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Thrombotic Thrombocytopenic Purupra

SIRUNS Bunsmsse

aimladiaine meimarsmans aocuwnmani iaansnbminedy

130 thrombotic thrombocytopenic purpura
(TTP) qmwmu‘ﬁﬂ%uﬁnhu Moschcowitz L@y
aose Tu a et 1925 Taemuludihemdjseny 16 1
slsmennadneamsy da néidaurusauuss
M iiAmsnwull  microangiopathic
hemolytic anemia, thrombocytopenia, micro-
scopic hematuria fihuoglsmentnaiies 13 Hu
AduTie Mmaasrawendamwwuil hyaline micro-
thrombi ﬁaiﬂ%oiwaamﬁam capillaries e
arterioles 10t} Moschcowitz 4491 microthrom-
bi ﬁwwﬁommﬁmtﬁammomtmmejmamﬁﬁu W
mnﬁ”’u\lﬁﬁﬂmmna.'umm'sﬁmﬂnaoﬁ’ménLﬁ'umn
w3 awhull 1947 Singer W3nnguamsiih
thrombotic thrombocytopenic purpura’ Iu |
1960 Amorosi ta¢ Ultman Imumsﬁnm{g’ﬂw
217 1w Wnamfennafieundmenadin 5 Usenis
Fafhnwomsuradseuasithumamamsitiasy
fi0 1§ inSdandh nmz microangiopathic hemo-
lytic anemia eMNAAUNGMSTULSYaN wasle®
atalsfinluiigin  dufivmuhmsitasume
1P bifhudamurnsfiauniv 5 fadnam ud
fneswufinunsadansuey microangiopathic

Iudintiuie 1 woemen 2541 war iR 15 woefimen 2541
Faamadundumiu@ade 36 um miiund Suvamssi mainladia
nn medmgean Auswmonan PhamnInimiinedy
WAYNTU NJWW 10500

hemolytic anemia l§N®

TTP iulsmasnnaiatnfiramaaadonuin
\&n ¥ AAeR thrombi gad capillaries wat ar-
terioles ¥79Me thrombi  fananUsenaude
platelets Wa von Willebrand factor Lﬂuﬁ%ﬂmqj
fibrin Whichurios TsefifiemuAendasmthslndde
A8 hemolytic uremic syndrome (HUS) Fosirmy
femaAendvg 5 Usmsdanan udensfiaund
gasmaiamadle Shpusaauauiond athals
i luihaqiwdloiite TTP wax HUS dungalse
AimerBrifiamdowiu uitmnmsusamenaing
ghariu uanaN HUS uan TTP fhoanudnumy
ANNAAUNAAINGNTINMUAILANT 11U Mg
ATIn NeSauwnszane nmgnrha‘lmmx@n e
fiodia HIV malésuendhuamse uazennedsa
1198819 nq’ummﬁmﬂnﬁﬁﬁé’nwmxmmﬁﬁmmz
WA LA ME T EEN T thombotic
microangiopathy

fasendriifionaslsa TTP Helivmuuriven
WRIPMSTENsNTENY TTP S mzemsAaUng
6] Ganan ﬁ{lﬁﬁm’jwwm‘ﬁmLﬁmfﬁuﬁmﬂmﬂﬁuﬁ
mMavhae endothelial cell ﬁﬂﬁﬁmwﬁamwim
%@iﬂmﬂuﬁamzﬁﬂﬁtﬁm platelet aggregation
M Shathwassnsdananlaiun unusually large
multimer von Willebrand factor (ULVWE)",
enzyme calpains, thrornboglobulins, plasminogen

s ladisineuaznrinaaduinalaiio 17 8 atiufl 4 gaias-Sunas 2541



388 Huns unstiosty

activator inhibitor type 1’

Aggregating factors FRermhasiiummann?
§afo ULVWF lunmn@ ULVWF multimers gn
s uavavaneflu Wiebel-Palade bodies 984
endothelial cell® uatlinuilunssuciian ULVWE
HnuanAsaN ALY GP Ib/IX uay GP 11b/Illa
receptors UWKI189 platelets Twanuedisl shear
stress AN largest VWF 2w luwandsntasa
Und  InMedines Moake WATAME WU
$oun 50 109%thy TTP aniirmediomsudo
g03l5A WUl ULVWF multimers WWWaN&sn 528y
mameleey largest VWF multimers® el i
Aihendhgszaelsasey ULVWE asmely uazsei
984 largest VWF multimer a¢NaUgLné wanan
Hugheiamssmiiulsauuudoss wa intermit-
tent Fanaswul ULVWE luwanasnriaufilsnaud’
goverrmiBuiaae’ anmsdunudenam Jadhlah
ULVWF ﬁﬁuwmwéwﬁmdawmﬁﬁnﬁmm micro-
thrombi $enalneths #eraauiiu endothelial
cell injury WIOUNUMIMVANMITTN VWF fifio
1Un@ ylsAemvas ULVWE Whanlunszuaidan
¥ sl platelet adhesion LAY aggregation "?lll’l
Tume vhbifadanmsaastsa TTP ULVWF dign
torameldceanlss reductase W fresh frozen
%38 cryosupernatant (cryoprecipitate depleted)
plasma’® ¥l plasma ssnsnshsnlaznm lanalu
Hue TTP

