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(8 E] B8R T LSS (primary Sjogren’ s syndrome, pSS) B ML ZEF5 o 7% 1 40 91| pSS & £ 5B T4 & 1L
RSB, o 20 AT B BEIE A KA o 40 191 pSS A A1 ] I 20 M AG: A 25 53 55 TR A T BRXS L 20 Ar o 85 5R 140 191 pSS F 5 1
AR50, 220 LA M8, FErb 4 6 6™ B/ MR, /MR B <10x 10741, 3 4915 5 1 B S e P Lk 22
1fit. (auto-immune hemolytic anemia, AIHA ) , 2 {5 & I Bl 48 A= 55 25 G AR -MEVA P L A0 I A 22 R & 555 (myelodysplastic
syndrome of the refractory cytopenia with multilineage dysplasia, MDS-RCMD) , 1 {545 Ff IfiL A4 P 1L /)N A U6 20 14 45 9% (thrombotic
thrombocytopenic purpura, TTP) , 1 il & 31 2 P 2 F UL -M2 ! (acute myeloid leukemia-M2, AML-M2) , 1 {55 Jf B 41 g bk £
o BRI pSSHSCHY MR RGBT T S — AR R EE =R DR pSS H &K MDS [ TTP  AML ALEG: ELE o
(KRR UL NETHREEG AR T L5 i/ MRS s 40 s>
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Ji kM T 4 25 A AIE (primary Sjogren” s syn-
drome, pSS) J&—FP LM AL TH AR WV IR 25 41 53 0 i
N E M A BB, DL RIE A ZE IR R
AR B R R, 2 R MRS
TR LM A0 LD 5 pSS o 5 1% S AR A B
K, BB pSS B AR BN BB LE S W LR A IR
(myelodysplastic syndrome , MDS) | Ifil # 4 IfiL /)N i 9
/b P 2% % (thrombotic thrombocytopenic purpura,
TTP) . 2 PE 88 & 11 1L 9% (acute myeloid leukemia,
AML) FIEAE T LI o AR SCELES 40 B pSS i IR B¢
B, 3 H AT ML s 2, JE R A1 A 12
RS B BT 25 7 T B S

1 X&MTTE

1.1 %

2008 4F 8 J] —2018 4% 5 J] 7Epg Ul i AR B2
B S pi ot B AR K2 55— B T 5 Be 2 1Y pSS R
40 1], ¥ 7545 2012 4F TR 25 Bk [ bR ok 2812 Wi bs
e AR RS0
1.2 7k

W AR BB AR GER RN SE I = R Ar 45 21, A dE A
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(JLY20160186)
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JE AR AL A3 AT B R AR A M VBRI Ak
YIlGgL e (POX Y 0) BEIR YL (A (PAS YL th) g sy
R B I R B A R G (0 A LA . AR I
41} 43 B 1E W AE - 11121 25 I (hemoglobin, Hb ) {15 [
110~150 /L, 12 iE 1148 (white blood cell, WBC) {5
Fil (4.0~10.0)x10°4~/L, M/ 4L (platelet, PLT) 75
[l (100~300)x10°4™/Lo
1.3 %itssix

{1 FH SPSS 17.0 Gei R A i A T8 3By, v 9%
REAYIBbR I (3 + s) o, S A0 IR A5 235
HIEWE PR BRI R, P <005 h2ERA

GriterE L
2 & R

40 pSS B, 55 3401, 2 37 ], AF1% 26~87 %
AR 61.5 %, i 45 28 5 102 27 111 (67.5%) -
40 1l H, 29 451 (72.5% ) Hb Ji /L, “F- 14 (82.30+19.96)
g/L, Y5 [l 32~109 g/L; 24 451 (60% ) WBC £ /b, *F-
¥1(2.720.7)x10°4/L, JEF (1.1~3.9) X 10°~/L; 35 4]
(87.5% ) PLT 11408/, F-1 (45.5£21.8)x10°/™/L,
5 FBl (6~78)x10° N1, =3 5 HAR X R 9 1IE #
FREL4E, P14<0.05, pSS IMARME 4023 Wk 1,

