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Audiologic Assessment for B-Thalassemia Major Patients
with Long-term Transfusion Therapy
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Background: The combination of
transfusion therapy with chelating agents is a
choice for patienis with B-thalassemia major.
investigators have pmposed auditory impairment retated 10
the use of deferoxamine, However, the mechanisms remain
unclear and whetber or not deferiprone has gimilar side
cffects needs to be evaluated.

Methods: Thirty-seven patients with B-thalassemia major
who received regulat teansfusion in ovT hospital were
enrolled. Chelation agents, including deferoxamine and
deferiprone, Wwere used. To assess audiologic function,
otoscopy, pure tone audiometry (PTA}, tympanometry,
transient evoked oto-acoustic ernission (TEOAE), and
auditory brainstem TESpONse (ABR) werc conducted.
Bithermal caloric test Was performed +0 evaluate vestibular
function.

Resulis: Al of the 37 patients had normal findings on
otoscopic evaluation and fheir tympanograms were type A
Thirteen patients (35.1%) had heating impairment at ene ot
more frequencies a8 detected by PTA. Compared 1o those
without hearing impairment, patients with hearing
impairment had lower serum fesritin levels (p=0:01). Seven
of 21 patients (33.3%) failed to pass the TEOAE, while 13
(61.9%) had abnormal ABR findings. Sixteen patients (80%)
had canal paresis in the caloric fest.

Conclusions: The incidence of auditory impairment and
vestibular dysfunction  are high in patients with
ﬂ-thalassemia major, and potential lesions involved in
anditory impairment A&y exist anywhere along the auditory
pathway. Hearing impairment is significantly more common
in patienis with lower serum ferritin levels. Thus, regular
check-ups of serwm ferritin lovels and periodic audiologic
assessment are mandatory.
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Background: The patients with beta thalassemia major
received poly-transfusion have many changes On the
coagulopathy. The previous studies postulated that damage
of tissue from iron overload resulted in a fatl in the contrast

factors. Tt further postulated that iron overload would lead to

© jower plasma tevel of factor XIL. Therefore we performed &
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comprehensive evaluation of contact activation pathway an
ferritin level in such patients.

Methods: 24 patients (meat 22-yeats-old, range from 12 b
37 years-old) affected by peta-thalassemia major wer
studied. All patienis received hyper—transfusion progran
and took regular oral iron chelation therapy wil
Deferiprone. The average apnual  volume of blo
transfusion, factor X1i fevel and fetriiin level were recorde
Results: We found that factor XII of these patients We
significantly lower. (Mean 42.6%, range from 227 t0 712
But there 15 ne significant correlation of patients’ 2|
volume of blood transfusion, ferritin level. There is alse
association with factor K11 lgveh to cardiac iron.
Conclusions: In our data, there could not be confirmed 1
iron overtoad associated with lower level of factor XIL. ’
causes of factor Xil decline in poly-ttansfused |
thalassemia major patients need further investigation.
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Background: Pediatric  patien®s with |
immunodeficiencies (PID) constitute medical emel
Tn the absence of an BLA-identical hematapoietic §
donor, mnrelated donot cord blood transplantation

another treatment option. There ig little data ©




