHE I Eh AR £ &
L — KR AR O HE 78 B Eh AR A= & o> AH BE

U2 ) P O U I & o S S0 B IR &0 B A IEAR B 258 D e,
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I oo *
100 -
AR ERE |
(mmHg) i o0
(Lrrma—RE) l y=1.7T18 Xx
| ® r2=0.909
43 201 '/‘ p<0.0001
30 Ll Ll LA L T 1
10 50

25 SEHAHENARAE (mmHg)
BT —TIVRE

(3. o — (T LD HEE WA 39 At AR = &
B OHT —T I D BRI & O FH B

AT — T KT O BRI &0 oo o — R A OHE UG 01 Bh IR IE & 13 R 47
IEFEBEA3RY . EEREARE25mmHg (248 43 A HE E Mt Bh IR E 1 343mmHg T o7z,
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BAS BT FHERMNE (BHGIERBICRTIEER)
SRS

BEREEBETNICETS Yoo REFIESH MZB RO ERNICHETIHR

HESEE e

WK AR A EFMBREAHNH iR
B AHE KPS, KWEE. LM, SRR

NE 4 B S E R IRUAS IR

BAEEE

LEZ O,

Yaa (Y-linked autoimmune acceleration)#{5 FZERiT, MO HCREHEROET VL~ T ATHLHBXSB~
YA REWTERAREIELMET L LTHON T, IFEZ OMETERE, Toll -like receptor 7
(TLR)DOBM T D = LA LM ERS TS, TLRIUZDWTIE, ko AHEME TV THRNP « Smbifk &
OEERTENTEYVERSATWS, B4, ZOYarlGTFE2HETHYVRACEBVWTHEBOv— L
V/— B (MZBMIRAEHICHL L TWAZ L&TFRL, EZZOMPIZIONWTIHCDAD K~ 0 R, &HDHW
[1BHZ EEBCRYDHE = 7 A ThHOM< 0 A TIREFARICSTBL/6(B6) & A% 3 5\ M T-E bl B & TE
BLTWAZEZ#RHLTE, £-OM7 Y AICTLRIO 7 T = A & #45 L2 #%OMZBHIR O K3 4 @34 L7
LA, MZBHIROWRIIM VBRI A S LOOFELEERE kot UELY | Yoailtin T8
HAHMZBEROGERB (2L, TLROA L 6T, T-BREERIZL 2KE RUBCRY 7 FAHELTWS

A. BFEEE®

SLEQEF AL L THSNHBXSBY 7 A ZHEL
T H 4 (23l 2 % Yaa (Y-linked autoimmune
acceleration) =25 ¥ 13, ITEERREXREE EIZTF
{ET D7y SEIZ U LT A +HEEORETAE
Ui YREE EICEEL, #FShTELLO
ThaHZEFHLMIEN, TOREREHEIRINE.
HERBEEBRET L7 AZBITATLRIG S VL
TLROD K HiL, HIRNP - SmitfECHidsDNAFLIE 2
YOHCHEOREELTLS L I LFALNRT
W5, Baldir7E2a e —fH 15 Yaa~ U A TE
HREFHRE ., FolPORRICH LEPH2RR
At b &5 BRI (FTET D DEHFB (MZB)#E
fOWTRIFT S L2 BmE L

B. I

1) BFAERICSTBL/6(B6)~ 7 A K U Yaal {8 A\ =
=TI ATHSEB6Yaav T AERWT,
iR = $5 1 HMZBMERD 84 7o —H A b A |

Y —(FCM) R U s s T 2.2 TARAT L 7=, 2) B6,
B6Yaa~ 7 AZHEUVTHIE(C3)d HUME, CDA0Z /K
#1 L 72 BEOMZBMIRI O SR 2 FCM THAT L7=. 3)B

