THALASSEMIA

. PINH NGHIA

Khiém khuyét di truyén trong su téng hop chudi globin, gay ra bat thuong vé Hemoglobin,
hong cau bi v& som, gay thiéu mau.

Bénh duoc goi tén theo chudi globin bi khiém khuyét.

LAM SANG

. Bénh sik:

Thoi gian bat dau phat hién thiéu mau, dién tién cua thiéu mau.

Tiéncan :

+ Ban than: cham phét trién tam than, thé chat, van dong, dé gdy xuong, sau ring,
+ Gia dinh: anh chi bi thiéu méau tuong tu.

. Biéu hién 1am sang:

Thiéu mau man: da xanh, niém nhot, 16ng ban tay nhot.

Tén huyét man: vang da, gan lach to, da xam.

Bién dang xuong;: trandd, miii tet, u tran, u dinh.

Cham phét trién thé chat: nhe can, thap bé, cham day thi.

CAN LAM SANG

Huyét d¢6: hong cau nho, nhuoc sac.

Sét huyét thanhva Ferritine: binh thuong hoac tang. Bilirubin gian tiép ting.
Pién di Hb (trudc khi truyén mau).

CHAN DPOAN XAC PINH: dya vao két qua dién di-Hb: HbAY,, HbFN, HbA2 A, hién dién

HbE hay HbH. . 7
a Thalassemia (thé HbH): Hb A< 96%, hi¢n dién HbH va c6 thé cd Hb Constant Spring.

p Thalassemia (thé trung binh, nang, @dng hep tir): thiéu mau nang, sém, gan lach to. Pién

di Hb c6 HbA< 80%, HbF 20-100%. ’ ’
B Thalassemia (thé nhe, di hgp tir): khong thicu mau hay thieu mau nhe, khéng co6 gan lach
to. Bién di: HbA2 > 3;5%; HbF 5-15%

THE BENH LAM SANG CAN LAM XU TRI
SANG
o Thalassemia Thiéu mau trung binh/nhe | HC nho nhuoc | Tuy dién tién
Gan lach to sac
Bién dang xuong it HobH 5 — 30 %
B Thalassemia Khong triéu ching Hb> 10g/dl Khong can truyen
(thé nheldi hop Thiéu mau vira HC nho nhuoc | mau
twr) Sac
HbA2 > 3,5%
HbF> 5%

B Thalassemia Thiéu mau nhe dén trung Hb 7—-10g/dl | Tay dién tién
(thé trung gian) binh

B Thalassemia Thiéu mau sém, nang Hb< 7 g/dl Can truyén mau
(thé trung binh Gan lach to nhiéu HC nho nhugc

hay nang /déng | Bién dang xwong ning sic, HC da sic,

hop tr) HC bia, HC

nhan




HbF> 20-80%
B Thalassemia/ Thiéu mau trung binh ¢&én | Hb< 10g/dl Can truyén mau
HbE nang HC nho nhuoc
Gan lach to sic, HC da sac,
Bién dang xuong trung binh | HC bia, HC
nhan
HbA1 < 80%
HbF> 20-80%
HbA2/E > 8%
. PIEUTRI :
. Nguyén tic:
Truyén mau
Thai st

biéu trj hd trg
Cit lach khi c6 chi dinh
Chuang ngua
. Truyén mau:
Chi dinh: khi Hb<7g/dlI
Duy tri Hb 9 — 10 g/dI
Truyen 10-15ml/kg hong cau ling/lan trong 3-4 0io (5ml/kg/gio).
Thiéu méu ning (Hb< 5g/dl) hoac suytim: truyen 2ml/kg/gio, Furosemide 1-2mg/kg.
Khoang cach giita cac lan truyén mau # 4-6 tuan tly theo muc do tan huyet
+ Tén huyét mién dich thir phat do co thé tao khang thé chéng hong cau cho: xir tri: truyén
hong cau phenotype.
. Thai sit :
Chi dinh: khi Ferritine > 1000ng/ml hay sau truyén mau 10 — 12 lan (& tré > 3 tudi)
+ Vién uéng — Desferiprone :
= Liéu 75 mg/kg/ngay chia 3-4.1an.
=  Theo doi huyét do'mdi 3-4 tuan, Ferritine mdi 3-4 thang
= Ngungthudc khi:
- Ferrintine< 1000 ng/ml
- Bachcau< 3000/mm3, Neutrophile< 1000/mmg, Tiéu cau< 100000/mms3
- Giam chuc nang gan than, dau khop
+_~Truyén duwgi da— Desferrioxamine :
= Desferal liéu 25 — 35 mg/kg truyén dudi da 8 — 12 gio/dém x 5 — 6 dém/tuan
- Piéu'tri ho tro:
Acid folic’'5mg/ngay
CalciD
Vitamin E
. Cat lach: khong phai diéu tri triét dé, ¢ nhiéu nguy co
Chi dinh :
+ Truyén HCL qua 225 — 250 ml/kg/ndm, khoang cach giita 2 1an truyén mau< 3 tuan, hay
khdi luong truyén tang gap doi.
+ Lachtoqua rén (46 1V)
+ Tré> 6 tudi (giam nguy con hiémtring)



Sau cat lach :

+ Khang sinh phong ngira &én nam 16 tudi : Penicillin 250mg/viénudng 2 lan/ngay, hay
Erythromycin 250mg mai ngay.

+ Tang tiéu cau: Aspirin liéu thap

. Chung ngira: chung ngura Viém gan siéu vi B, Streptococcus pneumonia, Hemophilus

influenza type B, Neisseria meningitides truéc cét lach 2-4 tuan, 1ap lai sau mdi 5 nam.

. Ghép tity phi hep HLA: bién phap hiéu qua trong diéu tri.

. Tai kham :

4-6 tuan sau truyén mau.

Can nang, chiéu cao, Ferrintinemdi 6 thang.

Téng két truyén mau, Ferritine sau mdi 12 thang.