dwsubusemetbng TTP Wilsafinylelsives
N miund Buvsrmssdy wavenie” 1eumn
é’nwmxmmwmﬂﬁﬁnﬁau%awaﬂ1s§nwwéﬂau%a
isumainastlsandausn W phaansod St
WAl 2526-2535 WUPEIAEN 14 18 (WK 1.5 T8
dofl) owwapsasdiheviiu 27 § Mg
whiu 1:6 §the 4 T 285%) wuillsev3annaiia

Unfathadusandan Taefihe 2 neesldsums
Afadielsn systemic lupus erythematosus (SLE)
sarievdnan 10 Tuay 13 9 enadndiu 2 el
wufinms samsasamae iR Faudash
Tan SLE gy lwsnififie TP dihe 1 nwifia
TTP wisnnlesugiifmgsneud fnszgn second
metatarsal Wnwaufiadl cellulitis M EE8N
1 998 Wy TTP 99uNUNMY pheochromocytoma
mmsﬁwﬁzyﬁmbgﬂmm{sawmmawmﬁ aIms3
PnesAaUNEMeLISEM UazaAnamAT
et el esnlsmenng
# 1) dlewsnudthe 12 T8 (92%) aranuiians
AauUnfuasssuudsvam wihe 8 18 (57%) 4
\dan
ANNAAUNAMITEILLSEEM ﬁwuﬂauﬁqmﬁa
fusu thadaws uavaunsauLss (et 2)
oymsmeszuulszamuuudiueg e wulwdihe
Wew 3 e fihe 2 neflamstusnnaulisey
aunwsiaANN3ANAY
sumisnuidannansnniigadia Afavits w
Tugfihe 13 316 (93%) sasmanfe Eospantisiivy
wuludithe 3 918 Foasananmaduamswylu
Ay 3 T
dwiuwamsnsam o fuenamu e N
NEWLHNI microangiopathic hemolytic ane-
mia Lmﬂuvgﬂauﬁixﬁu Het falsisann eisdies
JYAU Het Wiy 20.5465% (range, 15-38%)
(3wt 3) fihe 8 Twfissdy Het énd 20%
MAALIRILAINS GBI 30.3£17.7x107
A9 (range, 8-67x10°/3ws) lwininiiidihon 4 1
finSadaneini  20x10%05 by 10 T &
§nunueaay leucoerythroblastosis MWakESIA0n
wazsithe 8 Neffladianemgend 12.6x10%3es

MIATRTFENE  LaLTUAREDAURIMIYNNU

Thai Journal of Hematology and Transfusion Medicine Vol. 8 No. 4 October-December 1998



Thrombotic Thrombocytopenic Purpura 389

el 1 dnwueenatinuasiiae

e oy @) e 1M sLuTam () Tsafiwusonday
1 29 TN donmmuen 20 -
2 37 Wi WanBULIY (i) wee) 10 SLE
3 28 N $1dan #n 10 Cellulitis
4 47 i $udon 20
5 34 N d1den thadswe (@030 7 SLE
Sidan #n (ne.39) 10
6 37 Wi $idon Ax 10 -
7 48 NI $iden 5 -
8 58 i 1hadsw Tu 10 -
9 19 i 1hadswe Iu 3 -
10 35 i Go 7 -
11 44 M $nden asulafings 5 Pheochromocytoma
#n 1havisy
12 43 N e souusdnam 13 -
(iue) mee)
13 60 el G thnidien (e mee) 7
14 39 VIR 1heviag 4n 4

MM 2 ANNAaUNAMITTULYSYE Y (S wau
wihe 14 1)

1MW (%)
Altered mental state 10 (71)
Headache 8 (57)
Paresis 7 (50)
Convulsion 4 (28)
Coma 2 (14)
Paresthesia 2 (14)
Aphasia 1 (7)
Visual problem 1 (7)

28910 wufl hematuria Tugfthe 7 11 Aaifudaas
50 98urthe biffihemelafifinig gross hema-

turia WU proteinuria Waeia 64 1031y Fedm

M3 3 WaMIATIA complete blood count

Mean+SD
Hematocrit (%) 20.5+6.5
Platelet count (x10°/L) 30.3+17.7
WBC count (10%/L) 12.446.5
Reticulocyte (%) 1348

