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Abstract

The repodnad incidence of ool allogessic hemaopoin sem <ol ransplast {HSCT ) moen- e
hemodyiic anemis (ATHLA ) was hetween 4% and &% oflowing a usghe transplant. Cord blocd
iranspastation. T-oell dopletson and chevnic Gy HT e ugmaficanily saociated wigh poad-
iransplasg ATHA. During an 11 vear period. &ata Forr 300 pediatnee HSCT mecipionis wore cligible
Few evalusison of the incsdienss of ATHA post Bt and segomald ranaplants, Demographic,
Irafiaflast, aiwd gol-ransplast felated vamables wede analyred. Taclver SN2 4% | fecapuerils o1 o
meduan of 278 days and T2 {975 ) recepeenits & & median of 157 days developad ALHA po fles
il second HSCT repectvely. Pos st HSCT, none of the matched relsed donor recepsenis
developed AIHA (00173 MED vs. 13325 other donors, palbieip. Four/lE requieed a woosd HSCT
i comniend The AIHA. Pos the seoond HSCT. nussichad wnrelaied donor was significani |y asaocated
wilh the developmenil of ATHA, No by vanablics worg actociated woils b peonk-sogond
tranaplast ATHA
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The incadence of AlA post find and scond HSCT was lew than reporiod. The mcreasod
incidence of AIHA among recipimis of seoondl HSCT is most [i&ely dee do the profound smmens:
dywepelan A mech laper, prospective siisly weald be seoded B0 cvaluats he indileess,
gomaplaabiien afed maisgemenl of punsl-lransplast ATHA,
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Abstract: Aubeammiine hemolytic anemmis (AIHAP i 4 rare disedss in childnen, prescnting with
wariable severitye. Maost . ctive Igle s bl ory yhes at 37 °C and
induoe opsonization and phagocytosis mainly by the splenic macrophages, caasing warm ATHA
(e ATHAL Postinfoctious cold-reactive ansibodies cam aleo bead to hemolysts following the patient's
eaposune o cold bemperabanes, causieg cold agglutinin syndiome (CAS)dus 1o gV aiboan o,
or paroysmal cold hemoglobiruria (PCH) dwe fo atypical [0 avloantibodies which bind their
target RBC astigen and fiv comphement af 4 °C Coldreactive antibodies mainly mduce istravasoalar
ermtelysis aftes complemest actination. Dinet astighobulin et (TRAT] is the gold standand for ATHA
diagnisks; however. DAT negative nesults ane seen in ap s 11% of warm ATHA, highlighting the
newd 80 puersue further evaluation im cases with a phenotype com patible with menuss-med iied
hemmadytic arwmia despite megasive DAT. Prompt suppestnoe cane, initiation of tratment with steroids
for we-ATHA, and ransfusion if pecessary for symptomatic or fastevelving anemia is cnacial for
a penitive oubcome. weATHA in childsen is often secondarny o underlying immune dysregulation
e and L, wroening fos sudh dnombers m encenmended at peoenLation, befoer ististing
incatmin with inamunosuprcsants, o delermine progrosis and opimioe lng-berm management
potemtially with novel targeted medications.

t"'ﬁ': Keywords: warm autoimenurs hemolytic anemia; oold agghstinin symdrome: panesysenal cold
ermeqglodin ria; disect astighobulin test
Cltstiom: Vodgaridon, & Kalfa TA
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G I o Mg g 1. Introduction
LN R
A Autoimeaune hemolytic anemia (ATHA) s an acquiced form of hemalytie ancmda in

R T which autoantibedies targed Nb.lnm.iﬂulﬂﬂl"l mwembrane antigens, inducing oell ruptuse
Acovpind § 2 :lyns]. Hemolysis IFRers Companastony RBC pmdum by increasing ;ﬂ&l\,\pﬂﬂln
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eviels; however, this eesponsc i typically inselficient to rediess normsial bemaoghobin blood
levels leading o anemia. ATHA is characterized as "extrinsic” bocause the autoantibodics
affect othorwise nommal RBCs. A rocent sysbemates seview assessing AIHA terminology
concludid that theee ks significant heterogenedty in the definiton and diagnestic oriteria
for the disease [1]. In most of the resvlewed studies, ATHA was defined as hemolytic
anemiba with a pesitive direct antiglobalin test (DAT) and concurrent exclusion of alterna-
tive diagnoses. However, there are limitations in the use of that definithon since i docs
not include DAT-negative cases. ATHA i classified as "warm™ or “oold” based on the
optimal temperatire at which the antibodies present maximal seactivity and as primary
of secondary depending on the presence of & reoognieed wnderlying cause, such as (m-
munodefbciency, infecthons, medications, or malignancy [2). It affects both pediatric and
adult popalations, although its presentation in childheod ks relatively Faee, with the anmual
incidence estimated o be approcdmately 08 per 100,000 individuals ender 18 voars old [3]

i 1 —
e e e R Chuldren wih AIHA can present with  variable degro of everty. The aost comnon
SR Toormn of AIHA im the pediatric pog \on ks i b ctive . Warm
i antibody ATHA (w-ATHA) s diagnosed i mare than half of autoimmune hemolytic
1. i Mo, TN, 30, 20 Bt/ ok g 105K pom I NTZ i e il com essemal fom
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