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1 ¥ &

REMLE 4 2H 2% (mixed connective tissue
disease, MCTD) & —F LiG A =i BE A BT 25 2 1
Hiik (ANA) FI4% ulRNP (nRNP) ik, ImpK b A
WIS AT 2 TTRE T %\ o hd
o WL BB IZENDIRERERG . Milizh ik i e SRR
(R PRER-BAIE o 58 70 28 55 BE < 0o 1R P A S b
SE TR VESS AR 40, RS MEREIR (SSc)
RAMELATORNE (SLE) « 2 R MENZE / KL% (PM
/D)« AT 4 (RA) o

2 L BOR R L AN . B ATIACH B 48
JHLFY v BB 3 B8 R B )T ulRNP 44 fe i
ul=70000 HifAk, FhJE ML 4T ul-70000 S NPE T 40
FLAEAE e T 4R &AL . ul-70000 HLJE I T
A PTUR I E 5 Sz DL 5 AN R A4
Hu$e i (HLA) -DRB1%04 / *15 [ 240 K &5
E5MCTD & 97 » 3 [E MCTD &9 F AN, (H HF3E D W
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2 ImRFI

S AT RIS A AR 1 & M 6 4l 2L 23
(SLE. SSc. PM/ DM 8% RA) Bl ACREAR « 4R T MCTD
HA 2 Milm PRI IR RIS H I, & AR AT
DAAHZR B, AN [F] () 28 RILIRANSAH A o 721207
5 HT ulRNP HUAAFH I ) 8 LI R R 302 X
PR ST 6 TG S PRI AR i AL 2

2. 1 FHPEIR: KZHEEH 5957 WU

KATRMEHEI R £ B BIFRFREMK. &
T BEBE i B ANA B, RIATAIREIS . R Hgh 46 4 21
Jp3 (UCTD) i3 45 HA I =3 FE T uLRNP FoA& Pl LA
J& A REE N MCTD; 2 PRSI MCTD 82/ WL, &
DUELHE PM. @M R CR MM % . FRBER
JH =R SRR = XA .

2. 2 R AR K IATREE MCTD fi it %
[ PR IAN B R AEAR -

2. 3K KRTRIEAVER LT 2T A B
) PR IR 22— - 60 96 F8 38 e 28 R i A B 2R ) O Y
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%o WA S RA MBI, W RMmER. RS
FALR FIACIR T o USR5 Ao 23 R =2 71 B PR 4R Te
78 AR A G S ] WL OG AT I G AR PRI T AR
50%6-70% B34 IR RIR K 5~ (RF) FHPE

2. 4 FIRFEME: K ZHOBE MR I
FRZE I AL . 1 0 502 MCTD f i DL AN e - 1
Iz —, A FRMIKERETMIK. AL EH
RINIIERE R E, JUHIS L5 AR LB
B R R A B TR A AR B AR
i BRME R, KNSR,

2. 5 WLRYEAZ: LR & MCTD & WK, {5
K2 HUEE WA HERNLTG 77 L B 7 B
FRIEAR o MCTD AH G 2 1 LS 7E I PR AN ZH 212 Ty
TS5 R A8 MU (LIM) AEARL, e B % I 4 (1
DM 40 S-S 1) PM O AR RE il K2 H0R# INLR
HAELE A ST B 5 N SR A, IX L iR
X R IT AR R TR R B R VR T RN R T i
LI & B AR5 , X W 2 B IR T A
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e . —Hefl i MCTD AH OG22 A ML 48 1) S35 vl
I e A

2. 60 ODIFEEBHAZ R, 20% K EE
o HL ] (ECG) A IEH, % WIS — A O B
FL AT RALL IEAL 5 D R R0 NESZ R
WL RZRIL, WT 10%-30% f &, HILL
BIHFED L. OS2 R H a1 2 B EA, —EEE W
CMILSZ B2 Ak T it 3 ik v P, 1 i 280 ik vy s 7
AP B H O R o X AELE ST B PR PR PR e 2R 3
I T O 2 T 30 ik v I 2230 R A A = 0
J R BNV s PR 1R At 20 ik v s, T 2 12 T 75 08
A0 G B R AR B2 &7 kS5 30 ik
J£>25mmHg (1mmHg=0. 133 kPa) .

