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10th International Conference Thalasaemia Haeoglobinopathies dan
12th International TIF Conference untuk Pesakit dan Ibu-Bapa
Thalassaemia di Dubai

Laporan oleh Baheyah Bt Mohd. Jaafar,

Ibu pada pesakit Thalassaemia

Pertama sekali saya mengucapkan riluen terine kasih
adalah kali pertama saya menyertai TIF Conference.
Saminar ini kerlangsung 7-10 Jaruari 2006. Savesa di
A saya berpelargberjupapesakit, doktar, junrawet
dan ilbu-toepa dard pelusik dunia.

Bagi sesi pertana, samirer dimilai dencpn kata-kata aluen
dari Presiden TIF dan mengalu-alukan kedatangen Ahli-ahli Persatuan
doktor-doktor, ibu-bapa, pesakit dan juga orang Thalassaemia Pulau Pinang
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Tentarg ehayarnya “iran overlosd” dan “Mran delatian” : kehayarya
seperti kekurangen hormon tumoesaran, kerosakan hati, masalah
Jjantirg, digketis dan osteqoaresis dibincarokan.

Selain itu tentang pertinouhen fizikal yang seharusnya adapada. i
Thalassaemia lelaki dan perampuan contdiya pertunouhan buah [N
Jdada agi perenmpuan dan peruboshan suara bagi lelaki. Sekiranya

mencapai umur 15-16 tahun mesih tiada perilcahan hendaklah kerjunpea doctor.

Oleh itukita sebadgai ibu-kapa, jururawat dan juga para doctor memainkan peranan yarng penting
unuk mamerti. sckancen yarng kuat supaya mereka tidek merasa tersisih dari orang ramei.

Salah satu rawatan untuk menumunkan tahap zat besi di dalam ladan selain denoen suntikan Desferal
adalah deferiprae (1) jupberkesan dalampenmrkan zat besi & jantug danheti . Sekararg terdapat
kaedah yarg baru iaitu Deferasirax (ICL 670) Exjade dan T2* unouk mergetahui tahep zat besi

i Janhrgdmbeti.

Ms Shaea Tuli mengendal ikan bengkel bersana-sama

1lou-lapa dan membincandgkan masalah yang dihadapi
oleh ilbu-bgpa dan rawatan yang teroaik untuk ansk-
arsk mereka dan juop thalassaania dari Necpra-necpra
baik dan berguna menoeri banyak pengajaran dan
bertkar-tikar pacheet serta idea antara satu sana 1ain.

Norasyikin Md Saad memberi ialah pesskit Thalassaemia tidek menbebarkan atau
ucapan di TIF Conference di Dubai  yeryusahken dan boleh berjaya seperti arang nomel .

Thalwatch is a non-profit publication, and some of
our graphics are obtained from the Internet. The
following sources are acknowledged here:
Lymphoma Information Network http://
www.lymphomainfo.net/therapy/transplants/bmt.htmi
The Harvard Gazette http://www.news.harvard.edu/
gazette/2004/04.22/99-StemQOver.html
Mortology.Org http://www.mortology.org/Articles/
stemcell.html
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Pemindahan Sum-Sum Tulang
dalam Talasemia Major

Diubahsuai dari artikel oleh Dr Philip J. Darbyshire, Hospital Kanak-Kanak Birmingham
dan Prof. Irene A.G. Roberts, Hospital St Mary’s dan Hammersmith dalam Thalassaemia
Matters, isu April 2005.

Dulu, kini danmasa depan

Dalam artikel ini kami akan memeparkan hasil pamindahan sum-sum tulang bagi Talasemia
dalam tica peringkat : peringkat permulasn pemindahan (Dulu) , hasil yang biasa dalamkes-kes unit
kepskaran transplantasi A K (Kini) dan kami menouet ramalanegi transplantasi begi Talasamnia dalam
tahun-talun akan datang (masa Depan) . Walaupun kebaryakan proses pemindahan adalah secara
pamindshen sum-sum tularg, kini, proses ini juga boleh dijalankan dengen mencourskan sel -sel darah
ul

