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B 1.

WBC: Hb: PIit=4800:7.9: 0.6
CRP0.32, b-D-glu20
Di-Coombs (-), Indi-Coombs (-)
Thili 3.7, Dhili 0.7 Indi 3.0

LDH 966

PT 12.2, APTT 27.7, Fibrinogen 301, D-dimmer 5.9
Cr 0.66 , BUN 16.7

urine: pH 8.0, u-Glu(+-), uPro(+-), urobilinogen 4+

B 2.

SIL2R 324, pavrol9 IgM (-)
ANA 160, Speckled 160
dsDNAADbIgG 2.8, SmAD(-)
ANCA- MPO&PR3 (-)
CH50 52, C3124,C430.3
Ferritin 199.8

CEA 0.93, CA19-95.6

ADAMTSI13 ;E <0.5%.

FLADAMT S134{4{ifi4.6 Bethesda Unit/ml




Diagnosis
Pentad #thrombocytopenia
# microangiopathic hemolytic anemia
-------- schistocytosis, elevated LDH
#neurologic abnormality
renal failure ( Cr 0.66, BUN 16.7)
#fever 39.8°C

~ #ADAMTSI3 : <0.5% ( specific for TTP)

Schistocytes, fragmention, horned cell ( keratocyte)




acantocyte

NCC 13.7*10E4/pl

‘MgK 120/pl1
M/E=0.7
M blast 0.9 Pro Ebl 0.2 Lym 9.1
Pro 0.4 B 1 Mono 0.9
Myelo 8.8 P 49.4 Plasma 1
Meta 1.2 N 0.4 ‘W-mitosis 0
Stab 10 M-mitosis 0.7 Reti-cells 0.3
Seg 13.2 MgK 0.5
Eo 1.7 Mast cell 0.1
Ba 0.2 Osteo 0




Hypolobular Mgk




Hypolobular Mgk
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TR
a) APBEE)> 5 Plasma Exchange( PE )& BRtA L7,
mPSL 500mg /v A&t 6 H [# 3,
b) 40 HVCR1Img, 5H HCPM50mg., 6H HVCR1mg,
CPM50mg# 5-.
AHAIZ, BIIR, FHE, = ZI3HhE) &5 R BHRIC D5,

64, THHIZHER R IEIZ RS 7=, F 72k 66 H H
0.5*10E4 & L1 75450 2 /=,

¢) 6H HRituximab 375mg/mm% #5-L7-, 8H HPIt=
3.2*10E4IC[=1#E ., 9H HPIt 4.8*10E4IC L5 L7=,
9H H 7[E1H DPEZ H&% & L., LIRIIPSL TRl A A7,
18H HPIt 23.3*10E4 & 72 W iBPi & 72 o 7z,
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1
2.

The efficacy plasma exchange

due to theremoval of both autoantibodies & ULVWF .

the infusion of ADAMTS-13.

80 ~ 90% survive without persistent overt organ failure

Patients with high titers of antibodies against ADAMTS-13 may not
respond to plasma exchange alone

| mmunosuppressive therapy

Splenectomy

Vincristine : 1-2mg, addition after 1 week
Cyclophosphamide: 100mg/day
Azathioprine

Rituximab : weekly, 4-8 times

© g &~ w DN BE

Cyclosporine A : 6mg/kg




Treatment with the anti CD20 antibody
rituximab

Thishas been found to be effective in severa antibodymediated
autoimmune diseasesincluding

1. autoimmune thrombocytopenia,
2. autoimmune hemolytic anemia,
3. cold agglutinin disease,
4. acquired FVII1 inhibitors
Rituximab bindsto CD20-positive B cells and depletes these cells via

antibody-dependent cellular cytotoxicity (ADCC), inducing apoptosis,
and complement-mediated lysis

# 4-8 weekly

Regional UK TTP Registry: correlation with laboratory
ADAMTS 13 analysis and clinical features

176pts. 236episodes.

FM:M= 75:25, median age 42y., Mortality 8.5%

Ethnic: Caucasian 64%, Afro Caribbesn 27%

Idiopathic : congenital =77 : 5

Median number of PE =19 ( 2002.4-03.12), 12 ( 2004.1-2006.12)
ADAMTSI13 <10% in 74%

1gG Ab + 95%

Br JHaematol 2008;142(5):819-26




[Summary]

FEGH E N2 IE R Td Hidiopatic TTPIE. ADAMTS13
HIEIZ XV HEEZWAARE L 720 . F-IRPRICPEN &
D WIS IURIZ 72 > TTPRITTREEICS#E L TV 5,

U L+ 72 16N 5 5 7= DIZIZPEA 10[E] P |52
fid 2 BN HDGENH D, AR E O PR,
RV L RO D RGeS L BT, BERTETTP 2 %6,
Rituximabi{BEZ B L7 & Z A, 2ok ifi/ MR EE .
ERARIEIR OB S, PES BICK T2 2 &0
TE, RituximabDOHMEZE MR T D Z LR TE -,




