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	Enyme No 
	Enxyme deficient
	Other Name
	Product
	Chromosome 
	Inheritance 
	Name
	Other Name 
	Liver 
	Erythrocyte 
	Fibroblast 
	Lymphocyte 
	Type 
	Onset 
	Cutaneous
	Neuro Visecral 
	Extra Cutaneous
	Eyrthrocytes
	Urine
	Faeces

	1 
	  
	d-Amino Levunilic Acid Synthase 
	d-Amino Levunilic Acid 
	HK -3p21.1 

E-Xp11.21 
	XR 
	X-Linked Sideroblastic Anaemia (XLSA) 
	  
	
	
	
	
	E 
	  
	- 
	- 
	  
	- 
	- 
	- 

	2 
	ALA Dehydratase 
	Porphobilinogen Synthase 
	Porphobilinogen 
	HK -9q34 

E-9q34 
	AR 
	ALA Dehydratase Deficiency (ADP) 
	  
	
	
	
	
	H 
	  
	- 
	+ 
	  
	Protoporphyrinogen 
	ALA , Copro III 
	- 

	3 
	PBG Deaminase 
	Uroporphyrinogen I synthase 
	Hydroxy Methyl Bilane 
	11q23.3 

HK/E 
	AD 
	Acute Intermittent Porphyria (AIP) 
	Sweedish 
	
	
	
	
	H 
	Young Adult 
	- 
	+ 
	Abdominal pain, neuropathy Psychosis 
	- 
	ALA , Porphobilinogen continously 
	- 

	4 
	Isomerase 
	Uroporphyrinogen III co synthase 
	Uroporphyrinogen III 
	10q25.2 

    q26.3 

HK/E 
	AR 
	Congenital Erythropoietic Porphyria (CEP) 
	Gunthers 
	
	
	
	
	E 
	Infancy 
	+++ 
Blisters Severe Scarring 
	- 
	Red Teeth Hemolytic Anaemia 
	Uroporphyrin I Stable Flourescence 
	Uroporphyrin I 
	Uroporphyrin I 

Coproporphyrin I 

	5 
	Uroporphyrinogen Decarboxylase 
	  
	Coproporphyrinigen 
	1p34 
	AD 
	Porphyria Cutanea Tarda (PCT) 
	  
	
	
	
	
	H 
	Middle Age 
	+++ 
Blisters Scarring Thickening 
	- 
	Decreased Liver Function, Siderogenesis 
	- 
	Uroporphyrin III ,5-Carboxylate porphyrin continous flouresecence 
	Isocoproporphyrin 

	5 
	Uroporphyrinogen Decarboxylase 
	  
	Coproporphyrinigen 
	  
	AD 
	Hepatoerythrocytic Porphyria 

(Homologous PCT) 
	  
	
	
	
	
	E,H 
	  
	Blisters  Severe Scarring Thickening 
	  
	Decreased Liver Function, 
	Protoporphyrin 
	UroporphyrinI, Uroporphyrin III , 
	Coproporphyrin I, Coproporphyrin III 

	6 
	Coproporphyrinigen Oxidase 
	  
	Protoporphyrinogen 
	3q12 
	AD 
	Hereditary Coproporphyria (HCP) 
	  
	
	
	
	
	H 
	Young Adult 
	+ 
Same as PCT 
	+ 
	AIP 
	- 
	Coproporphyrin III , ALA Porphobilinogen during attacks 
	Coproporphyrin III continously 

	7 
	Protoporphyrinogen Oxidase 
	  
	Protoporphyrin 
	1q23 
	AD 
	Porphyira Variegata (PV) 
	South African 
	
	
	
	
	H 
	Young Adult 
	+ 
Same as PCT 
	+ 
	AIP 
	- 
	ALA Porphobilinogen during attacks 
	Protoporphyrinogen IX , 5 -Carboxylate porphyrin Continously 

	8 
	Ferrochelatase 
	Heme Synthase 
	Heme 
	18q21.3 
	AD 
	Eythropoietic Protoporphyria (EPP) 
	  
	
	BM
	
	
	E 
	Childhood 
	+ Burning Edema Thickening Rarely Blisters 
	- 
	Rarely fatal Liver disease 
	Protoporhyrinogen IX Protoporphyrin  Transient Flour 
	- 
	Protoporphyriuria continously 