40 il p 20 B4 7B BE A0 IR S AR A (R 2) o
40 5] pSS B v 4 -G 1™ F Al MR D il /MR
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F1 BEERMETRESENAMTHREER [n(%) ]
—_— — Z A4 TR I AR — A M AN
X (n=10) Hb+PLT(n=7) Hb+WBC(n=1) PLT+WBC(n=4) W/ (n=18)
Hb(g/L)
91~109 0(0) 4(57.1) 0(0) 8(44.4)
61~90 2(20.0) 2(28.6) 1(100.0) 8(44.4)
31~60 1(10.0) 1(14.3) 0(0) 2(11.2)
WBC(x10°/~/L)
3.1~3.9 0(0) 0(0) 0(0) 5(27.8)
2.1~3.0 1(10.0) 1(100.0) 4(100.0) 9(50.0)
1.1~2.0 0(0) 0(0) 0(0) 4(22.2)
<1.0 0(0) 0(0) 0(0) 0(0)
PLT(x10°4~/L)
61~99 1(10.0) 0(0) 2(50.0) 7(38.9)
31~60 2(20.0) 2(28.6) 2(50.0) 9(50.0)
11~30 1(10.0) 3(42.8) 0(0) 2(11.1)
<10 2(20.0) 2(28.6) 0(0) 0(0)

THE<10x10°4~/L, Horh 2 BilA T v e 4l i o s
A, 1R 7R B A0 ML 1S A 16 B, 5] AT R 2
B, 1B 4 R DL E AR AN, BR TR T R YRR 4
B, 301571 A B e MR I PR 1 (auto-immune
hemolytic anemia, ATHA ) , H:Hp 2 4 7B BE 1R 4l g
SyFTR A, 1R R £ F G A W R B, R € i
SR (+), IR B 43% , Horb T 28015 17%, 11
T 14% , WAL 7%, V3L 15 5%, B 42 R WL A
AN, VRS 20 R A ] AR B, R R B AR TR R
PR R BRI R B R . 2B 0T
B A S W 2R S AR MR PR L A0 M D P 2 R E
5% (myelodysplastic syndrome of the refractory cyto-
penia with multilineage dysplasia, MDS-RCMD) , H:H
1) B G O AAZ L M ChRAS B 8, 1 #5515 .24 h
BiF%, R ) 718 46, XX[20 ], 58 /5 7 4 7 162 2 P
BT 3R AR R AR AT JE B ] R,
Je S5 T Sk AR R &7 T3 T e 3 e P R AT T A4
EER) N 5SS eE W 8 i i vkt 0K S S
FIA 2R - 11 R i/ N v 25 T 1 41 i/ Mg g7
JRYLAEE R, B REIE MK IR, 2255 R ME , R — 2D
FHHL PG A 35 25 H B 250036, SOk JERS (BRITR
M VR T SE R pSS, BT 2 47, M AR 1E e
1B A AR AT G BT 7 47, XX, +8[61/46, XX
(4], 5T WA (3L H2R) 16 me/d LR 254
A G e e Ji IR Y i | — PR SRR (LK) |
ER PN ) R D GSERE S CPIDNIE PN AR S
(it HE B8 ) JANEC A B I FRh R IR R (VREFIH) X

Ab B, B I G- | R PR A N P b it s 2
FALZ5Y) YRt g . 1A TTP, T I3 B ik
J7 2 (BHK 2 000 mL L) , )5 R 1~24~ A 44770
i 1 i 24 B v (E YK 200 mLL) , T H & SR JE 4 mg/d [
IR, B B K 20 mg WL PRI 5, 8 J8] 2 R IR 7 LR 975
pSS, BT 24E , TTP R K K o 1 5 IF AML-M2 T
TA J5 % (3K HE AL 20 mg d1, 10 mg d2~3, BB
70 mg, 512 h 1R, d1~7)4LS7 17 R A 235 1 451
A1 BN EL IR, T R-CDOP J7 % (FI) 2 it
600 mg dO, FR@EMENE 1 100 mg d1, i 5 14K b 25 %
50 mg d1, K FEHFE 4.0 mg d1, J&JEF 50 mg B K
20, d1~5) 07 AP RRR  J5 KK