2. THfE: 5% HIEEAMIZ R, FHiE
HERER - 30 % -50 %6 [ K35 mT R AR TR o P Jitig
FHPREIRA 02 o PR PR S B 2 1 s o v 40
2R CT (HRCT) 2 12 Wi [ o M it s o S0k P v 25 7
%, 99Tem—— .45 — I [% £ 18 (DTPA) fifi 414t F T
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AT R HRCT (85 5 WL SAE R AL /1N 1]
R 28 J5E . RSN i Dy S BB SRR R . R
2e3RT R Vo 8 R, 4 SERE T 25%
R R W] R R e B ) o T R4 . AT IR . i
K A2 MCTD 5™ B AT ACRE « AN [F) T4 Bz
T FE MCFT) F i ik i Hs 388 5 A2 48 % T ) o £
YEAl, A NSl kA B A AT R R K BT
2. 8'BME: 26% HA BT . miHEK
PU ulRNP HLAAKT R B /NER B R Rt f A A
TRIAE o SR8 P B /INBR R SR SEZJoi 1) Jo 9 A2 AR
ARAR, TEHOAIETEE ANERE 5, AR SRS
TRERG L, (R HUBRFH BATIER A 2 B L
B TR LS g, SRR T G R
2.9 ML AR5t BmiERZ RLA T 60%~80%
B RIWN-CHNEZE 7, 88 LB TR
WANUE /PR, BT 2/ 3 iHshys, St
JE R G A MR PRI A o T4 B M L I G HE I
AR T R BRI B
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TR SRR PR REAG . B B S P
% IR R ERB LSS o IR 7T e A2 B T 06 3k
B RIER . W R R Gl o FLEUB R % 55
FTEk.

2. 10 ARG FRMHE RGHLHARA
3 5535 B I PR ARAE . 55 SSe —FE W LI = X
0. SRIEART WA, ZH0nTRe 2 ML .
A B S AR I U . A Le R IR 3K
YLLR AL o IR H R R Lt I SR, e
YRS 1 Y 7 T T A I I 6 I T A I 6 B T A
— st A 8 b R 25 O H R EFARBRFNATIESF) 1)
TS o — T AR 22 L) 5 9T ulRNP i fA
FH ORI AR 28 G0 B i ) if . HA R 2 R G2 2R
BLFRIIRAE RAE  2RIPERE 2B 1E 2 R MR
PREIREAR L i ZE R H I 4%

2. 11 % : \WHEMR) LRI BE K —4
LI RARFAIE o Hh /0N A7 A B4 82 38 A AR b 2 I JE
& MCTD REAEVE R ML AL, 2 A9 it 20 ik 75 1
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FVE IS FE R IRFIE MR B ORI 5 R
MCTD B HR S /NS A ZE M R AR m, HRKZ
KB B B R AN 0 B A A I T TRk AN
HR S SSc B IRIAR A . 73 % 3 nr
“HERMN” (bushy pattern) ITERS. 45% B
PUN B2 A BT BE A, 45105 I HUAR 1) £ 25 5 R A il
AR KI5 ul RNP HUAR T 355 9 Rz 2 i
PR IS M PR 7, 7E L0528 A RS B0 AR FH
2. 12 MK ARG 15%HEEH M. 60%H
3% Coombs RIS PHME . (H MPETT M IHFAS T UL
75% [ B F T LAk LA 2 O 3 1 1 4E s b
X GPIRTENA R o MR AP LN IR
PRI ST B AN AR D, AR ILE
A L3430 . 50% B3 RF PEAE, oI 2 RIS
FEEPI-A2 / RA33 HURAFAER, 5B 1T R
FHIE . PUOBE MR P (ACL) BIRIE FLAE 46 TRIE .
2. 13 Hfth: FETTHTIRLEEE(SS) | 1Btk
IO C 2 L DR B 58 (R A HEOIR R 5% ) A Ase A P
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WG, 1/3 BEA AR EBIREL . TR
JH R o

