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A Splenectomy in Plasma Exchange Refractory Thrombotic Thrombocytopenia Purpura

Young-Jin Lee, M.D.¥, Hyeok Shim, M.D., and Dong-Eun Park, M.D.}

Departments of Laboratory Medicine, Internal Medicine? and Surgery?, Institute of Wonkwang Medical Science?, School of Medicine,

Wonkwang University, lksan, Korea

Thrombotic thrombocytopenic purpura (TTP) is characterized by microangiopathic hemolytic
anemia, thrombocytopenia, fever, and variable abnormalities in renal function and mental status.
The pathogenesis of TTP is related to an inhibitor or deficiency of the von Willebrand factor (VWF)-
cleaving protease (a disintegrin and metalloprotease with thrombospondin type 1 repeats; ADAMTS-
13) that cleaves the large VWF multimers. Uncleaved, large VWF molecules are present in TTP and
induce thrombosis in small vessels. Even though plasma exchange was proven effective in TTP,
20-40% of the cases showed refractory to plasma exchange. We describe a 41 years old female
with plasma exchange refractory TTP who was completely recovered from anemia, thrombocytope-
nia, and accompanying symptoms following splenectomy. (Korean J Lab Med 2006;26:119-22)
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414 AR 75, e ¥, 9EAU5E FAE Y
BATh Sk Y9 2¥Ae WEE

9 Eob HoA HYAHAHAZAA A (immune thrombo-
cytopenic purpura: ITP)2.Z XJ& A 33 Ho| =
A dgEor AAfe ALSY o] Solaze] fidith Wd
SA] FAAAL A WE = 233x10°/L, WA 41 g/dL, 8
23 8x10°/L, ZEEZMAIZF 12232(829%, INR 1.09), &4
5} HREZRH I A7 21 %0|9lon TR T oA HH
A B AYpel WAool AAF AN A
Zohng 75 g/dL, 4% 42 g/dL, AST 117 IU/L, ALT
255 TU/L, 29224 20 mg/dL, LD 3480 IU/L, YEZE
Yl 6 mg/dL, BUN 24.8 mg/dL, creatinine 0.9 mg/dLo|1Y,
AR 9 7A ﬂ:Li%aﬂA} &/ﬂ iy g gaﬂjﬂ &A«] Bz‘ﬁ
g CEZHAvtelE 2 Aol olglet AAE T3l TTPE
e AAFAEY Y3t A FA4F] 10-15419 A
S 3T AR 3k AAlste] A4 84 g/dL, i
86x10°/L, LD 663 IU/LZ @3We&9 NFEEE THHSY
o 99 149A0) A7) dade] 37x10°/LE ZAHAT
710 A1¢] Bl o o3 Fsigith Sk H 69 o
T 2YAACE A Ydaision ol FAleA] WY
TE 983X 10°7/L, B84 83 g/dL, 2% 4x10°/L, 44
T 30%°13L %i%ﬂ%‘E%MW e A7 Ags @
97 33l FUEER 20 meg/dL, LD 1,693 1U/
L, $EZF=2H 7 mg/dL, BUN 24,8 mg/dL, creatinine 0.9 mg/
dLEZ A%E TTP &Zo] vehyth d9 ¥ 3x duds
S Ngste] A= 92 g/dL, AW 57x10°/L, LD 425 IU/L
2 AWt AN o1 F 23k ERNTES U AlFPEIe
FAAE 100 g/dL, 23 26x10°/L, LD 746 TU/LZ THA
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Fig. 1. The sequential change of the value of lactate dehydroge-
nase (a) and platelet number () before and after plasma excha-
nges, splenectomy (t_1), vincristine (e—), and steroid therapy.
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6 g/dL, ﬁgiﬂr 405x10%/L, LD 405 IU/LE 3HE o] 34
o|tH(Fig. 1).
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TTPE 1924\d Moschcowitze] &3] A0 & 71&d 2%
2 AP S ENE, dantA T, AT, A
o] 57k 44 4 B &70] verdt1]. Moake 5[3]2
R A TTPEAA /g1l vWFET v g3 o &
vWF (ULvWF) & 22319, ol & WIAE nfj koA
EA3tE vWFS v 371908 goldlo] a3 Ujgja 2ol A
Eoid yWFE vWF 28847} 24351 ¢o} ULVWE7}
A=, ol TTPE =TT Atetitt olzjgk e
Furlan 5[2]3 Tsai 591l &3l o2 TTP FAolA &4
ol Agtsly EAgEE + &2 (metalloprotease)

7t AFEE EWTH10]. olF & B FSTEsaie
vWFS] B3] &A% wajzon, 42 2492 §3819 ADAMTS
ol £31A o] ADAMTS-13°2 HHEicH11]. ADAM-
TS-13 FAA= 9g3490 297 <=(exon) ol 37,00071¢] 4712
B35 3Hencode) Ho] YT, o]v 46 kb HE RNAZ AHAE ]
142770 opn|iito 2 4 whilldoe] ghEefzitk ADAMTS-
13 2% RNAE o8 234 AEHU, $d% A% RNAE
oA 7oA #FET A ZA A THEolZl ADAMTS-13 24
E Zn'+ EE Ca''e Afsle] pH 8914 24 FAEE B
tH12]. ADAMTS-13 5= 8% o 1 yg/mLolH, ¥H717]
=2, 390], 19 LS yWFS 8421 Efo| 22134 8431 1] %]
QAL BEjAA 176 kDaF} 140 kDa®] 2302 1 =z
o] yWFE 9=tk ADAMTS-130] Z299® Hau o

WFE g3 YoM £ AEu] A¢so] b2 vWFe] 2
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9] zL_CL sﬂ,‘q_oﬂ dx—]o] uug;]q. g407 %_‘Iﬂ_
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2 4243 TR ERET AR TTPE Lol 24y
=m o] ADAMTS-13 o)k o, 2] 4x(splitting
site)ol ER} ofelidte] 23 FolE(frameshift) o HER}
18440 ADAMTS-130] 4= m, H44<9) ADAMTS-13
7} 5% olslR Alehl gaslo] 2-3% A0 ANEARY
& Fajokshs 57 B AFoI13). FAY TTPE #

Z A9l A wsly Zpola], oFE, A3 YA WA 5o
o) g WM 7 £45 T ADAMTS-13 29 = ADA-

OIFE APl oL 19709 o] 3w ekee] &9
= ADAMTS-13 A7HAIE AAS Y AMEA840 7 yWF
3 ADAMTS-13& B33t APES 25%E SF0T B3 9
AAA| Al 2| Z0]E, vincristine ¥ rituximab (anti-CD20)
52 AHEsle] ADAMTS-13 A7kl P& Ao an X5
IS PINZAT 28U oF 20%004 B A Ut
7HAAL glo] B sk & whEskA] ¥l AlLsl7]e] ADA-
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S 3 71E A A 2+ (hereditary

spherocytosis), &AW E AAZukA G (systemic lupus ery-
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&2 BAWFEo] Al 7] el 19579 o] Fof] AlFE GO ¥
= 94 AYGAAd &
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idiopathic thrombocytopenic purpura: I1TP) 3} 7hdHo] &
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YA Y A7 A AW (Thrombotic  thrombocytopenic pur-
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