R2 BEAMTREAME00BHEEESFRE

ERTj N et % (%)
EHEHS 7(35)
i 2R 180 A R BRI A e e 4(20)
i A% R A IS 4(20)
MDS 2(10)
WA LR BRI 1(5)
AML 1(5)
I LR R IR 1(5)
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T 20 L ) R T, AR A R s e W A e TR =
SRR, R AR T AN IR B AN R PR T . AR
5T 40 9 pSS B, 4a 24 5 10 L 27 B, /5 67.5%,
27 i 1 645 I B 4RIk 9, 1 15 JF MDS-RC-
MD, HfE G AR HrR 47, XX, +8[61/46, XX
(4], 3 15 I /Mg, /M i4<10x10°
AL, 115 T ATHA

pSS HH MR -7 AE v] LU %2 1L (A 45 IE 41
20 R 2 0T R AL AL ) | ot /NS D | F 4T e D
A (LG 12 b 40 Mk = A b B AR R D) o 4y
BE RN MDS TTP 2 &M B e W bk T
R IR h L 200 R ¥ 00 R B B AR 2 A AE A
40 151 pSS 8 vh 29 15 IR B MM, 1 72.5% , Horh 3 491
537 ATHA, 6 Bl T BEER YL (ks A5, M AMEK £~+++,
LNk 8%~58% . T 1 RAE A A pSS H BB LA
S PR TR AR A G, B 540+ R
i A BT A T I BR A 25 L e 2L R A A0 i — 2D 4y
AZ NI OC o pSS IR I 9 I AN B, — BE A
g 55 IR ok 2 % HLA-DR3 AH ¢, 17 Boling 25> % 4H
IR IR 8 pSS & I ATHA B9 —> R BG4 T IR 27 A A
(ANA PLHEE DNABUIR) &I, pSS & #5115 HLA
PURICAHCAE , - SPLr anbi ik &4 6, 40 frh
I AR 24 4], 5 60.0% . BFFEINH T
CEAE BB E AR 1 SRR O 4 R T S A
BPURZE & N S8 A A BR L £ pSS &I
I EL IR B AL i AT AL pSS 28 4 BIURFAE A2 B
S 6 1) R TR AL, IO L A RIS B , Sk ELR A
[l BRI Ao A 0 bR L 4 9 ) A L
N Z BB, B A 2 e R e K
Ji& Ry BT I BE, T JE SR 26l A S I EEL 4 4Lk 1
Joi L B e N e SRR R Nishishinya ZELTHE
GER IR, IS MR R R bk B 85 b oK 1 4 i 2>
C4 7K R R A BRER P IALRE S5 Ik L 4 200 A
W AARE AT S AR I EE TN R . A
5T 1B Ik ELR R A W2 B WBC 114 1.26x
10°4~/L, 8 pSS A I FL AN s/ 1) £ 5 5 45 T ik
FSIRIT o 40 6 b A I /M sk 2> 35 35 41,
87.5% . pSS &I/ D, HR AL 2% B
20 S T B A R T L NI ST MR
B - WA A T 0 A AR S B IR i
BRILZ A0, Ko AR ) A BT AR TR I A2 1 3 i
TR 10 HE IR 2, ol 75 i 200 A A A B2 L i 28
PR, ol AR A S S 4 T, DT i s A i 40 i A
W pSS A I MDS B UL, ASUA Al (4l

TEIRIT W HITHCR A G R 5 5, AEARAAAE
A s B TER D BT 2 B e 2
B RATEAME, AWF5Erh 2614 IF MDS, Hrfr 1
5] Y e A A% FRY TE S, 28 b P i 2 W 3R ARIR T IS
KM O IRTE JE P 2 S IR T FE R pSS, B 15 2
AR B AR HE SR, O 1B e Y AR AL B A BT R
47,XX,+8[ 61746, XX[4], Bt i , $R7m %) T4 (4
TRAZ I IE B, 2 MG fih e 25 FH A, [RIBER G
R RIEMEIRNGST A BPA G, X T gk
RS H A, TG 822 5 pSS A 1 TTP IR & 50, A
W 191 pSS & IF TTP R4, 8 2 M7 RE LK 4
IBIT 5 45 T IR PR I K v R TR e e W kR
I SR pSS, BV 24, TTP A& &,
pSSiE—Fl A B et , 1] R RN RS,
TEPIRVII 2 AL MW R SE , R AR DA i
WU Sy FEERRAE , T AL 5 5 pSS M 17 1% Bl Fl
T A KA e, e A A 3 2 B 2 D E pSS
T & PN MDS  TTP  AML LB PR U, SiRi2
Ry BRI RN o SR A 388 81 I YR 2 S L T
A TCER T8 O SR, FIEAT T
PRERGIEZ A RE IS AT A G &, DL SR B RA
57, M TS
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