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Two Cases of Thrombotic Thrombocytopenic Purpura
in Systemic Lupus Erythematosus

Hye-Young Kim, M.D., Hyung-Hoi Kim, M.D.* and Su-Yung Kim, M.D.

Departments of Pediatrics, Laboratory Medicine’, College of Medicine
Busan National University, Busan, Korea

Thrombotic thrombocytopenic purpura(TTP) is a rare but life-threatening multi-system dis-
order characterized by the classic pentad of clinical features that includes fever, microangio-
pathic hemolytic anemia, thrombocytopenia, neurologic abnormalities and renal dysfunction.
TTP has been rarely reported to simultaneously present with systemic lupus erythematosus
(SLE). While it is important to distinguish between the two diseases of therapeutic implica-
tion, cases of concurrent TTP and SLE help to elucidate the pathophysiology that underlies
each condition. We describe two adolescents with synchronous TTP and SLE, and review the
literature. (J Korean Soc Pediatr Nephrol 2007;11:288-293)
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Y 4,450/
5%, dad
Aol A T2
EEAE T AE 48 B4Fe HAHFig.
1). A&EA A4 AS , ALT 44 TU/L,
LDH 3438 TU/L, & 2LgFH 47 mg/dL, 33
W F49 051 mg/dl, BUN 20 mg/dL, creatinine
0.6 mg/dL, PT 13.3%(105-135%), aPTT 57.3
%2(32-43%)°]t}. Haptoglobin 10 mg/dL °]3}
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Fig. 1. Peripheral blood smear shows many schis-
tocytes.
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AA FAIAY AW AAL A Tl (achd 3
+), A (AEF 30/HPF o|4), 24A17F 8 whil
% 30 g, AFFAl 93HEF 93 mL/min/1.73m°] %1
o "o 2 A wfEHAL A 0lglth
ANz ¥ Zn: 949 3 575, 94 & £ 4
iy
o

g 2, AZA Ao, wd 2 A5 ol
Ao
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S NBEAnt AL 297+ &% 23] A
gatgon, g3 udE 13 Ay F 9L 3=
HAx, #E 34 HYon, 83 wits 43 A
3

B 5w QoA 4 BT 5030/mm’, 24

& 89 g/dL, B HET 6.3% E4% 102,000/
mm’® F7hsha, wERP 2PN 2dy
7z

ALT 48 IU/L, LDH 633 TU/L, =224 1.63
mg/dL, FA2AEFH 040 mg/dL, BUN 155
mg/dL, creatinine 0.6 mg/dL22 T A F o %
A # F 53 AY ¥ FA L AHRE AH)
Ao} vhe] T2 AlSEo Algg ¥ A7
BN 28 AFFARLA HEHo] #
ZHAHFig. 2). 24
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A 943 (1:640, diffuse type), & ds- DNA 3
A 231 TU/mL(0-25), VDRL %4(1:4), 3 phos-
pholipid Ab & Ig G 16.1(0-10), Ig M 11.2(0-
10), ¥ cardiolipin A Ig G 104(0-20), Ig M 8
(0-20), & SS A, SS B &4 &4, 8 Sm A
24, Lupus anticoagulant %44, LE cell &4 9]
A3, 3 1A C3 25.3 mg/dL(90-180), C4 2.1
mg/dL(10-40), CH50 4.3 mg/dL(23-46),
ADAMTS 13 activity 4.5%(> 5%)& 744 A7
HAAoh F¥29 s9td TTP 24 2 g
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2 st 44 8724 §
(hemophagocytic syndrome)d ¢ %
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9 71E:8 1 04d 7)1 F A 9 (Kikuchi dis-
U AY B2 FHT4Y

’

23842 100/60 mmHg, #uks

&5 23 3/, AL B1TCIR o,
S 29k FAY 289 288k ¥F
Jx) 9} 3FAlo] BAHUD, A4 FEZAHL wkxz]
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)
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Fig. 2. Brain MRI shows a hematoma in right A=) 2]
frontoparietal lobe with subfalcine herniation.

