VWM (Y808 o 5iledums i b5 Ole S (S5 p e oKls e @

SS90 Yo

S oS 985 b (o 30 41 pglie 1599 393 St gawgno g 5 Suigrog 33 jwo T Cuidgo (slo 30
SOUHT JUgls gigo

O T UL PIPRARVE S o

4 o)

S ADAMTSI3 ale o3b 5T 51 G 39y 4 s Sy swsmes s STsnss Sl i
& . & . . M ¢ . R i
S 5o pa 35 gr ols o A8 0 Bl 905 586 S st (sl a Fgm 0iSE Sl 5 SJlin
o2 OT 5 eas Sl 5 5T5 S0 K son T sl By 3 S 5 k505 1586 S
e Rl b ey i g0 Oy ity 258 0 WO Sl 20 e Bl
O gt Sl (5385 o gl b dins o gy O (535 53 5 5m gn SlaoaiS lge 038 ol 5 adly 2alS”
ng A_AAL({}S'JJ\ o3\l 4 4> 5 09l uf.‘J’L" PR SY c.uli L«.ﬂuﬁ&g‘ BRI s cwl U‘<’°“A (Z\'—Y')
P e el ol 9 shans ol 2 (e e oS Ui g Bcell e LS’l’g"T LS 500 S
j))j)ﬂé@%ﬁﬁhdb))@(}ﬁn}u\iﬁmdejboajbbméybdu‘.ﬁjﬁ okl
65 Golez 5 03l (b &l Sl SRR S 55 038 Bl b &l a5y 2l S5, 8 VL
[P, V-t A O Y WGS)FJ S eslatl Olays (ULEA TTP Ol s oplply (ol oad 28
&8 thgl S &Y}b L;\:Jb Cw\\:) o éb W .b‘}f@
\_ o seS 5 Ol gy Sy st sons 5 S s 5 15 IS slaols )

Oy 5 855 Sl oy siamaind G b liens—Y 31l Sy e ol ¢ Sl st o gom 5 o V6 Dl S0 005387 O o 5 05 (Sl shay vz G b 3t )
j\ﬁlé&}ipkaeliiéluGKA;
m_pedram_2007 @yah00.coMm :5ig 501 g, p33T® jl 8l S5 ¢ e oKils (b g o go 3ok Vb i S a1 00T ¢ J9m outhmg g5 %

WAMN/Y i b s WANN/YE i 28l 5

r4a



Aol

i S Sipan oo o

Sl etel Jes Johe pled s sl o
TTP aJsl asis b 53 (o5 5 Ldd (o smsns 5
Sl Sy O3l Caws Sl g IVIG 5 Olgs 5 e
e
Doy Ol gl a0 O gl T ¢ JuoSS s bo3T s
Jozials oy as O el 3 5 a2 318 b
505 cbsl ((Schistocytes) o stnds ¢ (Helment)
}Jisjfaxam&b&:mwg&iljauub}ub}
5 Gasrber (eosadS pon opSan g 3 o
Sessnden oSl S8l as 58 b oS
clea 5 cals sy OT oaS s 9 ADAMTSI3
oA Gl (pasdS o Iy e Do (B
(e o S e 093 Sas 5 S TTP
PRI RY G Y WS TP P
(IS s b IS b S slap 3T
sl 35 ey 5 S gl w2l oS L

D5 20 T olisbayT

BUN=9Img/dl  Cr=1.Img/dl ESR=25mm/1h
Retic=1.2% ASO=2+ CRP=2+
RF=Neg G6PD=Nor LDH=3221u/l
Hb=7.2¢/dl WBC=6.6x10°  RBC=2.9x10%ml
MCV=78fl PLT=23 x10%/Ul TBil=39mg/dl

5 S gind 3y g blsa «liylejl 4 e b

NP SPNT RS PRE % JE TN PRy TN
sl s ol ‘&:i)l? ot 5 SOl 5 Jae
Sl e (Mo 5 5 gy e caldS il (oS
S S sen s

o M e z. ks (HUS: Hemolytic-Uremic Syndrom)

AAJ\ A

s 25 359 WHUS i (518 5 o)l Olies
Sl g i “J%-’J%dﬁ*ﬁ@)w“{;}im":‘b
A5 e e a5 a5 a5 (o lisn aw

FYRYS
TP L sy Sy ssmn § Sdsns 5
S ol (I (Thrombotic thrombocytopenic purpura)
Ak 509 5556 S et sl a A e Lo 4
LacS™ s(ultaralarge von willebrand factor) UL-VWEF |
Sl 3T S sl 5 8y s J5 s

B Py P G PP | E -3 PV
(A destinegrin and mealloprotease with a trombospondin-ike domin) ADAMTS 13
2SS 5 e Gl e enSs K
el ol 5l S T 0 59 s 4 Ak o bl 90
ST ity 5 a3 oS (o lay S TTP (Slas
So by e S esliml b Sy tls s g
JUs ol L (V5Y) ol et g Olos 16 (ol
oA S A g 03 polia LawBly o 9x5 4 TTP I (53155
Sl e Glass oy sa Tz il o by Sl
() el 03 10 358 )

