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Immunological aspects of systemic sclerosis
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4= G VEBREZAE (Systemic sclerosis © SSc) 1328 B X O

Pl B o | AAE L 2 42 U 2 3T B, SSc DI R 1
AZEH, EHA T ERICHRE S D 2 b HER

EREEEZ LN T WD, Bl & B OmE I
SSc TIHIME R, #RMER L EDOBIGAEDLNTH

0, JRRERERHIC AT T A D RS e a2 T b
TWwhb. SScliBIF 2 HFEFWEFORENL D DL

SScHFRMACHADOFEAETH Y, INFETITH LY b
O X 7HARRH b RA VAT —YIHhLR &, HED
SScHEFEMACTAIRE SN TS, 72, HCHE
DAMC Sl o BRE Mo nTnb, flz i
SScTIEBM A A E AL L TWw 3 2 &, THIRE T
HLA-DRIH D H ) ACHESF LOR ST
F—=7%BREL L EHEINRTWE, A b7
A4 2DV TIE, SScTIEH A M A »/NT 2 AHTh2
Y7 PLTWLIEDHOLNTWS, KT, &%
BIRHED M Ay N T — 27 ZIE L T\ A SSclzow
T, SRIEZENVETE 2 & MR L 72
i L &

4 By MR EZSE (Systemic sclerosis; SSc) 1328 B L O
P B i o D ARMEIL Z R T AR TH DS, Mk

bR 59, MEFRELHDRES VI)IFHRO AL
Twh, SScld I o DIz, EErER & RE
MIZER S ZEIEICEE 2 EH 2 R L T2 L RTFHRE
EEZHLNTWD (1), SScldB MM b#PAIZ L1
DIZRMENS. Thbb, BB S WVIZ
ﬂ?i X hmAMice & F 5 ME MM LA (limited
cutaneous SSc : 1cSSc) &, Hd 2\ IZHE X 0 thARAZ
KA FE AR EMALE (diffuse cutaneous SSc ; dcSSc)
ToHh. SScOMMALIZEFOAIZE EXHF, iR
L& 7 EONIEFENESR I b KA. MR EOREN 2
FERIZ L A/ —fEIR E Z iR CTH S, £72, SScTid
% L OIEGI THRPUEADS BT 2720, BCRERR
BN SR TWE, 20X 9 I12SScDRFEICIZLH
ZHRTREBRL TV A7, SScOfzed Wi, HC
S, MERE, #nT % &% DO 2 e
b T, KETIE, SScDZHEIC G- 5 K10
)b, LA D S A 72 SSc DIFREIZ DV T LR T
DOWFFERCR & PO ISR 5.
1. B2
SSc T1E90% UL E D FEBI THAAPUA A S, HEL
OFBIFRMB PRI T 5 (£, T HDSSc
FENHCIHAEIZAT — ANOBHEII—DDOARE S 1,
R CBEHOPUEA BT 2 2 L 13D THTH 5 (H
WZHEBRY). F72, —REEHIT 2 SR I Bk

F 1. EGUREE Tt S b B OPUER & 72 BRRIER
[ERRE7IRES PRI 34 T8 B L OCERE

ity ha A Tk Limited PSS - . R AIKILE . S A g
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), MOBTHEIZELT 22 i3z & v ) R
B 5. SScOIFRENZ BT B PPtk o Elc oW it
AHHTH L%, ZNEno H ORI FRIT 7 BRI IR
CHELTWA 0, SScOBWE, B THCYUE% H
ETHILIFEETHLY. TRoI, fLFAY % SSc ki i
B ECHURIC O W TS+ 5.

1-1. Lt hOXTHIE

Pt v b o X 7 HUEIL 1980 4E 12 Moroi 5 & o TH#tsh
X7z, HEp-2#iln % 8 & U 7z 80t R ool
PR 2R L (XI24), Z g8y — 3Pt > b
AT PRI RN 7 7 0 #OCPUR L CRIE T E 5.
ISP L >~ b o 2 7 BEEE CTdH 5 CENPA
CENP-B, CENP-CT, Z® 9 %80kDa? CENP-BA*E
BHRHACIETH 5.

ity baAT7HMAEEMHETZEBEERE LT,
1cSSe, FFEwEE:, AIKLERHITo NS (F1). WiE
WAL LTI, dmtEEROBEITSEN 0D, HME
MO EBHIETH D, BEEEIEAD 2 ATl L AE %
AT ENH L. Fiky oA T HUARRESSe B
DOF BT BT TH L. EHELIEZw DL
A7 —EREHAT HEEHIPE 2 b a X T IR -
7oA, RIS limited £ 00 SSc % FEHE T 5 W] FE kAT