3 EWER

3. 1iZWi lehnit: AR EMR. KL
KA WU T eSS, A s B A
7 ANA FI 9 BE 5T UTRNP PUARFH Y, 1P Sm ik
FAvER . BB NMCTD FIRIRE, /=i Pt ulRNP 41
A 212 I MCTD b AT b (1) 2544 a0 SRt Sm 44 BH
PE, BIE B RE SLE. HET MG MCTD (1) 3% [E XIS
I 2 (ACR) 12 Wirkm it , (E0 HEAF 7T 27 : Alarcon
—Segovia (1986 4F) Fl Kahn (1991 4£) $2H ) 2 4>
VbR AU RO e 1t A = (43l 62, 5%
-81. 3% M 86. 2%), WK 1. #7r EFHHIp
7] MCTD 2 W, #f—3D Kk e HIG R R I 77 & SLE
5 RA: ZERKIIBE S H 54 50% DL BB FE RS
MCTD (2 WibriE -
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HiH Alarean-Segovia Bk ~ Kahn b o
RAFRE T alRNP= 16000 ) 7726 C5 MERT o IRNP BG40 BESAY ANA FIE = 151200
15 R e 1. Fhisk 1. FHEMEK
2. Bt 2. fHEEs
3. AL/ e A AT s ) 3 %
4. WiEBS 4 HinAg
5. Rk

Widbr bR R A 5 SRR | £ A T R e L ML e 5 0 3 Sl bR o L0 ol F5 T R 2 m IR
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3. 2 X512 Wr: MCTD B %c 5 SLE. SSc. PM,
DM, RA. SS6 FhoRi@f& 4 HEUm SR, MK ACR
BUAR G0 5r bR, X T (1 9RV8  5  4H S0 12 I
FEAHAE . MCTD 85 A7 7 i FEE D R 28 ANA 7L
ulRNP Fiofk, FHAHEENR . WIRREBIL . Fht
i, "SR MHELEAFH RS HEIGK L EA
SLE. SSc. PM/ DM &SRR, TLEDE, Mk
LR BTG R B AU ANA K 3 FE T u LRNP $i 44
(17, EL XA REVS B R e — BH A 1Y) 45 4 2 2300 5835 M\
TG 1 A A3 Ak A ST ) R B TR 4 I 45 4 4
ZU X oy R, & — € IR Lo th4h, MCTD
ARELESE— I BALL SLE FEREMR N FZSR I, 7£ 7 —
IFHA X L SSc BE PM / DM RA FEREIR Y FE R,
B A N — R e N s A AU . TR, RIgEXS
CUfii2 9 MCTD B3, hEH VIS s K JE .

MCTD i& 3 5 HAth B S LR S AE %, 40 UCTD.
T 57 0 L B £ B A LR BB LEAAIE - 4540 42U
I BRI 1. 2 AN]SR I R AN SE 56 2
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fE, WA REILER, A B A AT AR 2 K
YA ANA BH P o 38 H A 2 L2 Wr— R 1) 5k i
P45 4 2H 239 FH MCTD, 7EIX P50 T, 121 UCTD
BORIEY . R B B LR B AEAFAE SSc (R] KA1
B W B IR 32 2R ) 8 BRI PR A SSe) 5 HoAth 4
2 Y235 () BB B R LA SSe AH5E [ B ik LA E
BOREIEN BA A RN ME D> 1 Fhei e f
WMZ R mEIR . fammfifth ., i 55 Tl
b FHRIAL SSc B RPLE . BE F umsi-hNgig
BRSSPI REE BURE 7 1 S ik (RAEPLE R
BRI AR A B J55 AH G H S iA)

4 WITAREEN

4. 13897 ABESTLL SLE. PM/ DM, RA
A1 SSe H¥ETT IR Uy Ak o

OFE57 RTANLPEE, TN H AR T %
2. PUEZ). /MRIEIKER (<10mg/d) -

Q@UAXT RAFBERIHE, 5 0] B HEHA
PUAR 2, BREH N HUIE 24 5 FH 2 M0 Bl fMsg S1 At
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PK ¥ (TNF) #1551

QW EIR : F BRI, &% TF8 o MA A
(S NV 0 I 5 5 S V= M= U 1 L D B
FHyE A, s 2K # -~ (nifedipine) , £ H 30mg;
a —SZARBHYE TR, GnWRMEIEE (prazosin .