Dulu (1980-an)

Berloardingen antara apa-goa aorak rawatan Talasania Majar
marerlukan perogetaluen tentang pilihen yarg terdapat pada mesa
itu. Cara terbaik untuk menbending pilihen-pilihen ini adalah
melalui kajian saintifik deopn adarya kunpulan pesakit dilbehegikan
secara rawak kepada rawatan pemindahan sum-sum tulang dan
rawatan biasa. Kajian ini memerlukan baryyak mesa dan usaha dami
meroHpat persetujuen para pesskit serta ibu-bgea, dan isuind juoa
tertakluk kepada pendapat sedia ada mereka mengerai carak-corak
rawatan. Oleh seosb damikian, kajian ini tidek perrsh dilakiken
ke pesakdt Talasania, dan juop jararg dilakikenkegi payakit lain
yarng berkaitan dengen pamindshan sum-sum tulang.

QOleh hal damikian, kita perlumengkaji hasil pamindshen sum-sum tulang dard unit pamindshen
individu dan kunpulan unit pamindshen. Terunggul dalamkajian sedanikian ialah kunpulan Profesor
Tucarelli dengen perderme-perdems. sum-sum yarg serasi dard keluarop yarng sana. Ini boleh dilbarding
beza derpen rekod 1aporen transfusi darah den perogunean Desferal . Kita hendeklah merghayati keadean
padamesa itu: panindahen sum-sum tularng pada mesa. 1tu merucekan suatu teknik yang berdsko tinggd,
derogen adanya keaatian disacelkan rawatan setinggi 20 peratus. Piliten lain, iaituDesferal digurekan
secara meluas selama sepuluh tahin sahaja dan oleh itu, kesan dalam jarnoka mesa parjang belum lagi
diketahii . Tanoshen pula percglaren raved pesskit den doktar pada mesa itu adalah kamatian disdosldan
mesalah janturgeda anal tahep daesapesakit. Qleh ity, resil-hesil kajiandard Ttali merycskan pacacaian
rerdah. Pendek kata, ini bermekna pemindahan sum-sum tulang menjadi pilihan pertama berbanding
corak ramatan terapi perubatan dan juoa larngkah kepada partyeniouhan.

Dkan tetapi, terdapat kesan sanpinggan disdosldkan kanoterapi dalam proses pamindehen i . Tni
termasuk karerdiilan, serta patyakit sel parderme lawen sel penerima yarg boleh meryeoslkan mesalah
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Pemindahan Sum-Sum Tulang - muka 2

Jjargkitan, sendi, kulit, perut dan juop mesalahnekanen. Nesiblaik, mesalah ssperti ind berlaku secara
serius hanya dalamkadar 2-5 peratus karsk-karek.

Terdapat kekurangen data mengenai kenak-kanak Talasemia yang telah mencglami pamindahen
sum-sum tulang, mungkin kerana persepsi ahawa mereka ini telah sunouh seperiirya. Akan tetapi,
kesan-kesan jandgka mesa partjang tideklah begitu jelas, dengpn adanya keperlvan menceluarkanbesi, dan
ganoguan dalam pertundouhen den fungsi enddkrin. Tiada mekluret langsung mencenai kualiti kehidiean
selepas pemindahan sum-sum
tulang, dan kami harap dapat
nemulaken kajian mengerad isu Akhirnya, hanya terdapat

ini kegi menfaat kelvarcg yarg ' ER
, i Tiben dr satu isu yang keta:l.’a, iaitu
kebolehan para pesakit menahan
Kini Desferol pada jangka masa

UnE-uit pemicshen - pandang ... 90 peratus pesakit kini

sum-sum tulang telah

mengulangi usaha di Ttali ~ dapat hidup sehingga dekad ke-4
dengan hasil yang serupa. ' '
Tomioeten pils, erepn ey da.n ha:fapannya lebih panjang
teknik, kini kadar kematian

disebelkan rawatan adalah 5-

10% pach keselundren, dengen kadar yarg 1ebih kirang lagi
egi. pesakit berdsiko rendeh. Teknik perencehen kadar s
sum tidak tumouh telah menghasilkan kadar ini turun
kepada 5-10 peratus, dengen risiko yang berkirancen dalam
pesakit kelas 1. Akan tetapi, payakit sel panderma lawen
sel penerine masih sukar diraralkan, dennelangiya ini
terus menyebabkan beberapa kematian. Percubaan
menggunakan pemindahan bagi pesakit dewasa masih