=]

W,

12, FIMFRA U XS —+H itk

P b EA VAT —PIPikIZ70-100kDad 7 0 < F >~
BT A2 HEbih E L TE S, Foxsit
FEARRNRA VAT =VITHDERES N PLERA
VAT —PIPURIZSSc D 40% T SN 5. §T bR
A4 AT —EIifkiddeSSe, FIEEE, Mm% E
HEALTWDA, By —¥0) 27 En (£, it
FRA VT —VITFEIEHEER R &mEICEHL,
R 91203 2 R R GRED 7z, b RS
VAT —EIPRIEITEREARKTFTH 5.
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1. &G VEBEAE (systemic sclerosis: SSc) 12 81F 5 A 7%
TRREDOM A RIMR. SSc I iE, ML, MmEmEEmnz,
BRI R & BRIER TS B L TSR e BiR1G Z Bk
THEEZLNTVD,

BHLTWE FRA VY AT—FLIREEL, BEOTD
BHENMLCxra 7 7=V EELL, Wi
T 50 THENIEINTBY, SScHOBEICBITSH
CPURDORE %% 2 5 L CHREEN?.

1-3. HLRNA K1) x 5 —EMHF

PLRNAR Y 2 T —EHRIE, OE2H DL VITEED
RNARY A5 —¥H 7ty b (I, I, M) IZx35H
CHATH B, PLRNAFEY * 5 — P I Uik 1385 RNA
RY AT =T ERNARY X5 —FPINOWMEIZKT S
PR % B ICAH T 25 (JIRNAKRY A5 —¥ 1 /IHT
f5), RNAKY A5 —FPILIH T 0L ET LI L
B (FIRNAKY x5 —¥ 1 /11 / LHuAE). LLETIZHT
RNAK Y 2 Z — ¥ MPER ORI T R i ks L 2
otz BAERNARY A5 —YMEHEE L7
ELISAZEA B SN T 5,

PLRNAR Y X T — ¥ MHAR L SSc D#920% (25 i &
N5, PiRNAEY) x5 —PMHifkiLdeSSe, FREZAER 7
) =B LML T35, WEMEAZOEHEL W
(%£1). VAETIZHRNARY 2 5 — PR GHEE O T
%IESScHH TR B E - 7278, HIEEIIRD THEI IV
fELhoTWah, Zhid, B2V —E¥2ACEEHT
WEIREL o7 ThA. LL, B2 —EiXik
JEDY A I v T RRT D LN R BENEAIEY, ¥
BIZEoTREDEEZ L 220D, KKELTHE
EBorAHETH S, RFERO®, BHOMEHE%
BEIHMK S 2 BEIREPBO CEETH 5.

1-4. #1 Th/To (#1 7-2RNA) #ifk

PUTh/To PRl ELHUAR BB CR/MAT 2 7R 5 (X
2B). MISPUEIZRNA Y 0L v 7 E#CTdh % RNase P
& PNase MRP D151 C& % H1/82 & Th/7-2 RNA
T&H 5. PTh/ToPi K 12SSc D2 ~ 5% 2 H & I,
1cSSc, RIEMEM S, Ml mELE & MBI 5 (381). AfF
T4 MMM, MSMEEIZELETH L EHEL,
PUTh/ToRIE FHEARKTF L ENTw5. LHL, H

Rt haA7HG HiTh/Tobitk

2. HEp-2 Mg & v 7z etk lgd:. X 2A. $ik > b
AT PRI, B ORZ B 7 e 2 B D IR
MEoRY. COREMERSHIEBUEILTIL > ko x 7 HiE
ZUTHY, Bty bu A7 HAREEOEUREEE D S FE
WHEETH 5. 1M 2B. HU Th/To FLik I/ MMED Gt SN DK
IMETL RS R OB B S e,



RANOPTh/ToPrfkEtEEE T, ZOEEEIZRCKD
JEBIZ T~ E T d 2 Y.