@B PERTIR I FE IR : J 0 2 PE A8 B 22 [
Wr (52 AR AEEE AR 2 -RNRIE) | Pkt JREk A H
THIRER 25 S ERT ZI R 2 "R N R 3 244k
FEPUA, Wk A3H (bosentan).

OUMK N FEEZRIME, 5TIRkEM 1~1. 5
mgekg ' ed", MEVAFE A H RS | KR S g
ERE A (IVIG) JAYT

@ MBIk & B 2 MCTD He Bat i 3 B R A
IVREZAS INAY S T D -3 R w2 N ) ) i A
T2 FH R R U R IR I e /)N 771 2 e ] DTS AR f
BBk R HI57) (ACED) R 4GF] 12. 5~
25mg, 2-3 s W A0 N R 2= S2 AR5 Bt
PRI AR IH o AR REAR Bl bk v e 7 By S8 i
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HIANE . NH ACET. it WERZMEIETH,
PRI A=3H s W15 48 FH ph R aE

@B W AR T RS NERE T R AN 5 2L
AbFE ;R E R R A ACET B/ &R =] L
PRI G Xk 52, ™ B 2 Y IR A AR Je A
15-60mg/d, AN BESEI i d 6T &A1 IREHE
A7 (chlorambucil) B H %5 25 HIRLEAE: Bl
JS FH i R O 3 R AN 5 /N AR ] ] DL
PRI R0 3k S FT IAR T i I ACRE s ACET Jiki/b>
BAER; RAIKEN 15~60mg/d, I
MERIT RN A L IR AT TR H 45 2 o 0 BN AT
AT ET

@B YyReEnG , AW R B2 H L HIRIT
P S NP T 2R AR 7R, 7 B AR S 1
NIRRT s WRHGIT TR, AR ARIRTT .
i s . R B ieshsy, eSS .
IZENEpONES YGIINAEEIIEZN- SN -VARAR: 3-SR =P O
O THAAS R TR AR S8 A | B A o
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TG MHE R s S H, 324 BELWT 245« Joia 1~ 2= 30k 571
T 455 A5 ) PR 4R S B R Ly | BB B 2590

@ ILHE : X F B B2 o R PR It g, 3 o
LR . A TEA O SR kR G S S .
TEAE B 25 e BAA ifL PR R, S B )
e, R R

4. 2 TG AEIT: BEAEN A MCTD TS AEXT R
I B0 Rz R T B B AT O, 0 i
FEBT ulRNP Fofd s e /b e A 7 B W T ACIE A G
KA RS AL: HIM S, MCTD B SLE
T R o B F A T 0 ok v T R U 5 0 A
MCTD B F AU T/ R BN B I Ve i & i
7R AT S BBE TS . Sharp” S HFFL ZH B 5 47 41 MCTD
B 294, 62%HIBEMGE RIF, 38% M EE K
WEFEIESN, ETCR 11 61 (23%) B 9 5] 5k
HkE A DS, 2 15 MCTD k. Bon, KEH
MCTD B WG X R, S58IHCE . FIHiaIT
AR, HENRHRZREMNEZE.
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P12 50 5 MCTD B, 5 4ELE 478 N 80%
Fordr 13491 (26. 0%) K AHARLE AL i, 6
719 SLE, 6 1 SSc. 23 B4 Sharp AfE) MCTD
B 1 (4. 3%) KREN SSe, 23 BIFF&
Kasukawa bt EE 7 41 (30. 4%) KN HAD
gha 25, 27 BIFFE Alarcon—Segovia FRifEf)
B 12 (44, 4%) K JE A S S A2

Pt

1 ¥ &

H AT O 6 FhiRig Ik 4r 2H 40
(diffuse connective tissue diseases, DCIDs),
AFE R G A BERIE (SLE) - RGHEAMALIH (SSc) -
2 RAEWLA (PM)  BZWL A (DM) SRR 2 (RA)