Terdapat anyak nekluvet yang lebih bagi kesan
Jjangka nesa parjang delasi Desferal . Akhinyya, hanya terdgeat satu isuyarg ketara, iaitukaoldenpara
pesakit menahen Desferol pada janoka mesa panjang untuk mencapai. kadar keseimoanoan besi necatif.
Jika percgurean Desferol secara sepaiya dapat dicapai, 90 peratus pesakit kini dapat hidip sehirom
dekad ke-4 dan hargpamya 1eoih panjang usia lagi .

Satu perscalan yarng sering dikemikakan ialah sane ada terdgpat gosyen kagi pamindahan sun-
sum tularg kegi. talasamia jika tiada padernma dard salah seorang adik-leradik. Dalamsituasi ind kita
hendaklah manpertincenckan same ada terdapat dard ahli keluarcg yarg lain, terutamenya jika adarya
perkalwinan sspuod.

Dewasa kini terdgpat gosyen lain kegi mencari penderma serasi dan kemunokinarmya terdapat
persepsi teknik ini sudshmanjadi seskan-akan “oiasa” . Qosyen ini termasuklah: pandenma dard urd dard
dan luar keluarcg, pendenma sukarelawan yarg serasi atau sepanuh sevasi, dan juoa padema ilukaa
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Pemindahan Sum-Sum Tulang - muka 3

daripada ararg Kaukasia, danpesakit dard kangsa 1ain, 1€boih sukar mendepat pendems yarg sesued. .
Walaupun terdgeat ramei kes yang berjaya dengan teknik-teknik aru ini, kesamua ini menewa
Satu kesilapan besar ialah menbandingkan terknologi baru ini dalam perspektif penyakit
lain di mena teknologi ini dicipta. Dalam Talasavia Major, teknik-teknik baru ini mesti dibending
dengen hasil chelasi moden. Dencan ini, teknik altematif ini hendaklah dicadangken harya kepada
kelvarca yarg tidak berjaya dalam dhelasi — dan dalamkes ini, hanya unit yang berpencglamen boleh

Masa Depan
biasa kegi Talasamia Mejar akan terus dipertingkatkan. Walajoun Desferal
merjadi pilihan tertaik bagi chelasi, penggunean I didapati telah
menolang meningkatkan kualiti kehidipen. Kemurnokinarmya, Desferal
akan memainkan peranan yang kurang dalammasa 5-10 talun.
Adakah pemindahan sum-sum tulang masih menjadi pilihan
rawatan jikalau chelasi seperti Ll sedia ada? Ramalan kami ialah
penindahan ini masih memainkan peraenan, tetapi pada kadar yang
kurang. Satumesalah peda masa kini ialah jarnoka masa unr 2-3 talin
adalah masa yang terbaik untuk mencadanckan,/mengantoi 1 keputusan
meroerail pilihen pemindehen. 2kan tetapi, pedamesa itu, kelumdiketahui ssoerapa baik keluarog oleh
menghadapi dhelasi biasa. Kami berpendgpat ahawa pada masa depan terdapat kemunokinen pemindahan
sum-sum tularng harya akan dijalankan egi keluerca yang tidek dapeat tahen proses rametan biasa. Selain
itu, teknik-teknik pemindahen yang leru dapat merumunkan kadar kamatian disdoslkan rawatan kecada
kurarng dardipeda 5 peratus tarea kenendulan. Terdgpeat Teknik-teknik sedia ada legi paryyakit lain tetapi
ialelum lagi digplikasi secara meluas bagi Thalasemia Major. Kemunokinarrya kadar sum-sum tulang
tidek tunouh akan menjadi mesalah yarng 1ebih besar denoan proses ini . Di mesa decen, kemungkinarrya

terdgpat penirnokatan kadar pencarian pendenma yarng serasi — akan tapi ini tidek manewa goa-gpa kesan
kepada proses pamindahan.