Dy 2 925 @2 palde TTP 5,050 Olay> (gl 035 01
S sl & g s Jals 1) s MY o
CD20 ale (b ST 65 550 & & n oS 55
(F) sl ok Ll

5 ADAMTSI3 355, Jla o, S o3lul &8 ol OT |
O MBS 39 &K%V)T A O aS e
326 5 4 ) 5 0355 ysia Y gans TTP ¢ G2
sl g 5 S 1 sl s Ol (sl e

2,00 FANF
b ol il Opy o Lo 03355 oy oy
ous K, 29 Usom 9 5 9 sl 20 s Flal
P P P I RO e
b Loosy 5 (5 0l 8 oad sl Slilas 55 5 5
Slslad g o555 pead JB b 5 uS culs ol



F oo anrplicy o0

Ol S Sy ol oS dos

AR S S el FA b VIV 4 o g
PRLA TR RIPUINCI o RGPV S A DEPTT NN
Sl Gl e oS by GRIFNV/E & 5l sen
(8l i 93 e > S90S wrl e 093 59
G b o Slarl e g3 955 YRR e S Ole s
LS SN il d S el

33 SN iyt S e by Sl i TTP
clasl 3 Sl O als cel o S8 Gy 0
Jsl 55 & 25 25 TIP odas ¢ 5 93 .3 588 8 ikises
3555 03,5 ) 334 s easm ST 50l
sl 5 ighe cls B ean a4 U 5 (Idiopathic)
oS358 5 (Sl (s 093 f55 5 e Jle
ULVWE S5 it clbn sn osle e s sl s
IS de b 5 Bs b S5 B9, p 5ol
Db o S 5SS b e J e 4 ADAMTS 13
g3 5> ADAMTS 13 05 1> Oy ls ga 3l &0 3
ADAMTS 13 s IgG ¢ 55 | @b 5Tl sbel b ¢ 3
s g5 oo wslil Je o by QST e o
am 43 9 edal s ADAMTS 13 gleudly <l
535S g 1y pend ULVWE S st sla o I
S ger el 5 Gy 5 3 I red )
(8) 355 g 2wl S 5 55 S

03] e i Ve e 3 \=FTTP g Olje
905 43 Sl g o3y Fmlh Bl 3 935 o
s i os pr OS5 STIP o Sl ailp o
TTP sdeas @3le (8) b Jlo ¥o-F0 0T s S
(s oSSyl Sor Salper (ST ld
ol Sy a3l g o5l SN 5 5 (s Dl

£

S gl G Sl B s Slan TIP g
WS 9 R 50 03 e B0 e Ll a8
G35 b e pha CTscan 5 87 oy 5 3 by s

9 A8 PTPTT (o5l s Jleg Ols was 5,
b (Fresh frozen plasma) FFP b js b Ol oAl pe Jse
ol ST L Olgs Cod O350 b 358 ezl
S b ool ol a2 S PIT 2T 5 8.8 15
S 33 aan gl ) 38 S5 e (g g ol
S Ab sk Flil 5 AD 355 s Todome b
25 b o 5l & A (g 3% CTscan

L a8 a3 5 s gl e Jlay oo wtan o
NS et b 3 3 S IS Jajhass s
LG Sy 5 sba BUN Cr ol 5 10 = s
23 b o3gio o wele gz sy 1S 2
3 s pen el s S i s 5 s
Sl g ¥ S @il S o as eSS
M S oS g o e VA G o e 2
S 5 O Blaml b ey 4 Jlabay psw win Sl
L o &5 (g sbas 429 &l S5 Jo w5 GuF
L ol «an DS o2l Ot g IS 4l
s (Alloimounization) s 55 geol T sLowl 4y S
2 o S e ey G S O3
S Ol g a3 g i, O O3 (J? AS
2 o 5 TS Oy i 03jles U aw
NENEYs

U by 2 9 5 (ajl.x: Jse pkﬁ aan gl )
GRS GWPIOR o N[ PREPPIMENEE
sl pf S VO Ols 4 o 8 555 593 S e

PRI @wy\;uuvf&.m%;}mwc@



Aol

i S Sipan oo o

25— Jsmame (Lalleys 4 pslin Jlay Y8 Sl ey YO
Olgzseass o) 5ol OT s edle lazils Sode SYsb
P AR SRV RPN JPPR CRPPTY N
(V) 35, S 4 ADAMTS 13 ale o5l 5T 3o

S 1y et a S g ook T G oS 55 e S
S B CD20 ladshe Canii b Js S o ol
ol S 5 o 5T im My 1S ey
oS 55 o5 N e Aolidly by o g 358
($)s55 g)ls Ja8 5T Bl (Sas

2B TIPS 30 ola V4 (g lecy Jv‘}? K
(s mdlab ey (2 55 5l oolil 5 p s 5 ol
S35 i SN2 3 5 A9 el S8 ¢ S
5o S 5, Ol Sldm (g 00, Sl
Sl am Sl d a8 ola W b sl s IS
(A) Csl sl