Tviasramuuy qualitative oy 1+ B 2+
. . ; &
AMRieY9nIE BUN UaY creatinine Wiy
29.5+40 WAt 2.142.8 AN./0@. suady Tuduau
e 2 T fifia oliguric renal failure UasFay

Sume dialysis

v Yo ,

pgihu 7 ﬂﬂmunﬁmw screening coagulo-
gram (APTT, PT, TT) wudmnaeaglunasind
HLhE 3 MEATIAAWE prothrombin time W10

mssladieinnuazigemaaduinalaio 17 8 aifuf 4 gaas-funen 2541



390 funs Bunsioste

Twnuaind

Jthe 9 e lésunsasn CT dues Tudmam
fustenafioning 3 1o (33%) Tnemuiu infarc-
tion 2 918 (“7|I anterior putamen 1 98 multiple
infarct 1 97¢)) hematoma 1 918 ("7; right occipital,
left parietal 8¢ left occipital lobe)

fthe 4 mwldsumsasaem wohiinmswao
wamamaandan capilaries WA arterioles lag
wullhu hyaline thrombi gaa 338U prolifera-
tive endothelium N8 liwufisassanvasms
Snivseantimanadan  nswAsuuadting
mzmaﬁ"ﬂtﬂuﬁm&ﬁaunnuﬁﬂﬁuﬁ fla dups
o Gfugeu Shal uaziue

Tusse 20 Temsn maduwuiiadnyiig
gwitlin TTP  eoldwrimmiimswaoure
wanssEN e hlimswennsailseavaatiihe
whelndslaedws NNTEUMSHNINEA
20tk TTP riaud] 1964 wuh TTP iulsnded
masifiulsauuss Fouay 90 vasihuinidedin
Lwisl,ui]a'«gﬁwﬁamnﬁnﬁt,ﬂﬁUummeam WU
$ount 80 99theserdia Bymes iuauands
wuimssnduiiadudniibidhuaeusuas
famIsnm’ iwmmm'sﬁnmﬁwﬁzyﬁﬁﬂﬁmm
wumﬁuﬁuau'ﬂadmsrﬂﬁ'aumuwawauw°lus§1]aa
TTP |¢urmenumsdinmaes Rock uavaniy® Bel
uaraue'® uay Thrompson Wavauy' ilasan
nawinlugiheuann et uag
HEmsfinsiiseny Munwnaih s s
ynmswanumewaan s iiigansean
asitlsn Wiamnderay 50 semadedinniatu
Tudeniusnndomsdtadielse wendaniildansd
PSanowrny 40-80 Na./AN. (1-2 Wneaaf3anm
wandanuih) uazAsnIwhnudndaiuaunh
IMINNILUULISEAM 3861 serum LDH Uamnsa

Goonduandhuung duinlfnamissn 12 Sen
Mé’amn'&uﬁaLﬁ'mw:ma’ummiﬁqum\leﬂuﬁn
1-2 §Uomh ufvhdanarinSesay 20-30 903gthe
snfiommadsandusaniussesivgan sy aeu
hewanaaludeniusn wananiinishd cryosu-
pernatant plasma s\ JAEwehei fresh frozen
plasma AU AR

el gadaduns uazane lemonudielsyay-
manimssmsngihe TTP famsaAeutemandsn
smennagyhasnant 5 7 Sy
Souudnamsinu ishannifineoutilues
Usunel nanAasaLaL 80 Y0ILhERpLaaMS
S Tasomsfieundmaasnanduifuniinds
775 TundaAeuchy seuindaidaniissann
100x10%305 71 107 Sundawioute Swom
W Aemeheiniy 1 plasma volume (i
fhdane Q’ﬂ'}amnimel.mwumu&lﬁ%uwmam
wmmuﬁaum?;uumuwmamuawgﬂamwﬁ 5
omstaslsaquusaudsiiaraufiasdunams
SsmnnsAeuhenaan fhedn 1 neillse
nédulaenilu psychosis wavdn wé’awqmmsmﬁw
themaasn yaie

Tunrfid TP sudulsanilefisinmuiide
Aawmaindvegiana vilFgewaelomeiiay
wevnlauaudetia  dofewmatszmausnée
fhesinbildsnsitestlsafigndas Safeanms
auondlilainds  wnudulsafifigimscisn
wwnlshaemuihadelsatinmian vaouwnelle
Tienasulannaiiaindasmansia CBC uatna
Finwgiazuanannuiinnfvesfiadenuns
Inslesidon dafienmddnynlumsitiasy 4o
Aommailsmafiasda fihelalldsumesnniia
wendnmitadtlsauds daduinnuhasiiifies
Taawenuna bifuisluthwniindasaswaume

Thai Journal of Hematology and Transfusion Medicine Vol. 8 No. 4 October-December 1998



Thrombotic Thrombocytopenic Purpura 391

wanesnunELhe I wadihenemeaados
ymswAsuthewanasuui 3-4 SUaniRadfiuna
atwlsidlorilfonomsinn fhaginsonds
Ahudsumssnnee uamiuindaadio W ldwa
M

1aNE1591984

1. Moschcowitz E. Hyaline thrombosis of the terminal
arterioles and capillaries: A hitherto undescribed
disease. Proc NY Pathol Soc 1924;24:21-4.