1-5. #L USRNP #ifF
PLUSRNPHUAIZHLTh/ To Putk & [k, LUk
ECH/AMATL A RS, ZORIBHUEIZ 7 7)) 5 v B
% WIZUSRNAK G EHTH 5.
PLUSRNPHUAIZSSc D4 ~ 10% THiE S b, ik
5 OETlEdeSSe & B2 BB M &, B R %,
Wi mEE, B2 ) —FtownwTFholEd &S, i
USRNPHURRGERNZ &k L L CFHRARTH L. —F
HAR N TEECK O 12 e RNBRZE L 2 LT EERE T
FRWwEHITHDHY (ED

1-6. #L UTRNP #ifF
PUUIRNPHUR IE IR A PERS SRR O 5k B ik &
LTHSENTWDEA, SScTHRI6% 2~ 14% ) 12t
ENnp Y PLUIRNPHUERRG R Y — & — DIk o T
JERE, 1cSSc, LA/ —3i%, BHEiZ%, WmtkaEgs
EHEICA T 5. B EHHE L L CEEZ O3S T
FETH Y, THREBET 2 EED-O RIS, i
HRERFEETH L (). WiEIMEELY A L VIER T
I, BRI A A7 a4 FoUstiz REET, [
B RRPE 7)) — a2 AT 2HE RN L5,
ERE LTI FHRENTH .

1-7. 1 Ku ik

PLKuHLRIE Mimori 512 & 1) 38/ % & SSc D EH
FEBERECRIL SN HOHR L L CT19944E 12800 Tl
HENT FoxSHURIZ70kDa & 80kDaZk DA\ TF 1
THART, DNAKSGEE 705 1 v % F—YREBERT T
b5 LFE SNz PUKuPUR I Y91 SSc 2 Il i 4%
By EEZ 5N TWzA, SLEREMEMRRE COHE D
5. BWIEETIX, SSclMEOBEBBIEHEECHRHEINS
HOeYiko—2 LI h T (E))

1-8. #1 RuvBL1/2 #ifk
PLRuvBL1/2#U/K1%, SSclZHF £ % Mo B CHuE
&L T20134E 1 2HE S /2. HURuvBL1/2 Hufhbe It B
HAESSck LR MR KO EEEEEOHE NS
dcSSc & B LT 5 ($£1). SSc-myositis FEAEEBERET
i 2 N BB B CHE (FUPM-Sclbifk & Hi Kudifk)
EHELL, PLRuvBL1/2 PUR O F#EL I SSc FEiE RF 0 41 i
BENT &, BEFPL VI L, deSScDEE D E S
EDFEIT NG,

2. REELkE
2-1. Bz
FIERIIRE  HIRRIE L RIS T 5N B0
Bl ISR L L 72 09Z Y AT A Th bR RIE %
HoTwa, BMligidsesk, PuEmEAMEE Lol
MoOMESED SN TEz. Lo L, &4, BilliiZid
PURREA DA THINE & OMEAEH, 4 b A Yk
HEZ: &k % HREED D H T L DAL I o7z T2,
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JNE & TS 2 HEME B SHE S, EHEZEDT
W5, SScl2B it 5 BHIEOBEEIZ DWW T, SScEET
BB L L TB Y, X E ) — Bl
WA 2H—FHTFHA—7BMREIHEML T 5b I &2
BEANTWEY. 20 L9 % BHIFBOMEMER 2 i LS,
H IR O RHAELIC S L TV 2 1R d 5.
SSc & B MifaBIE S F ORBRICOWT, KD X ) iRl
d 5D,

@ CD19

CD19E B I AF R AICEH L T 2 K5 T Cdh
D, BHIBOGEEALIZE S L CTwb. SScBH CIldT
Iy hu— iz, BHIAE o CD19 % B 254 20% 14
LT SScH<Y ZAEFINTHAHTSKY T A%
V723 T, TSK~ 7 A CDI9KEB 2 HE S H 5
E R EWALA BT B Z e HEEhTws? F72,
CDI9RIB~Y U A& HW/2FTlE, 74 ~A14 v i
Lo THRSNIHOBAFAAE LR~ 7 212N
CDI9RIE~ 7 A TIEs L C\w72® —F, w7 Ak
JERLEI GVHD & 7 )V % Fl\W 725 Tid, TSK~ ™ A &
R, CDI9DFEBHAZWLT 2 & EmMLILgE L
729 I, Bt F OFFAEDS N E S 7z A B A A
AEAEAL I L TR BT b & E 2 5T
W5,