A
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FHRLEEAIL (ss) o IXRLSHAE R ELEEAE, Bk
Z Wit ebriE. SR DCTD 75 52 Wi, (EAEHR
TR HIGT B, AR — SRR R R R I,
ZEE 0 NS e b N 1B NI e S £ @Y1 e ST RRE AR 7 RGN
(ANA) PSS, 38 H AR AR 7 45 47 4 2400
(undifferentiated connective tissue disease,
UCTD) , Her A 35% & 5aAd DCTD, JELE1F I
s —Fh DCTD JR W] 464809 o5 —Ff DCTD. 1M 57 [F1
BURYE) DCTD BIARF 22 B Bt PR 25 e B A ) 5 5 25
SERAIEPE S HUAR N 3 EH SRS &%) (MHC)
BRI . AL, B 20 BT i PR AR AL A ML 775 27
ik, KA B0 31X — e B S ol ) 25 A A IS A
HHZ W IR T MEEIWT TS - B S 285 R R HE UCTD.
ff K B LR G AL LR HBLEAAEA MCTD,
I PRRDLE S5, IR BER G A A2 . PRIk,
N2 5E 0 EL B PP 12 ORI RS VR o SR

2 RAWG AL

25 23 A1 209 B E AR O BT B, AT RE AR

7
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P 1. 2 ANPTRERIG R AN SEIR FARHE, EH AL
LIRiZ . 2 BEA HIEIS, FESAEEAR
A ARRE I 2 DR AN ANA PR . ZEIXRHIB LT, 2
Wi UCTD BEAE 2. 1 Xt 665 4] UCTD B HI 5
EREVIRT FUIRIE , KA 34 ) B R N2 1) CTD,
HrTRA13.1%,SS 6.8%,SLE 4.2%,MCTD4.0%,
WG 2. 8%, RGMEME % 3. 3% PM/ DM
0. 5% FEEIHIIERY] 2 FHNKENFZH CTD
R B o RER S8 MR 15 12..3% . 1217 UCTD
LB SRR T 2% (0A) « TB S, HEES S . UL
BRI AN AT R 2 A e H IR E R R,
5 RA. BAESET (SpA) « KB, SLE / MCTD 4§
el BA - RE, & EMA BB L
T RGO %8 . SRR X A R
/ JIVTE AR i I 5 W 5 23 0 5 R LA I
R ARBIVEIUR S50 R & 1 7R W SSc MCTD.
SLE. CREST Z%5).

UCTD HH J 2 55 R AU 5 TS B 3 A ) o

7

Cﬁi’(@ www.medlive.cn



19/23

DCTD K REHI AT e 412 <7 RANPT ulRNP Hik T
78 MCTD, TR NPT SSMSSB HLAR TR ss, B
LG IMAZAZ AL ANA TS A B9, 22 9755 28 0 e i &
IR T (RF) Tl RA, R HRml e JIE 4 Jon ¥4 Jofi 7
ANA B HTXEE DNA (dsDNA) HUA4 I 7R o] GEdk N
SLE.

3 BRREBLZAIE

SSc MR FILA IR R R B, WIE R ZE
PR DRI R IR AR TR (R 4 1 e PR 2 22
— U 5 AW A H A I EES R0
il X L B S R A R AR A I B R RS2 R
o ol R PR A 57 5, W CREST (C: 48R VT s R:
HIHIG; B BEEHES; S: feumfitl; T:
BANIME Y k) BUARTE 4 CREST S5/ 1. K4 90%
[f) SSc Hi3% ANA FHTE . SSc A e FiiR e dE 4% #H b
SR 1 (sc1-70) « 35 22 55« hnRNP-1. RA33. p23.
p25. RNA %451 (RNAP-1) . RNAP-III. ulRNP,
PM-Scl #ZA-4F 4 A B A Ku. R4 A,

7
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Th/To Z5E 1) H S P R PR SR 5500 1 &
W TRIEFEAE G . P& L fidih (ACA) « it
U3snRNP HLARFIHT Th/ To Hufk BHPE ) 38 2 B R IR
PERE R 95 . TIPT Sc1-70 PufAk. ACA. T RNAP ik
BRI 5 R 8 1 2 Jbk 32 BN 2R G Ik 0 RH O o BB A 7L
PM—Scl HiAf i & v LR A8 2 5 8 5 o) 1
() S5 P T o« K249 60 %6 Rl B 995 K8 3 ) Sk (1) 2%
35%RF PHME . FEUR MM % F 59T RA33 Hiik
FHOG; SSc LS A8 BRFAE &2 A IR A8, PRBEME I
ERENW..