MEZEEBCRYDEE~Y T ATHHQM 7 AL

HUTMZBAIIA D e 4 FCM TART L 72, 4)TLR7
OT H=A b T Hlmiquimod & in vivo TH 5 L 7=

PROMZBHIRE O B OBE(LIZ 2V TFCMTHET L
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1) B6 Yaa=~ 7 A {2331 HMZBHIRIL, B6 & oz L
THBIZMZBHIf O ML 288, 2)CID KM LT
7 2BV T Yol G- ERIC L SMZBHIRE D
HROERFIRD o T2h, CDAKE~ 7 ATIE,
Yaailtfs1- 2 B2 £ AMZBAIRRL O H S0 (2 9F 4 Y - (R
HThoT-. 3) QM Yaa~ 7 A Tli, MZBHIfla D 4
FEFAR RS THo/, HTLRIOT T =R O
B &H{TVMZBMIRO ERIHE TEE 2R Lz b oo,
FELREARD R,
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TLR7%22 ' —H ¥ 5B6Yaav 7 A TiL, HbHAn
7EMZBHERE DL A ER 8 H L, MZBHERE &L TLR & @

MbhAvEEN, #ifEORRICLAREBRIZTT,

CDAORBORBAZ T b, YN FTHD
THIRE OB S, ¥IZBCRAZ I L - iEtElkic L HMZB
M OMLAEZ BN TLRIOT =2 Ik D
MZBHIRIO LI A BEE LR O RboZ T b,
TLRTUADREIZ L HEMEV B LTS LE
b,
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Yaailt (=77 B84 2 MZBHI 00 i AT 121,
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YA EBE LTS EEZ LN,
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FASWRFHERMBE (BEIEHER BRI
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MELEEOSHL-BRHEERICHETHEREFRICHATIHE

HENBE WEWHR  AXERFEFERRAAH #HE
WFEWIZEE W THEN), BE—K2), NERGK]), KEFEX2), LE &#2), EHEA2),
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HBOMN L BIEE LIFEAEDD,

i 785 1L £ 1 BB 0D Activities of Daily Living (ADL)R &M T oAk { MR LEREORE & /20 5 HH
WAMIETH S, AR CIUBRMOERN /L& OHE TH 2 Ml MLEAE 0 24 fy T 15 0 85 sT g 72 1 FE L O B L
ZEHME TS, FEETIEEERCEROMR, ERIEL AT LBEFOERBEI L S FMMEL L bo
ALY T 4 TR LT, FORKE, EREBCMEMEMA L Y OMSIHEORE, LIEFEREICLD
HELEEOBRICHDDLTAT oA FRR~F TR b, DA77 ) Caltfifl, (EAKT ALY -
RYICLHERTEMTRICH L THHENCHELDREAB O oo, REEITAEICE VA ES
REANTWAHE L URULF+ 7 4 4k KBS HOTBREOADLY TR OB HE LN HIEH

A BfEB®

Jiti 8 1 FEAE (PH) I B IR |2 431 5 B 7o fitas & 0F
EO—2THY ., FERIIVEERANLTERED
Fesr 2T LT RSN TRE D Activities of Daily
Living (ADL)R M TEiIckE{EEE 5215 . ¥
(CRAMESHEBRMCTDIz BV TR E 4o T
BERTF LD ) HWIETH Y LM iEHIEOM
UAREND, AHETIEIMCTDZ P L LZPHE
HEEMAMHELTY baaxs7 4 SIZ£0OM0
RS BCRiE M7 YO 2TV, AfTiHEEY
FLIOHGHEOWMILXBEMLE TS,

B. B H ik

38 2 144 THY TR A K S 7 P A e
BHEH U o FRB~ABL, MCTDOERH L
(4 4 9 T 4 BB IR A VRS G I S P2 BIE . 2R
7 SEBETFFCHE S W o0 BRI AL TE) 2 i 7= 716415 O FE )
L U NP Tl E3EM I T 1 #15000 0 L
RIS R BRUCG)D A6 22 Kl HEE A I
Wi E A 35mmHg Ak % L 72 ABRds & UM alibi
O FFHEMALE Lz, Zh 60fER & Rk
WM, RN, EREEBRAEEM . PHRAESM.
LR, UCCGTOMEREERSIZLD ML,
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FHENDOEFIZ 2V TKaplan-MeieriEz 2 BV TA
ik 2 ol L7,
(fBEET ~ DA HE)
P RTOF— F WHITEL (L LBEADKEITR
BIHEAC R TR L 7=,

