Table 1: Types of Ehlers-Danlos Syndrome, adapted from Malfait et al.2
	EDS subtype
	Clinical Features
	Basic Defect
	Inheritance

	Classical EDS
	SH with atrophic scarring
Generalised JH
	Type V collagen
Type I collagen*
	AD

	Classical‐like EDS
	SH without atrophic scarring
Generalised JH
Easily bruised skin
	Tenascin XB
	AR

	Cardiac‐valvular
	Progressive aortic/mitral valvulopathy
SH with atrophic scarring
Generalised or Local JH
	Type I collagen
	AR

	Vascular EDS
	Arterial rupture in youth
Bowel perforation
Uterine rupture
Carotid-cavernous sinus fistula
	Type III collagen
Type I collagen*
	AD

	Hypermobile EDS
	Generalised JH
Musculoskeletal complications (i.e. pain) Systemic manifestations (i.e. SH)
	Unknown
	AD

	Arthrochalasia EDS
	Congenital bilateral hip dislocation
Severe generalised JH (↑dislocations)
SH
	Type I collagen
	AD

	Dermatosparaxis EDS
	Extreme skin fragility
Characteristic craniofacial features
Excess skin folds and wrinkling
Easily bruised skin
Postnatal growth retardation
	ADAMTS‐2
	AR

	Kyphoscoliotic EDS
	Congenital muscle hypotonia
Congenital/early-onset kyphoscoliosis Generalised JH
	PLOD1
FKBP22
	AR

	Brittle Cornea Syndrome
	Thin cornea 
Early-onset keratoconus/globus
Blue Sclera
	ZNF469
PRDM5
	AR

	Spondylodysplastic EDS
	Short stature
Hypotonia
Limb bowing
	β4GalT6/7
ZIP13
	AR

	Musculocontractural EDS
	Congenital contractures 
Characteristic craniofacial features
Characteristic cutaneous features (i.e. SH)
	CHST14/D4ST1
DSE
	AR

	Myopathic EDS
	Congenital hypotonia or atrophy 
JH of distal joints 
Proximal joint contractures 

	Type XII collagen
	AD or AR

	Periodontal EDS
	Severe, intractable periodontitis
Pretibial plaques
Lack of gingival attachment
	C1R
	AD


Abbreviations: AD – autosomal dominant, AR – autosomal recessive, JH – joint hypermobility, SH – skin hyperextensibility
*indicates rarer variants
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