A 28 FHE vdzdEdEsE dged 1 g/ 2A} 7} o AAPE WET 5490/
d x39) e 28U ¥ i’ g4 105 g/dL, Y 4T 32%, &
] ol 7

L~

DAL A RET 3 9000/mm’el 3, T m=IAAel &
7,050/mm’, A4 98 g/dl, AW 182000/ zmo) BANETT AF QiAW PAE=S nAT

A4 £EH  gseha 4 AST 142 TU/L, ALT 76 IU/L,
e BEHA dgen, skl 4 LDH [ py 2061 TU/L, $2 84 7.26 mg/dL, 2+
533 IU/Le = s d=flont o] EnjsixAA  glzn 372 mg/dL, BUN 324 mg/dL, creatinine
A% 5T A R WA} 2l BAT Y ANV 06 mg/dL, PT 11.8%(105-135%), aPTT 29.8
& o dH #9 QA HEES S/HEA 2(32-432) 0190t haptoglobin 10 mg/dL ©]d}
ot HrFo] AP A& B A BE o)1 A7} 7+9 Coombs FAFE ¢k eAlo| o)
1 stod fﬂiﬂlﬂz A Eskgieh. ?"? 94*-1 R T oW PA A wl(e e 34) Ex(HET 30/
4 HPF o)ab), 2447F & vl 20 golUr}, e
e w aw wjebgar 2ol

'SE" 2 E] 3 =1 u"g

8 X w00, 94, 104 sRds 48 F §E AUE A9 s
= A:ou0qd wan sad G o %"—‘._‘7&*}01]4 3 dakx) kA(1:640, diffuse
smat o7 19 weld w7 W Waw 2 type), & ds- DNA 4 11 TU/mL(0-25), VDRL

$A Lupus anticoagulant &4, LE cell &4 0]
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A3 A 2A C3 66.4 mg/dL(90-180), C4 10.9
mg/dL(10-40), CHEO 7.3 mg/dL (23-46)%Ath
Frotoll A Role &84 WE, ¥4 #A4F F
T, A, ASAE gl FEkA S &4
22 SLE A%3}i dexamethasone 10 mg/m’
A Tl g AlZetH) 49 49 $HE F9 4
%, 594 due M %HH 3AE 2o QY
74 ¥ 4yt B4R Ad sdgot 7 HAg
AAl AT R o4 Wl Bk A9
342 160/80 mmHg, Wely 1208)/%, &
503]/&oluth &8 ¥ HAts dFE A
o]A7A YT o]F ¥ 100/60 mmHg2 oF
Helov A#o] 45 o] phenobarbital F3}
Stk SLESH |ud A%3A ez Azsia
HeEZg=yEE 78 ¥ (methylprednisolone
pulse therapy 30 mg/kg)e AldAstA ot A<
IASA FAdh FA dx A fGARHS HE
T 3290/mm’, A% 94 g/dL, B FHT 62
%, 2% 18000/mm°e| i, DA EB7IA}
ol o] FEAET BAHT A% AR 7

2% BArh 89 3 AAF PT 11.3 (105-135

), aPTT 301#%(32-43%), D-dimer 0.5 ug/mL
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A4 dAuE44 A (thrombotic throm-
bocytopenic purpura, TTP)2 W, oAE &
Qﬂalg 3 Ax @-A, AAA z}o}] t}okst Ax
o] A71% olde EA(pentrad) & & e I4F
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= T AMYE]
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7] Age] Fasit 12y TTPe
Aolgh, Al g A7t A A gl g 2343
olo] ola] WAT S Qo AAA HFA P &
3 Gej(DIC) 9 SLES d454 9 Axadol
FASHE, SLESF SRtso] 2% % glou g
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71=%H1-4].

TTP¢} DICE vA8# 8§84 Rl¥ojng 9
ol st AAHE EE AT #EEH
DICE £FA &3 HFL= PT, aPTT ¥ fibrin
split products”’t &7}k TTPE PT, aPTT7}
ok7k 71 & lou diRE AGAdelo G
of =%o] Htt SLEE & AT Ao % &
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oke] e ZgFo] Hr)k Frh

TTP= ADAMTS 13(a-disintegrin and me-
talloproteinase with thrombo spondin-1-like
domain)¢] A # A7} & Pl o VWF
of Zof gz v 4w o2 wY A F
Wi mAdHe ok 22 dA(hyaline throm-
bus) A¥o] EAPHE Mol {EEa, o
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SLE &4 TTP7} Eakd AE 05-225
%2 AAE 2-3%, A2d7dE HB-50%E o
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SLE7} Fitsle] Rug & 40008 £43te LA
Al71el wte} SLE 434(304, 73%), TTP 436
o, 15%), &A1 A5G, 12%) 22 FH3tL F
Al A F A Aol AldlE H97F 4)(WHO
class IIT 14, IV 2 <, V 1¢)) 9% R334
o}, AAREo] ARt F o} 5 TTPS SLE
7} BAL s F81 Sole= A AR dlass
I gt} TTPE 8% uds T g4 FUe9
Ao g2 AEFO] FAHoH, SLES FvHd
AeoxE 4 SLE FA =R TTPY X5
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