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A 1 /7N s 20 2 45 985 ( thrombotic thrombo-
cytopenic purpura, TTP) J2 — it /™ Fi 1% f3f il 48 4 1l
-t ML 2R B A I PR B IFASH UL, Hoilfs RER A H.
RS, SO0 L IR E , 5 LR N /MR 4R S
ML B LD AR MR 7 R A e 2o B =, BE
PR DR, A AR RS B A BRI, JE T R i
90% , N R B A it/ b, e B v i s il 1)
A R RENN IR BT i ™ B S R . AR SCHRE 3
] TTP i &4t

Jm 51 53 44

Bl HREH .65 %, F2017411 A 10 H)G
BB MR B S BRILIR , MRS SRR , o0, K
NiE, TR ARTER ., 8 d JEReRintE, fEghs, =
77, R B R AR MR B2, 2 H 24 h
PR 1800 mL, A ML 1 . ML & H (Hb) 82 ¢/L, Ifil/
B (PLT) 14 x 10°/L, k¥ CT K W55 . R 15
#,2017 4F 11 A 20 H 2R K2R BE 22 B b
J& TR BF BE B iz AR 2, BEAE 8. 20 4E A IR
ORIAIT, G AT 10 RFERIRI BERMN,
[T 1 IR Z5903R 7 (AR  KIIET i, &
IR S5 A% S5 e s 5 0N 5 I 395 W PR v s
o JCR RIS e A, T 36.6°C ,BP 118/78 mmHg, P
80 ¥X/min, R 20 YK/ min, & R3S, KRB A, FE 0
S, 4B B R RIS TC S AL A5, XU 1 5355, TE S o

Fhe RIE K4S BT

RIE" KX 430030
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WEERFAE NI 22 A B, 5 K0.2 em % 0. 3 em, XU 4
Mg, 22 0.3 em x 0.3 em, 4415 0.2 ecm x0.3 em, i
7~ AR A . SO2NRHEBRIMAPE LR , % 2
BNENRIE, 2 ILH B 4T (WBC)3.45 x 10°L, Hb
71 &/L,PLT 7 x 10°/L, 32T 2R AR (MCV) 106 1,
ML (RET)9. 6% , 55 K ANAMLER A 2 UL 21 40
Wi (>3% ) o JREHL: B (H) , HERAE( - ) IR
FEEC+), MAfL: BAHZLZE (TBIL) 37.6 pmol/L,
B 40 % (DBIL) 10. 4 pmol/L, LR 3 B ( CK)
220 U/L, 31 i & Bl (LDH) 1 076 U/L, Ifil JR & &
(BUN) 5.66 mmol/L, it LEF( CR) 10” wmol/L, Ifil JRZ
(UA) 457.4 Mmol/L,Zé/a\EREE[(HPT) <0.06 ¢/L, %
MR (PT) 14.7 s, EPRprEIL LB (INR) 1. 16,
TEAKTR 4385 100 775 P 5[] ( APTT) 40.0s, 2F 4 8 H i
(FIB) 2.94 o/ L, BEML BT E] (TT) 16.0 s, Coombs {4
B Sk i CT ;22 M 59 ek DX /N AR ARG 3% 4, %
JECEE B P i A AT T e v oK 5 3 43 ( PLAS-
MIC) " 5k 6 43, JB F A, W3 1, MK T4
2% F i 78 i A s PR - 2R 2 11 g ( ADAMTS13)
Wt < 1% (%90 :65.5% ~135.0% ) , IfiL 3% AD-
AMTS13 41| Hy5 FHE B2 TP,

B NEHMEBEIRYT , B AR,
Fes T B AN ABROR 225 5 45 T IKIA M ()
PO ) SRS A SRR ATHE R B ERIRYT ke e
k25,3 W/ d, BR 120 mg (40 mg x3 32) ., BH K