Jelas behawa kualiti teknik serta pencetahien tentang proses pamindahan sum-sum tularng telah
baryak dipertingkatkan dalam 30 tahun yang lalu. Ini mesti dipandang dengen ramelan peninokatan
yarg ketara dalam rawatan biasa. Bagi kansk-kanak tertentu, pamindahan sum-sum tulang meryel anatkan
nyewa ereka, denmanbaiki kualiti kehidupen terutanerya savesa nereka kecil lagi. Bagi ranei karnek-
karek lain, dojektif yang sava dgeat dicgeai melalud pilihen rawatan biasa tanea kesan jangkanesa lama.
Doktor atau ilou bapa dengan kanak-kanak yang mengghadapi Talasemia mungkin menghadapi usaha
yarg mencalar dalam mentcandingkan pilihan rawatan secara seinbang — oleh itu, keluarca haruslah
dilberi bimbingen dan kaunseling, serta jangka mesa yarng sesuai untuk memouat keputusan mengenai
proses pamindahan. Pamgparan media mungkin telah menyebalkan persepsi ahawa pamindahan sum-
sum tulang menjadi pilihan terutama kagi Talasamia Major — namun damikian, adalah pendapat kami
kehawa pilihen rawatan biasa aken manjadi lebih penting dalamnmesa 10 talhin akan datarng.
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The 2ABCs of Thalassaemia

The 8th Penang Thalassaemia Camp, held at the end of 2005 in
Pulau Jerejak, focussed on the youth, and attracted some 75
participants who were there to discover, interact, and have fun.
Written by Mrs Siang Lim.

Tt was raining heavily when we reached the Jerejak Resort and Spa on the Decenboer 2 2005. It was the
school holidays so I was able to attend this canmp. Even though we were wet, the children didn’t seemto
mind. They were very hagoy and excited. The heavy rain didn’ t dampen their spirits either. After checking
in, we gathered in the seminar roam. In his welcaning speech, the president of the Penang Thalassaemia
Society, Mr Ng Chor Huat mentioned that this was the first canmp for Thalassaemics 15 years and below.
The dojective of this canp was to motivate Thalassaemics and their parents towards better care and
menagenent . Since this year Desferal is given free to all school -going Thalassaemics natiamwide, there
shouldn’ t e any more excuse for non-aarpliance due to financial amstraints.

The first gpeaker of the day was Dr Yech Sech Leng, a Paediatrician from Penang General Hospital. She
gave an in depth explanation of the different types of Thalassaemia and the menagement of Thalassaemia
Major. This talk was really an eye-goerer forme. It was the first time T heard of Hydraxyurea the treatment
for Thalassaemia intermedia. I have so many questions onmy mind now. I will have to ask Dr. Angeline,
my s’ s paediatrician, more aoout this later.

Mrs Shdoha Tuli, TTIF President, all the way from India, cane to share her experiences and expertise with
us. The highlight of her talk was about her persanal experience as a mother of a Thalassaemia child - her
trials ard trilbulatians. She said that when she leamed that her daughter was first diagnosed all she could
dowas cry. That’s exactly what I did when my son was diagnosed as Thalassaemic. We were touched when
she advised us to have faith, never give up or to consider Thalassaemia as a BURDEN! Her experience has
mede her a stronger person and now she is contrilbuting to our worldwide Thalassaemia family.

In Dr Anoeline Yech's her first paper, “Thalassaemia — Carplications and Treatment,” she explained that
medical prdolems arose from the disease itself, inagorgoriate blood transfusion and poor chelatian. She
also covered the heart and endocrine disorders and side effects of treatment, lut adding that the inproved
treatment for Thal majar during the past three decades has increased the survival and quality of life. Inher
secad paper, an screening and cansel ling, Dr. Angeline stressed that Thalassaamia is a preventable disease
and quoted successful prevention programmes around the world. Thus, it is inportant for a carrier to go
for screening so as not to tranamit the Thalassaamia gere to their offgpring. She informed that a screening
project inMalaysia will ke kicked off in 2006 in three states and would irvolve 16-year old students.

