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Abstract:
Congenital erythropoeitic porphyria (CEP) is a rare, au-
tosomal recessive disorder resulting from the deficiency 
of uroporphyrinogen III synthase enzyme. The spectrum 
of the disorder manifests itself as hematological abnor-
malities, cutaneous photo sensitivity and striking oro-
facial features. The oral healthcare provider is in many 
instances the first to identify features leading to the diag-
nosis of CEP. Multitude of physical and oral abnormal-
ities makes the provision of oral health care in affected 
individuals challenging. The most important aspect of 
oral healthcare in affected individuals is the prevention 
of an acute porphyric attack. Knowledge of the various 
drugs used in oral healthcare provision is paramount to 
manage an individual with CEP. Specialist referral and 
multidisciplinary care must be considered when appro-
priate. This article provides the oral healthcare provider a 
state-of-the-art review of the condition, its manifestations, 
pathophysiology, diagnosis, medical management and 
oral healthcare management. Armed with this knowl-
edge, oral healthcare providers may successfully diagnose 
and manage CEP patients in their practice.
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