# 1 3 i %% PLASMIC # 4% (2)
e PLT 7 A 5 REREER MCV A UL BF &t
AP k10 R AMRE Fhpshyr <oon  WNR<LS o0 hedn e
1 1 1 1 0 1 1 6
2 1 1 1 0 1 1 6
3 1 1 1 0 1 1 6

i
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A3 5,50 5 S JUBFF 453 H .1 mg/dL =88.41 wmol/L
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i, BP 115/79 mmHg,P 78 YX/min, R 22 YX/min, {{F
WP 3E % , 47 I 3K 46 ( plasma exchange, PE) ¥ 97,
MR — BT /R, — AT = (1 - BEY
Hif HCT) x & A, B A 4% 65 ~70 mL/kg
TR, 55 2 K B K 4k 2L B i, BP 80/117 mmHg, P
80 ¥X/min,R 22 ¥K/min, A AR IfiL bR , YK + PO B 7] Ul
B R BE, & 25 1 WBC 8. 39 x 10°/L, Hb 76¢/L,
PLT 14 x 10°/L,RET 8. 4% , 4k&:47—N1AYT 21
PE 4k 2 H ik Je e ik 45 25,3 /d, 521K 120 mg
(40 mg x3 37) . % LikiRYT 3 d Je A AWK E ,
YR I, VAT T 4 ¥R PE,2 WRAE /Ml
AR a1 55 (B AR TP i AL /N 23 i
S , JEL A L/ INASORR ARG BT HS ot XU R T I A XU
AR A E A L/NR P] BE 18 I B E Ay ) B A I H
#:WBC 7.96 x 10°/L,Hb 66 g/L,PLT 44 x 10°/L ,
SBERIE U 09T R0 8 B B ER IR T O B Ik
WS 1 mg/ (kg « d) 75 2 ~ 3 J& N B M 245
2, APBE 10 d 247 6 K PE i {HF e 12 Wil B, %
[ 244t = BeARSETAY T, HH BERTAE 1L : WBC 6. 99 x 10°/L,
Hb 80 g/L,PLT 70 x 10°/L, A 5544 fiff (AST) 14 U/L,
BN 5 Wi (ALT) 17 U/L, TBIL 16. 6 wmol/L, DBIL
9.4 pmol/L,PT 11.6 s, TT 15.4 s, APTT 32 s,

B2 BEL,18 %, 2017 412 A 1 HETAM
JE DR H B L e f2 9%, R T A, S UL
WXtk = 77, 5 Y R BE 45 T4 B M SR 7 8%
ffto 4 d 5 IR EEAS, A L% ML PLT 2 x 10°/L,
Hb 56 ¢/L; W12 MW Rk /D, 45 T EIRIT , BIRAS
o WH RN, % A ICU, 12 7 7 H ¥
T 2 e AFRBE , WEAE S - A0 & iR W8 PRI e
W S R S TR M A B
Yyt s Jo MR A% B RS A, 2014 AR RAMO R
e (1

ABERE A T 37.1°C,P 83 ¥X/min, R 21 ¥X/min,
BP 116/62 mmHg , #7500 , & B IEH , 2 HRIUBETC 8
Yo B IO AT DB AR, A0 MIER OG5 AT WA A
R PRFWR LI, A T, BURIE I 2, R M
B3 TR PR . 21 H . WBC 10. 89 x 10°/L, Hb 57
g/L, ,MCV 103. 1l PLT 6 x 10°/L,RET 6.4% , Ifil3: F-41.
YNMERE B >3% ,PT 14.1s,INR 1.09, APTT 35.9 s, TT
17.6 s , FIB 2.58 ¢/L; ALT 40 U/L, AST 40 U/L, TBIL
48.6 wmol/L, DBIL 18.1 pmol/L, LDH 1216 U/L, CR
51 pmol/L,BUN 5. 03 mmol/L ,HPT <0. 06 g/L, Coombs
I M, O L IE R B M G CT R UL 5%
PLASMIC 343" 6 43, J& &5 KUK, W3 1. 2 AD-

WRISEEAEAGE 2019 48 5525 % H2 4

AMTS13 &M 21% (%5 H:65.0% ~135.0% ),
ADAMTS13 % FHYE (1.1 BU/mL) |, B TR E7E
KRR TEANGE % 32 50 H M ER 1R 97 2 3 ADAMTS13
TR, T LA R SR ADAMTSI13 3% PR A A 1
hRE( <10% ) 2% J& TTP,

SERVATHE B2 B R i6 9T Ik e e di ik 45 24,
3W/d, Bk 120 mg(40 mg x3 %), K347 PE, N
—MNMBIT B/ h PG, R H & A& Il H M
WBC 11.66 x10°/L,Hb 60 g/L,PLT 12 x 10°/L, J&
JrEAkELAT PE JUERIRYT 4 d J5 B A IE M WBC
6.36 x 10°/L,Hb 83 g/L,PLT 52 x 10°/L, & # i ik
THRE FET, Jo kAT 6 IR PE JEER APk IkdE
JeAS Img/ (kg - d) 7E 2 ~3 N HTIE 21525, A
Bi 10 d Jemiifase e, 2451l : WBC4.79 x 10°/L, Hb
92 g/1,PLT 129 x 10°/L,AST 9 U/L, ALT 10 U/L, TBIL
5.6 wmol/L, DBIL 1.4 pmol/L,PT 12.9s,TT 16.5 s,
APIT 31 s,