S o3l LS pde 35 b odd (B me la o
pis Ha 0T oS lgr 5 ADAMTSI3 glewsdly oo
255 el S8 5 ey s L Ol 0 el
a3 s sen 5 S s 3l 5 ol K Soteny
55,5 50k ey Ol Slos gl el 0 g
SIADAMTS 13 5l s » Jls ade (o3l 5T 3 95 5 Jlaz]
5SS,y (b elatul s S
o i (b Jolim 5587 Iy (a3l Sl 6 et
G slpes il s e sy Ly e J 28

NGRS g

& S o
Ml o Sope 53 Ol 4 pslie TIP Olays s
5 Olg o Asl edS jlgs 39 ADAMTS 13 2als
25285 el Ll (s ohesey oS 55

Sl A On 4 &l o Ly 2 o5 TTP
ADAMTS 13 s 55y osdle Loy o 305 |
03 335 7 O4 5l 55 ADAMTS 13 ele (o3l 5T
B3 Sl ey 55 4 3 lse ST 5w
5 sl o5 e 3l (—SGST Ol Olysas
pladl Sl dmy 15,57 aslisel Ol 0 58 A el S53 87
Olays aalsl 5 4" o 558 (gl 5190 AYA-AY s Ola s
ooty edy (a5 b o ] s olagls b
Slanls Q) Sulesgs e 396 3l St > sl
23T el 3 S ey Sy
Sors S gy (5l plob ol 5 ) g SIS
YVO 595 L s oS 55 L Ols il oS (o
YA s (Kein oty Oy s (gl 4 05 s

Olays s5 0355 s Sl sl a8 oolgn 45 atin

S 5 el 035 AT g Olas 4 pslia TTP
OT oS Jlga 2alS” s ADAMTS 13 gl Sl el
dx 358 (450 5 9) 3L s sy 7 (Sose o
Ledly. 2 925 2y 55 48 G b a8 55 95 ]
(5) &S o iy sl

Olsys 4 pylie TTP oS ez 5 ufu‘)? S s
A5 el 55555 Vb 593 9 LoDy 95 4 5 Wlanils
L sl g & goey Blosht Ol (it S5 9
(1) ok Slays Lewdly o 925 aalsl 5 s S 55,

CD20 ale JU55lS 5550 (3l ST S 8 55,
B cell 5, Sdas 2alS" Esl uly &) on 5 il o
Gl Ol (mdly Sjgoa 9l Cpla s
9 Sl oSy oy ) C2e CD20 5514 5 oa)
oS s 5 Ol ay pglEa TTP Sl > e
ADAMTS Ol 30 ADAMTS 13 ale (ob 5T 595 e

M&H.EA A.g‘ )29 4&"_,\..»4‘ &J JKQ cd.’f..i:‘b J\:)‘Jw: J&K 13



f:f/v[«.j‘ﬂ.b)jvua:y.} J@;Q.ijjfiaa/.‘é@u

oz IS gy ey 595y odle a8 5, ADAMTSIS lewdly b (¢, S o3l OISl 7 350

Jﬁ@b%4@iﬁ&¥)¥c~bbb§“3 Qr)@)%&mjﬁlgw‘xsﬁ)dro.&{)@)

Lol wdl ey ol OJ;SJ.LJ\-GJ“ 9 Ol

Successful Treatment of Refractory Thrombotic Thrombocytopenic Purpura with
Rituximab, a Monoclonal Antibody: a Case Report
Pedram M., M.D.", Fathi A., M.D.2

1. Professor of Pediatric Hematology and Oncology, Research Center of Thalassemia and Hemoglobinopathies, Ahwaz Jundishapur
University of Medical Sciences, Ahwaz, Iran

2. Pediatric Hematology hjhand Oncology Fellowship, Shafa Hospital, Ahwaz Jundishapur University of Medical Sciences, Ahwaz, Iran

x Corresponding author, e-mail: m_pedram 2007 @yahoo.com
(Received 13 April 2009 Accepted 10 June 2009)

Abstract

Thrombotic thrombocytopenic purpura (TTP) is mostly attributed to the presence of an
autoantibody against ADAMTS-13, a metalloprotease that degrades ultralarge von Willebrand
protein multimers. Accumulation of vVWF multimers and systemic platelet aggregation lead to
microangiopathic thrombosis, hemolytic anemia, and end-organ ischemia. Most patients respond to
therapeutic plasma exchange (TPE), which replaces the missing protease and removes the
circulating inhibitor. However, some cases (10%-20%) might not respond to TPE alone, and,
therefore, interest has been aroused to use the novel immunosuppressive anti-B-cell antibody,
rituximab. We report a 12-year old male patient with severeTTP refractory to multiple courses of
plasmapheresis and high-dose steroid treatment in whom the combined use of daily plasma
exchange and rituximab was associated with clinical resolution of active TTP, and we discuss the
benefits and possible timing of combined therapy. Retuximeb used with plasma exchange can lead
to sustained clinical remission in patients with refractory autoimmune TTP.
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