2. Singer K, Bernstein FP, Wiles A. Thrombotic throm-
bocytopenic purpura. Blood 1947;2:542-54.

3. Amorosi EL, Ultmann JE. Thrombotic thrombocyto-
penic purpura : Report of 16 cases and review of the
literature. Medicine 1966;45:139-59.

4. Moake JL, Rudy CK, Troll JH. Unusually large plasma
factor VIII : von Willebrand factor multimers in chronic
relapsing thrombotic thrombocytopenic purpura. N
Engl J Med 1982;307:1432-5.

. 5. Moore JC, Murphy WG, Kelton JG. Calpain proteolysis
of von Willebrand factor enhances its binding to
platelet membrane glycoprotein IIb/Illa : An explana-
tion for platelet aggregation in thrombotic thrombocyto-
penic purpura. Br J Haematol 1990;74:457-64.

6. Hope W, Martin TJ, Chesterman CJ, Morgan FJ.
Human [3-thromboglobulin inhibitor PGI2 production
and binds to specific site in bovine aortic endothelial
cell. Nature 1979;282:210-2.

7. Bergstein JM, Riley M, Bang NU. Role of plasminogen
activator inhibitor type I in the pathogenesis of hemo-
lytic anemic syndrome. N EnglJ Med 1992;327:755-9.

8. Moake JL. Hemolytic - uremic syndrome : basic
science. Lancet 1994;343:393-7.

9. Moake JL, McPhearson PD. Abnormalities of von
Willebrand factor multimers in thrombotic thrombocyto-

10.

11.

12.

13.

14.

15;

16.

17.

penic purpura and hemolytic-uremic syndrome. Am
J Med 1989;87:3N-9N.

Moake JL, Turner NA, Stathepoulos NA, et al. Involv-
ment of large plasma von Willebrand factor multimers
and unusually large VWF form derived from endothelial
cell in shear stress-induced platelet agregation. J Clin
Invest 1986;78:1456-61.

miwnd Bunmesdy, Undl geieduns, Budent sm-
durma, ans¥nt &fading, Wames Yammiga. Thrombotic
thrombocytopenic purpura (TTP): Yszaumani useey
a1 10 4 ﬂsuwmmaqmmmtﬂ. aanlademeuamaT-
maafAmalafin 2635:2:115-23.

Byrnes JJ, Khurana M. Treatment of thrombotic
thrombocytopenic purpura with plasma. N Engl J Med
1977;297:1386-9.

Rock GA, Shumak KH, Buskard NA et al. Comparison
of plasma exchange with plasma infusion in the treat-
ment of thrombotic thrombocytopenic purpura. N Engl
J Med 1991;325:393-7.

Bell WR, Braine HG, Ners PM, Kickler TS. Improve
survival in thrombotic thrombocytopenic purpura-
hemolytic uremic syndrome. N Engl J Med 1991;325:
398-403.

Thrompson CE, Damen LE, Rics CA, Linker CA.
Thrombotic microangiopathy in the 1980 s: Clinical
features, response to treatment, and the impact of the
human immunodeficiency virus epidemic. Blood
1992;80:1890-8.

Osrador GT, Zeigler ZR, Shadduck RK et al. Effective-
ners of cryosupernatant therapy in refractory and
chronic relapsing thrombotic thrombocytopenic
purpura. Am J Hematol 1993;42:217-20.

Undl ga3adund, Wam sweasily, €34 Aengln, siitung
Bunsioady, Sudud amdunue, Hanei Tanuna,
¥l ¥adna. Uszaunmnilumeimwnlse TTP dhums
Lﬂﬁluurhuwmﬂmﬂ‘sowmmaqmmmtﬁ. Msaslatia
WeuaznTenans Linsladia 2538;5:26-31.

msslafieineuazngmnansuimsladia 17 8 atfuf 4 gmen-funeax 2541



392

a o Yo 1 ¥ d (4
AW 19 Snles finduade

Yo Y [ v w -]
LA 5INN39 viegin dhitnan
sssdantan  ldlasdamgua
Y o & 1 ‘L o
wiadninlaen Taigana anailadh
qeusilel wnmaw

Thai Journal of Hematology and Transfusion Medicine Vol. 8 No. 4 October-December 1998