At night it was Desferal time. The children were encouraged to prepare and inject tharselves. My son was
egpecially amious because he doesn’ t need to use Desferal yet. It wes his first encomnter with this. Forme
too, actually. I anly saw framphotos, not the real thing. There was a boy (albout three or faur years old)
heving his first Desferal irnjectian. These children are really krave!

Tf the kids are expected to growyp and assimi late into
society, rarants must train tham tole irndspardant fram
yourg — in other wards, to treat themas nomeal.
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The moming of the secand day started with a sessiaon for parents. Baheyah, amother of two Thalassaemic
children talked about her experiences and feelings. Noorasyikin, an adult Thalassaemic told us what she
had to go throush being Thalassaemic. She’s doing well now, with a steady jdo and a car, and advised the
children and us parents not to give up hope. Khoo Swee Hong brought up the subject of parents being
over-protective of their thalassaemic children. This ismost difficult todo as it is a natural behaviour
regoanse. However, if the kids are expected to grow up and assimi late into society, parents must train them
to e independent from young — in other words, to treat them as normmal. Once they are able to do that,
the thalassaemic child will feel that having Thalassaemia is not a prdolem since Mum and Dad are not
meking such a fuss over it. Mrs Tuli infaomed us that our Thalassaamic kids are able to pick up arty necative
vilbes and doubts that parents have over their condition and as such, they do not have aonfidence in life.

Dr Goh Ai Sim, a consultant Haematologist fram Penang General Hospital and our medical advisor, was
ane of the most supportive guest speakers. Among the updates were a new oral chelator Deferasivax (ICL
670) (Exjade) and T2*VRI Measurement of iron loading in the heart and 1iver. Dr. Goh also stressed that
Teanwork between health-care workers and the patient / parents is very inportant. Other partners include
the Thalassaemia society, the social worker, and the pharmaceutical campanies. She also stressed to the
Thalassaemics that ‘YOUR COMPLIANCE DETERMINES HOW LONG YOU LIVE!

Mrs Shacha Tuli was back to present another paper an the role of Thalassaemia Societies. Next, Nurses
Kratijah and Saw gave irwvalusble tips in the use of blood filter,
Desferal for hare therapy and the importance of maintaining a
proper Thalassasemia record bodk.

Then came the children’s time to have fun! The children and
the parents real ly enjoyed thamselves with the gares and prizes.
In the mini treasure hint, Nurse Ee Ee, cur canp co-ordinator,
hed to take off her sodks far the children to collect as aeof the
“treasures” . In the last gare, parents had to use newspapers to
dress up their child. Tt was fin and hilaricus!

After dimer, it was Desferal time again. This time roud, almost
They were given rewards for their bravery.

On the third day, Dr. Sanjay 2ggarwal, Medical Advisor fram Novartis was asked to touch on the subject
of side effects of Desferal and how to improve Desferal therapy. He acknowledoed that conpliance is the
most difficult aspect of using Desferal . Ways to make is better are using Emla cream and the vertical
“thub tack” needle instead of scalp vein needles. He also infomed us an the dangers of side effects of too
much Desferal, that will affect growth, eyes and hearing.

Dr. Lim Shueh Lin, fram the Endocrine Uhit of Penang General hospital, gave an interesting insight into
erdocrine prdolens in Thalassaamia such as infertility, growth retardatian, ostegooresis and Type 2 Digketes
torane a few. She advised parents and Thalassaamics to seek medical attentian if they still donot present
these changes when they reach 15-16 years old. “Preventian is the best treatment,” said Dr. Limand she
explained about hormone replacement therapy. This topic is very relevant to me because my son is two
years old now. 2nd he’ s growing up.

Lastly, we had a parel discussion, where parents had an ggoortunity to ask further questians. After lunch,

it was time to say farewell. A big thank you to everyone who has made this canp a memorable cne.
Together we shoulder the regpansibility to ensure our Thalassaemics have a better future!

8