C. WIE#ER
FROFEICLEY A2 V—=0 7 LR, M
Tl EIEMICHTT N UCCH 5 HA90. 5%A5 IEHRE
HERCEFEMAL AT AMELEFEOERTHY . 8
FOIEOPHE (R G B FE I S hv (D, 2
B4 B IMCTDAS 35| (38, 5%), £ Y 7~ h—
7 A (SLE) 2319441 (20. 9%) . S8 (SSc) %155
(16.5%) . Ba#H VU &= F (RA) 1364 (6. 6%) , S =—7
L SEMRRE (S§S) 2520 (2. 2%) . £ 3etEd 7%/ e i it
2% (PM/DM) 75348 (3, 3%) . U RAEBRRED 5B (5. 5%)
TY = FHEBIHMWIE (PIR) 22 ¥, EOMOKEE
36 (7. 1%) oo, FHFEMITEILENMCTDSS
49, 8#E. SLEA49. 6%, SSc7i61. 958, RA7A66. 35,
SjS7A40. 59, PM/DMA50, Tk, M RAEGEREHI73.8
T YVSSe, RA, MEFREEMEF ISV TILE
PEAE P23 e £ < oWl Th HMEBIZH o 7=,
FSiSlcBnTIHERSMEERAEESIFL T



Y PM/DM, i A BEASE L E 66, T%, 33, 3hl ke
MCTDTII2S%D &R T o=, KRB RIEEM
{IMCTD, SLE, PD/DMA330mE{{ Tdn->7=A%RA, SjSid
S0 & MM S AE T DM R b, i
HBRAED HPHERAE £ TOMMIIMCTDAG. 24, SLE
A310. 55, SSchHid. THE, PM/DMA10. 65T W MCTD,
SSclt N HLOEBOF TIHREEMICPHEEOHFL
IBRRThotz, SHICUBEBFEEREICLSHE

TEATFIE DR AMCTDA49. 6mmHg . SLEZ® 53. 2mmHg,

SSc7356. SmmHg & FIRBMIZERIR LN o2
(1, 2), MCTD35f| e 5 L 13| H3FE | Td v SLE,
SScTiRFFLF N 1 9l hafl, 16 PeFlAETHIT
Iotz, FEEIZE L TIZSLERSSe TIXBE AL
. MEHEMIR ORIETEH Y i fLEES HEEOE
BLEZONEEAZENETNATOTHT,
—HMCTDIZ B W TILLA 2, B, HEEHMmic
LAFCHBIETORGNFA, BWE i EE % B
HBOER L LERSLORBLYVFEEZ L
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HABREI B L TMCTD, SLE, SSciz-ov TaéMl%
ML e - AEMERARSEORRMTHS =
b, EREBDTIERLALYOEFHTATOAF
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7360, 0% L B LELBE IR TVWHEATH- 20
%t L. MCTDIB L USLETIX A 7 1 A KHIA82. 9%,
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MEEUAOSHHEN AT oA FRIZLELSS
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U FILEEAI26. 3% & DFEFTRM, PHE BHERE T
I HAVIEHEREMIC L VB Sh D EHEICE T O
EZMRR ek, IEFETORBENREATVWARE
LR RUNTF ST 4 TN BRERIC BT
MCTDTIZ14. 3%B L UG, THIZHE ZNTWSEDAT
ot (]I,

BACIERE O FHE O - H IR TGRS
B L TKaplan-MeieriE CTF#ICEZ AREAHTE
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FEMRTIIAEEELF o TOEIR LAY
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Wbl FHEEA UGS Z LIIFFETH- .
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SSe. MAFHR. FOMOBEFRIZ VT TEE LY
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HEBOTHIHHFOLAEEREIRON L

fz. ELICIPOFEE HUI-RNPHIEOH S, FHIPH
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KR CHEEEERONehoTe, —F, FEBRBE
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