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The objective of this study i s  to evaluate the morphological changes in the various organs of Thai 
patients who carry genes for abnormal hemoglobins. These genes may occur in  combinations and produce 
various forms o f  diseases. The common forms with severe clinical pictures are beta thalassemia hemoglobin 
E disease, hemoglobin H disease, and hydrops fetalis due to Bart hemoglobinopathy. Other individuals may 
harbor these genes in heterozygous form with mild or inapparent clinical manifestations. O f  interest would be 
the evaluation o f  host responses o f  these subjects to  some o f  the undesirable environmental factors e.g. 
infectious diseases or malnutritional factors. Base line information i s  needed, however, before further study 
can be made. Studies have been planned in stages as follows: 

1. The pathology seen in fatal cases o f  beta thalassemia hemoglobin E disease. This part of the 
study i s  completed, and the final paper wil l  be published in June 1967. 

2. The pathology of hemoglobin H disease. This form o f  abnormal hemoglobinopathy i s  fair ly common 
in  Thailand (Minnich et al 1956, Na-Nakorn et a l  1965). Hemoglobin H disease is generally considered t o  
occur as a result o f  defective alpha-chain synthesis from two alpha-thalassemia genes, leading to more 
production o f  beta-chains. The clinical manifestations of hemoglobin H disease are generally considered to be 
milder than thalassemia hemoglobin E or thalassemia maior (Na-Nakorn et a1 1965). Seven autopsy cases o f  
hemoglobin H diseases have been collected and reviewed (See Table I). At autopsy, iaundice was noted in 
5 cases. Some degree of retardation of physical growth was present in three cases. Mongoloid facies, i.e. 
f la t  and broad face with prominent cheek bone and sunken nose, was seen in  the 10-year-old male but not 
in others. Three cases had splenectomy for  a per iod o f  3 months to 2 years, while in  one case the patient 
d ied  because of bronchopneumonia in the post operative period. Six cases showed def in i te cardiac 
hypertrophy based on weight and measurement o f  cardiac walls. Iron containing pigment i s  not present in the 
myocardial fibers, but in two cases hemosiderin pigment i s  noted in the endocardial and pericardial tissue. 
Perinuclear lipochrome pigment i s  increased in myocardial fibers in 4 cases. 

In the pancreas, only 2 cases show a mild deposit of hemosidering granules in  the acinar cells. 
None o f  the adrenal glands show iron deposit. In one case the skin reveals heavy deposit o f  hemoslderin 
in  the connective tissue cells o f  the corium and in  the subcutaneous fat. The livers o f  these patients were 
considered to  be enlarged, considering the normal weights o f  each age group. A moderate amount o f  
hemosiderin (3+) i s  present in the liver cells, whereas i n  the Kupffer cells a relat ively small amount o f  i ron 
containing pigment i s  present. Some enlargement o f  the portal areas is seen, mainly due t o  an increase in 