@ CD20

CD20 & CD19 & kg, BAMICAFRIICHI L T b
EHnTThsd. 7 LB S HEELBMLE THEER
LT, BEMIBIZ LT 5 & Z205Hlidkbins.
TSK~ 7 ZZHCD20Fufh 455 L7c & 2 A, KEEil
A L7210 JLCD20PifkiL ) v ¥ v~ 7 & L CHiR
THHHEN TS, SScliid 51 xF o< 7T0x)E
IZDWT, 6361 % k% & L7z R RO ED S S,
2 REAL O T & R R 95 0 AT S A & 7z 1,
L7755 T, BHIIZIEH & L 72 iR 13 SSc iR D 3R
e Bhd LitZe v,

@ BAFF

BAFF (B cell activating factor belonging to the tumor
necrosis factor family; CD257, BLyS) (ITNF A — /X —
T7IV—ICBT AT THY, BiilgxizLor LT
HIke~ruo 77—, BERMIRE, EHELTHREZ i
B L CTw5b. BAFFIZBAuo 5L - A A7, 45H, %
a7 CEAICEEREHERZL TS, SScT
VX iE BAFFI#EEEDS LA L, B Lo FERE &AM L
TWh I ERHESNTEBY, SSco#BFEEDIFIE
ERBNAF =N — L LTOREEAPEHEENTNE 2,
TSK~ ™ A % H\w/z#stTld, BAFF O 2 %54
5L CHRFELOSEN A SND. DEXY, 4%
BAFF Z1E1 & L 72 LEOMFEPIIFRES NS,

2-2. T#upa

SSc TH 515 SSchf Flty B CILfk O LR FE % i I
T 5729, BCHKRETHIOBH2SHA LN TV 5,
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HTYH, FRAVRXT—=FLHIHT 5 HOKGMETH
LI OWTEHR AR R SN TwE, FRA VAT —
LI 2 HO G THI O FF# L LC, CD4REME
af THIfL, FIZHLA-DRIWH I, HOHESF EOR
SNz ¥ b — TR WEINATHMEL TS —
O, FICIFN-y AT A5 Th0 Y 1 7, HOHUKE
ErFHETLANN—FEEEE L CnD, ZElHES
ncnz,
WEPEALTHE B2 L T3 AWM S T Tdh 5
Inducible costimulator (ICOS) (Z2W T, ¥ A% Wiz
W AT Hh N 2P, ICOSEICOSD ) Y FTH 5%
ICOSLZKABL72v T AT LA~ A ¥ v 25 LTK
B E AR R FE L2 2 A, ICOSRIEY Y AT
EREHEIE2NEES L Tz l2xef L, ICOSLRIEY ™7 AT
ERMEAL I IS | T 72, ICOS & ICOSLO T % [
IZRAIB L7~ 7 A TIEBMELIEEE L w2 e b,
TUF <A Y VBT TV TIE, ICOS & Y ICOSL
DR DN L ) BELEREZ R L TR EEZLD
nr.

2-3. NK #fifz

NKANE & B0 2 4024 5 2 S Bilfflu TH 5.
AR EGEEEZ A L CB Y, FEEMIR 7 A L A G
ORI EE &S 2 572 L Cwb. SScEEIZBIT
A NKHMIFEOMETIE, deSSc Tld NKAIf O & fixt
AL TWw5b 2 &, deSSc & 1eSSc 2 b 5 9" NKHH
FaAiG AL L T b 2 &, NKMa A A4 % IFN-y
IL-5, IL-107% &34 WA v 7a7 7 4 VMg a >
PO— WV ERZSTWALIEPREENTVSEY, L
Ao T, SScTILilH & ITHAENIZ R % 5 T 2 NKAf
Ha/3SSc DFFREIZ G- L T B W REMDSH 5.

3. Y1 hhH1>

FA M A IO, MRS R E MRS H
D, HEARBI RS IS LETH B, A B TEE 2%
TA NI A COTRBRICES- L Tnwb el sh
TWwb, CDAMETHIREAEAT 214 b4 2
Thl, Th2, Th9, Thl7, Th227% & 753 % %%, SScTiZ
P A MAA VNG ANRTh2IMH N TV D 2 & 3l &
NTWws. F7-, SScHEBDIMIEY A M A A VigEOHE
Ba et L-iE <k, B mALASSaE L 7ER ClEy
A NAA YNNG Y APTh2 5 ThllZEE SN T2
&, Th1ZFET L9 4 M4V THAHILI20MEEN
SSc DEBIEEIVED N, F~— B — L R DA HelED D 5
CEIIRENTVAEY, SScleBIFHH A A A ik
OV TREBOFFM AR EN TV, ZO—
e ISR,

