Introduction: In recent years, a number of new translational therapies for different forms of epidermolysis bullosa (EB) have started to reach early phase
clinical trials and yet more potential treatments are in the pipeline. In order to evaluate the effectiveness of any new intervention, there is a need for
meaningful and robust outcome measures which, in the context of nhumerous and clinically heterogeneous subtypes of EB, can be difficult to define. In
addition, most severe forms of EB show disease progression over time, such as scarring, oesophageal strictures, anaemia and the development of squamous
cell carcinomas (SCCs). To identify endpoints relevant for clinical trials, therefore, an understanding of the natural history of EB is essential so that any benefits
of an intervention, or lack thereof, can be determined. This systematic review was initiated to delineate what is already known about the natural history of
one of the main target types of EB for new therapies, recessive dystrophic EB (RDEB).

Methods: A systematic literature review was Results: Data was amalgamated according to RDEB subtype and the system or complications
conducted as shown below in Figure 1. described. Where possible, information about the age of onset of a complication or procedure
was extracted (Table 1). Papers from the National Epidermolysis Bullosa Registry (NEBR) data
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Table 1: Main complications or features identified by the systematic review by RDEB subtype and system.
Figure 1: Systematic literature review. GI-RDEB, generalised intermediate RDEB; GS-RDEB, generalised severe RDEB; RDEB-I, RDEB inversa; RDEB NOS,
RDEB not otherwise specified.
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