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Table 1 The common thalassemic syndromes in Thailand

Syndromes Genotype Clinical manifestation

Normal (ococ [ ocac) (B/B) Normal

Hb Bart’s hydrops (— /- Usually lethal in utero

Hb H disease (— ) Moderate anemia: usually not transfusion dependent

Hb H — constant Spring(Hb H-CS) (— / =) Moderate anemia: may be transfusion dependent
Homozygous Hb CS (ocoSoc / acSec) Mild to moderate anemia: usually not transfusion dependent
«-thal 1 trait (— May have mild anemia

«-thal 2 trait (-oc / ococ) None

Homozygous f — thal (B B9), (B% B*) or (B*/ B*) Severe anemia: usually transfusion dependent

- thalassemia / Hb E (B°/ BE) or (B*/ BE) Moderate to severe anemia: may be not transfusion dependent
Homozygous Hb E (BE/ BE) Mild anemia

Hb E trait (BE/ B) None

f- thalassemia trait ([30/[3 or (B*/ ) May have mild anemia

Hb AE Bart’s disease (— /-=)(BE/ B) Moderate anemia

Hb AE Bart’s-CS (— 1 o) (BE/ B) Moderate anemia

Hb EF Bart’s disease (— /=) (BE/ BE) or (— / -=)(B% BE) Moderate anemia
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Fig. 1 Orofacial manifestations of severe thalassemic child showing prominent cheek bones, depression of bridge nose, protrusive premaxilla and

severe overjet described as “rodent or chipmunk face” and malocclusion
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Fig. 2 Cephalometric radiograph of severe thalassemic child presenting
generalized rarefraction of skull and both jaws, obliterated
maxillary and frontal sinus, a class Il skeletal pattern with a

pronounced vertical growth of mandible

FLAUANNNIULINTBIANRAUNATaINyInanA ey
[N ﬁ?m’lwfbLmzmmﬂmﬂﬁimﬁmmLmeiiNﬁu‘luﬁﬂfm
wsiazseauiuiladesing 191520 " ot mummvmwmumwm

Timwﬂqm‘ﬂu FLAZINANTUULINYAINITTNEN ﬂQ’]ﬁJE‘ILLﬂ“’ﬂQ’W@J-

a ' o al = Py P P 4 =~
51U 3 nmaei " nelanAsweaudian aanzlvanATeeuTy uasd
& P Y 2 oA o oo
CelenszgniFeadadu wnuiaTian 9 nezareiduiadaiein
v v
Aunsluandislusenuduuen
Fig. 3 Lateral skull radiograph of severe thalassemic child showing

thickened skull with “hair-on-end appearance”
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Fig. 4 Panoramic radiograph of severe thalassemic child showing
generalized rarefraction in both maxilla and mandible, coarse
and abnormal pattern of bony trabeculae, thinning of cortical

bone and obliterated maxillary sinus
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Abstract

Thalassemia is a common genetic disease in Thailand. Dentists may encounter
patients with the disease in daily practice. It is important for the dentists to understand the
medical implications of the disease in order to provide the best dental care for the patients.
Thalassemia is a group of haematologic disorders characterized by absent or reduced
synthesis of polypeptide chains of haemoglobin. The imperfect haemoglobin results in
destruction of the red blood cells leading to chronic hemolytic anemia. Thalassemic patients
show great clinical variability in their signs and symptoms which are depended on the
severity of the anemia, the patient’s age and duration of clinical symptoms, the timing of
therapeutic blood transfusion and of splenectomy. Therefore, every patient should be
approached on an individual basis and the dentist should co-operate with the physician.
The purposes of this article were to review medical implications, contemporary medical
therapy and its manifestation in the craniofacial complex and provide recommendations for
dental care of the thalassemic pediatric patients.
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