JRIBR % SSc 5 SR A RR - Ak,
(primary biliary cirrhosis, PBC) &, R
Reynold £G4k, HARF PR R BTZebi ik bk
(AMA) . k2, 10%~29%PBC & ACA A, H
o S — 2 B B CREST 23S E I R 2 T
50% ~80% M EH T HRENAZR. BHEH
PM-Sc1 HiARBH M. PM / DM 28 AN XTS5 1tk o6 4
%, HABMEMN R, 280 ERBUK. SSc
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/ SLE BB LA AEAHXT D W, {H SSc H1IW ANA FHYE
(AL 2 58 ACA AT Se1-70 FUAk B gy . — MEF A,
25%SLE &3 HIHT Scl1-70 HriAkFH M.

4 NIRBEBLZAIE

PM. DM .45 sk 44 JUL ¢ (IBM) & 28 S 5 R
RAENUPE (TIM) ,  AH B s AR A LI 224 AR 75 AT
HRZE SLE. SSc. MCTD A1 SS Hi . UlR E B LA
Rl 25 SSc M E AT AY 1) PM BE WL, AHOGHY
e St B S HUARIERT PM-Scl Hidk. 5t Ku Hrik A
PUulRNP HLA P Jo—1 P PifE 5 iR & A (SRP)
PR BEIE AL RNA B % (ARS) Pifk. 5 PM
FHIR R ST I08 2y T BG4 2 B A Wi T2 (I HG ez B
fa, BEROCHT), SUERERER MR H—F
WL B L2 S U INAE ARS P PR Ik 5, i i
RGN E, R RIAFERYENLR . K
(80%) « FHUAILRAN B KA (T0% HE LT,
50% ~90% I 3 A KT, 50 % ~80 % M & H
(i) o2 A I 95 o 100 J5 12 it 3 1T B2 ARS Bifk B 4 AR 3
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FRYRFALL PRI AR R I, RT3 R i SEk H DL
WLZE 53T ulRNP HiRKIBCE & W+ MCTD, {EfE,

T BERI RN, AERIS, a5
ulRNP ORI A 8] PR« R AN 22 R G
W Pt SRP HUPRFHE & @ H AT 7™ 8 IRk
LI AT S 25 R ULET ESR B, 11 98 A IR 1 £ A ]

Mo

WL B & L5 S ARSI, B 2 PENLR I &2
b 1 B2 Bl F B R B 7 10 B S fidk .
WRHEFE: 200 R HIRILR. fRumkEfth, ik
HRR T L. FHE A SSe RS RYIE .. BF R
i 5/ N i B 58 il — S A R DR HiCE: (DLCO) KT
TR THERT 70% B X 8l CT 7w ) o 1 il
i~ BURIRIE . BT dsDNA FUARIIMRHMA IAE . 52 [
KRR 2% 2 (ACR) 1) SLE 2 ks 11 25+ 4 258 4
UL BARFAE PUBE IR LR AL FE e B S PR dE
P& B (Jo-1. PL-7. PL-12. 0J. EJ. KS) ¥k,
B8 R 99 AH 5% 1 B piAA (R B2 o s S M 1 BF B4R - ACA.
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Ft Sc1-70. RNA &g 1 sIIL. Th Hudk; A B
HSHIEH G P BT ulRNP. u2RNP. u3RNP. uSRNP.
PM-Scl. Ku # SRP. #%fLEEEHUE) o X 7 SLAY[F)
PM A1 DM 5 5 & 5 S AEAE H W T AT A
HIEE . AR PM W 2SR . 50 % X
B Rz I E BT oAk . FRA) DM LT (92%) # 2
18 FE, (H 87 %6 I K35 X hE B TR IR T A AL
LA BB R G AE GEH A1 B RHIE) JLF-#0x
W R TR N (20 90%) o BB LA E Al ML
H &Pk WAL Hia pipiig. SRP Mk fLiE
PR EXEITHPUIVLA, TP ulRNP,
PM-Scl 8% Ku MbR 50 B 5 R A M2
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