
Porphyrias
Definition:
- They are a group of diseases resulting from deficiency of one of the enzymes involved in heme synthesis. There is higher than normal level of the intermediates of heme synthesis in blood, urine and feces. They may be acquired or hereditary, as follows,


1. Acquired porphyrias:
- Hereditary porphyrias:
a. Erythropoietic porphyria:
- It is autosomal recessive disease
 due to deficiency of isomerase and/or the deaminase. 


- This makes the patient photosensitive to sun light. 
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b. Hepatic porphyria:
autosomal dominant defect 
- It has three types:

1-Acute intermittent hepatic porphyria:

deficiency of uroporphyrinogen I synthetase and catalase.
Patients show acute attacks of abdominal pain, nausea, vomiting, constipation, cardiovascular abnormalities and psychosis.--------------------------------------------------
2- Porphyria cutanea tarda:
 due to deficiency of uroporphyrinogen decarboxylase 

Patients are photosensitive.
-----------------------------------------------------------------
3-Variegate porphyria:
 deficiency of heme synthetase and protoporphyrinogen oxidase 
Patients show symptoms of the previous two types, 



