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Table 1 Clinical and imaging manifestations of 8 cases (15 ears) of Van der Hoeve syndrome

	No
	Gender/Age
	Side
	Involved Site
	Clinical Manifestation
	Pure Tone Audiometry
	Associated Lesions
	Imaging Findings

	
	
	
	
	
	
	
	HRCT
	MRI

	1
	M/30
	Right
	Inner ear and stapes
	Bilateral hearing loss for 20 years, aggravated in the past 5 years with tinnitus
	Profound SNHL
	Blue sclera, history of multiple fractures, easy injury and dislocation of hand and foot joints, enamel hypoplasia
	Circular hypodensityshadows around the cochlea, vestibule, semicircular canals, fundus of internal auditory canal and facial nerve canal, showing target sign; involvement of round window and vestibular window, thickening of stapes footplate. The skull base bone is thin.
	[bookmark: OLE_LINK11]T1WI shows slight hypointensity or hypointensity, T2WI shows slight hyperintensity and hyperintensity, FLAIR shows slight hypointensity or hypointensity; mild to marked enhancement on enhanced scan, with marked enhancement in the labyrinth.

	2
	
	Left
	Inner ear and stapes
	
	Profound SNHL
	
	
	

	3
	M/21
	Right
	Inner ear and stapes
	Bilateral hearing loss for 20 years, progressive aggravation with tinnitus
	Severe MHL
	Blue sclera, history of multiple fractures, enamel hypoplasia
	Circular hypodensityshadows in the cochlea, vestibule and semicircular canals, showing target sign; involvement of left round window and bilateral vestibular windows, localized thickening of stapes footplate, decreased density of malleus and incus. The skull base bone is thin, with basilar invagination.
	None

	4
	
	Left
	Inner ear and stapes
	
	Profound MHL
	
	
	

	5
	F/31
	Right
	Inner ear and stapes
	Bilateral hearing loss for 20 years, progressive aggravation
	Moderate MHL
	Blue sclera, history of multiple fractures, enamel hypoplasia
	Punctate and strip hypodensity shadows around the cochlea and vestibule; involvement of round window and vestibular window, thickening of stapes footplate. The skull base bone is thin, with platybasia.
	None

	6
	
	Left
	Inner ear and stapes
	
	Moderate MHL
	
	
	

	7
	F/39
	Right
	Inner ear and stapes
	Bilateral hearing loss with left tinnitus for 12 years
	Moderate SNHL
	Blue sclera, history of multiple fractures, enamel hypoplasia
	Intermittent strip hypodensity shadows around the cochlea, vestibule, semicircular canals, fundus of internal auditory canal and facial nerve canal; involvement of round window and vestibular window, thickening of stapes footplate. The skull base bone is thin.
	T1WI shows slight hypointensity or hypointensity, T2WI shows slight hyperintensity and hyperintensity, FLAIR shows slight hypointensity or hypointensity; mild to marked enhancement on enhanced scan, with marked enhancement in the labyrinth.

	8
	
	Left
	Inner ear and stapes
	
	Profound SNHL
	
	
	

	9
	M/55
	Right
	Inner ear and stapes
	Dizziness with hearing loss
	Moderate MHL
	Blue sclera, history of multiple fractures, easy injury and dislocation of finger joints
	Punctate and strip hypodensity shadows around the cochlea, vestibule, semicircular canals, fundus of internal auditory canal and vestibular window; involvement of round window and vestibular window, thickening of stapes footplate.
	T1WI shows slight hypointensity or hypointensity, T2WI shows slight hyperintensity and hyperintensity, FLAIR shows slight hypointensity or hypointensity; mild to marked enhancement on enhanced scan, with marked enhancement in the labyrinth.

	10
	
	Left
	Inner ear and stapes
	
	Mild MHL
	
	
	

	11
	F/23
	Right
	Inner ear and stapes
	Bilateral hearing loss for more than 10 years
	Profound MHL
	Blue sclera, history of multiple fractures, joint injury and dislocation to be determined
	Punctate and strip hypodensity shadows around the cochlea, vestibule, semicircular canals, fundus of internal auditory canal and vestibular window; involvement of oval window, thickening of stapes footplate.
	None

	12
	
	Left
	Inner ear and stapes
	
	Severe MHL
	
	
	

	13
	F/50
	Right
	Inner ear and stapes
	Right ear hearing loss for more than 10 years, progressive aggravation with tinnitus
	Severe MHL
	Blue sclera, history of multiple fractures
	Punctate hypodensity shadows around the cochlea, vestibule and vestibular window; involvement of vestibular window, thickening of stapes footplate.
	None

	14
	F/33
	Right
	Inner ear and stapes
	Congenital bilateral hearing loss, progressive aggravation with tinnitus
	Moderate MHL
	Blue sclera, history of multiple fractures
	Punctate hypodensity shadows around the cochlea, vestibule and vestibular window; involvement of vestibular window, thickening of stapes footplate; the skull base bone is thin.
	None

	15
	
	Left
	Inner ear and stapes
	
	Moderate MHL
	
	Punctate hypodensity shadows around the cochlea, vestibule and vestibular window; involvement of vestibular window, thickening of stapes footplate; the skull base bone is thin.
	None


[bookmark: _GoBack]Femal = F; Male = M; MHL = Mixed Hearing Loss; SNHL = SensoriNeural Hearing Loss; Fluid-Attenuated Inversion Recovery = FLAIR