3-1. TGF-B8 & CTGF

Transforming growth factor (TGF)- g2 —7>®
B R BMIMET L2914 A v D—DTHY
SSc DFFHEALIZ BV THLIEEIZ R LWL L

L, SSclZB1F % TGF- g DOFEIUIWINZDOAA LI,
HETLDSHER: S N BRI IZ Z O FBIITLHE L T v,
R~y 2% MW EE T, TGF- f O TS Tt
HEALDSSFE SN D L OO F ORI —ll -7, L
L, TGF- f #%%%5- L 72# |2 CTGF # ¥ 5-4 % £ TGF-
2 & - THESNIBAEATERES LAY, D EOHKE
705, Takeharald SSc DIRZE TIE TGF- B AL % 3%
B, CTGFAFE S N fb AR5 5 [ BB #
HEALDG ] Z3EmE L, ML FREDOE I G &
o TnhpY,

3-2. IL-6

Th2H 4 M B4 T HIL6IEL MEMESFMEL SO
5= UEERTTEIEL P MESIN TV D,
SScHEH MG CTIXIL-6, WEMEIL6ZHEARRED LA
LTwWbZ e SScligh S L 7 KAYI TIXIL6
EEMEIL6 RO EAEDTLE L T D Z &S
NTWBY L7aho> T, IL-61ZSSc DML EE 2
HEE R LT EEZLNTVS, IL65ENET
LIEH L LT, IL6%AMFRICNT 2 € 70— F Vhifk
THbH M) AR THRRESNERIEH SN TV 5.
FEBIERE L~V T SSc OMFHELICE R THhH 728 55
Wby, BAELSEG R E LZERRHBRDThN
T, 51, SScitiBEOBEIRBDO—2 L % % 2 & HH
FEns.

3-3. IL-17

IL17 E Thi17HE A S A SINL YA M AA 2 THY,
FRMESE ML R M N B MIE, ~ 27 a7 7 —DSIC/ER L,
FHEVE A ™A A RIS S T EO#EE R FE L T
RIEDEMRIZHEGT 5. IL17I2IZIL-17A S 17TF £ T6
DDV Ty "B L. ILITAKIEY 7 A % V72 HE
T, 7LA~A T VOB TESICE)FEI NIRRT
DORHEALDIL-1TA AR~ 7 A TUEB AT~ 7 212 A~
§5LCBY, BEWLIAICB) A TGEF-f &£ CTGFD
mRNAZEH LT LTz, F72, & MEHEZEMIIC )
av¥F v MLATA%MA % & TGF-§ & CTGF, 25—
FUOEBENIEINL. 8512, TSK< w7 A TIL17A
DEBLA RS L L R EHLIEREE L. Lizhts
T, IL-17A1FSSc DFEHEALEE P 1- R 22tk dl 2 K72 LT
WL ZEARIBEN, IL1TA % ER & L 72 EBRE DR %
PHIFEE NS,

4. BEEPTF

WESFIIHMER: EDRIERFI~EE L, 5, M
ANRE T 2 DI EE 2 &EH 2 RT. REN MR
&5 Cad 5 intracellular adhesion molecule-1 (ICAM-1)
& L-selectiniZ2WT, Y7 AT LA~ A T rikh
L CHIfHEE 2 355 5 7T L~ 1 ¥ Uik ik £
TNV & B 72FgEATh i, ICAM-1 & L-selectin |3 fli#
FEREDZIEICKE 2 HHE L TWwB I EPHLNIZE
nz®.
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INFTHRCTEMY, SScTIELF & R
WHMESINTWD, Z0 X9 7 GERE AL i
HhEE, BIEHFEREEDO LI ICHEEL TV A2 E—TT
MBS 2 B EHEL L TR WS, iy ity
D= W52 T 5T L, SScOZW, HREOM
FICHMTH D, FEB, SScHFEWHECHAEDREIZ X
D ELISAREEDSFZE SN, BWNCER AL o T
A, T2, BHiluziEm e Lz v F <7 RIL6 % 1%

By & L7 b2 ) X 7 RIRIC IS S0 T REEA S 2.

LA L%A35, SScllizF R F/ZHENIZEN TV W
ZENLL, REFNEREEO L HHIrLOT 7
O —F12 XY SScllBIT 2B LEMREGEHE 2% 5
CEDHIRENG.
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