3 HFEHE,54 %, 2017 4E 12 A 15 HEH R
WHIIBSUR B = 07, g RS R E A, R K2,
2 d JHAUN BTG ITRE RN, A AR il F A,
7624 M I B ¥ 1l WBC 5. 76 x 10°/L, Hb 94¢/L, PLT
13 x10°/L, TBIL 61. 2 wmol/L,DBIL 12.4 pmol/L; & 4
T AR IRER AT 5 & CT ZE M Toi i 7 5 X, 26
LI BRI RS ; EER B AR W R . BER
JEERLIRBE 12, WEAE s BN R L e B
TR G5 ; TOIPIR Fas B AT S 5 W 2 AL e
o S 5 R 5 (10 S2/d x 35 4F) 5 ikt st o

APBEFG2T : T36.7°C , P76 YX/min, R 20 YX/min, BP
121/66 mmHg , #7 A%, 251l WBC 11.0 x 10°/L, Hb
74 g/L,MCV 9.6 1 ,PLT 15 x10°/L,RET 7.2% , Ifil}: F
STABAE 5 >3% 5 TBIL 52.7 wmol/ L, DBIL 12.4 pmol/L;
BUN 4. 36 mmol/L, CR 82 pmol/L, HPT <0. 06 g/L, PT
15.2s,INR1.21,TT 18.4 s ,APTT 35.4 s;Coombs i 5
k. PLASMIC 343 % 6 43, J& T KU, L% 1,
A BEHEIRIRE R, = e TTP, 57 B4 AD-
AMTS13 7% M F 30 6l #1, H ADAMTSI3 3% ¥4 K
2.5% ,ADAMTSI13 i+l % H#: (0.6 BU/mL) , #1112
S TTP, 45 THE R iz iy - ik e e d k45 24,
3 /d, BK120 mg (40 mg x3 ) . HiF—MEIT
EHE KR IR AT PE, 26 2 R, R AR S 4
B Ak — AR YT OB UK R 2K AT PE M B2
WEIRYT  OIE SRR I B iE . ABEAT 4 IR PE,
HikJe JeiGir4 dfg & A iR e 52, B A i
WBC5. 85 x 10°/L.,Hb88g/L,PLT53 x 10° /L, i
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R RIK e bs Tmg/ (kg - d) ,7E2 ~3 JNE
Wi 52, ABE 12 d JeiR i i B B, I AT
PE 7 R, BRR—MRIF A VKR 2K . = A1l WBC
9.13 x10°/L,Hb 123 ¢/L,PLT 134 x 10°/1,AST 28 U/L,
ALT 13U/L,TBIL 17. 1 pmol/L, DBIL 6. 6 wmol/L,PT
13.15,TT17.5 s,APTT 35 s,

i

TTP %A= ML 45 1t A& PR F (von: Wil-
lebrand factor, vWF) JE 1% 04 #8 K 43 F £ B A 1 45
14395 B (UL-vWF ) 1717 5 SO AE T B I /N AR 1M
e ADAMTSI3 /E b 2 5 24k 5 1 i vWE [,
REVIE] vWF 1Y A2 [X Tyrl1605-1606 [H] i ik 58 , BEAIR
VWF BIEHE (il UL-vWE I s 2> Bk /R
I T A5 25 ADAMTSI3 A&k i ol e 1A
PUAEAE LI 1 A2 95 TR S A 6l 1) B DA (3R A5
) O 45 ADAMTS13 i PEIAR I, )55 TTP By
KMo HEG ADAMTSI3 {5 M A I 7 v K ER 43 f2:
KR AT I IR 25 6 52 565 5 (collagen binding assay,
CBA) , 35 % RICK Mg it " 3 B % A i
oL YR BE B A vk . B ADAMTSI3 F 2R IR
TRFIE LR A0 M 5 045 P R 40 e i 3 3k
A VA PN R A0 R Tk R R OR £ E R T R
FLR, g XHE IR AR o A S B 3 1 26 G Al B 4
ZHCH BE T B0A 7, ADAMTSI3 3% M & fir 3
B BAEIRES S vWF 2B TKE
T B A {UAL R A5 ADAMTSI3'! | BF LUK N AD-
AMTS13 15 < 10% , - AE12 Wr TTP (1) 26 2 & 1.
1H94% ~97% K)3RASPE TTP 1fin 2 v m RIS H3 1,
3 ADAMTSI3 1%, BH5E W 123 ADAMTS13 i
P i ek /D AL 2K ADAMTS13 4146l 49 FH 4 X2 Wi
TTP A % R e

HAEGFREXT TTP pY 5 Hi2 Wi &S 1 2012 Wi
i o/ N P SR 2 W 5 39T TR R i L
PN AR R B - D HY I 5 @ f it A g
Ve PR A A 1 s QR EAER ; DB IERE s © & A
FH LW LR A KT 1% , ZLLT 4 i 7+
S MR E A 2 (Y | AR SN EIEE i EEa
AL G A W, A5 A BR A T R, R I ELRH
P, PR ZE T WLEFAS [5]R2 BE Tt 55 s @ APTT PT FIB 3
1E % 3 @ ADAMTS 13 3% P A3 ) 9 69 46 9 5 &
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Coombs 155 [ 14 o 171N AR 9k 20 FHE I 4 35 11 2 12
Wr TTP A% I 06 22 5544, iX 5 3 B G e P 1l /MR s
D 259 (Evans ) I R I AR{L , 281 Evans [
IiL2% ADAMTSI13 & A2 1 3987, Coombs 1255 [H
o fE LRI SC 00 =2 Wi 48 i Bk ADAMTSI3 §i
PEFIN GRS, e # R B R v i R
FIWr LA A XE . H AT Ae 6% T e ASAMTS13 3% 4 )
PO PR A A TR0 () SE B =N 22 10 TR AR
2 F G IR 28 81 9 PLASMIC 3 43" W B¢ T i
ASAMTS13 3% 4 ™ 5 Ht = (1. ASAMTS13 7% P <
10% ) KB A B e {3 5. PLASMIC 434845 7
AR ZE AR (DPLT <30 x 10°/L; Q% L £ 3 45 &
T & Z —: RET > 2. 5% ; HPT < f& 9l & [
IBIL >2.0 mg/dL; 3 JC i ; @ JC LA 2% 1 55 1 4t
R ; ®MCV <90 fL; ®INR <1.5;@DCr <2.0
mg/dL (I AJLEF 5047 #2550 : 1 mg/dL = 88. 41 pmol/
L), BRI 14, Asrit 0 4, it
AR, Hor 0 ~ 4 20 AR, 5 43 ok rh B AL
W5 ,6 ~7 43 e B AU

AT 3 5 £ 3 1 R R R AE > M 2 R B )
12, B RS N e AR BE . L2 BE Bet nl i —
SO Rl B R A, IR R L R ST 4 g A
R R A B AR 2T A0 i L 5] L TR L4 ol Y 3 A I
i PLASMIC TF45 , DL S H At I PR 0K 21 W 2 75
i TTP, 2015 4Lk, 3% Be ki S B -5 11 R K 2 B &
FHEBEAE, AL T /MR A S 2 B /N
FEBE B B — & 3 8 i 25 12 W f1 S BF AR 97 TTP 1)
TR, UL 1515 TTP B2 W B N AR TR H156. 0%
K21 17.4% . FEIm IR LT G TTP FHHAE, [7] B
PLASMIC P54 m i, 1 oE— 2461 ASAMTS13 3%
P AN F AT H2 . R T3R5 TTP, Ptz W
FEARIRYT, DL ROR S 31T PE, 5 HIE TR 1) &K
A RFER RN XTI Z BRI R AT
PE 8, HOW AL 2R 53k 79% , mivt47 PE J5 81%
() TTP B3 W] W A2 i e, SR T 7 5 A W f 8
TTP Z 7, $t & H# 47 PE, B T Al gy R A K 4 I
RIVEHISN 182 e B 3 2 % i H & 2 BUlL
MR BEIRAIR TR o FRBE 3 B8 3 253 2o i A Bl
1Y PLASMIC PE4rdEA 73R4S, Bl G 9547 ASAMTS13
TS PRSPy f R I B AT AR 12, AT PE, 335K 1%
T RIEFHRITRCR .
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