
Supplemental Digital Table 2.  Misclassification in eight candidate scoring systems in the training subset of 82 definite NF2 patients and 173 patients who definitely do not have NF2. Items were scored as described in the text, with a total of 4 points indicating that the patient is likely to have NF2. The “age of onset of the first characteristic sign of NF2” is defined as the youngest age at which signs or symptoms of any of the following features appeared in an individual: VS, meningioma, spinal tumour, cranial nerve tumour (other than VS), mononeuropathy or peripheral neuropathy. 

	Candidate Scoring System
	Features
	At Age of Onset of the First Characteristic Sign of NF2
	At Most Recent Assessment

	
	
	82 patients with definite NF2 misclassified as being unlikely to have NF2
	173 patients who definitely do not have NF2 misclassified as being likely to have NF2 
	82 patients with definite NF2 misclassified as being unlikely to have NF2
	173 patients who definitely do not have NF2 misclassified as being likely to have NF2 

	A
	·   VS (unilateral or bilateral)

·   Meningioma (single or multiple)

·   Spinal tumour

·   Cutaneous schwannoma

·   Cranial nerve tumour (other than VS)

·   Mononeuropathy
	19
	3
	2
	3

	B
	·   VS (unilateral or bilateral)

·   Meningioma (single or multiple)

·   Spinal tumour

·   Cutaneous schwannoma

·   Mononeuropathy

·   Cataracts
	23
	3
	1
	3

	C
	·   VS (unilateral or bilateral)

·   Meningioma (single or multiple)

·   Spinal tumour

·   Cranial nerve tumour (other than VS)

·   Mononeuropathy

·   Cataracts
	22
	3
	2
	3

	D
	·   VS (unilateral or bilateral)

·   Meningioma (single or multiple)

·   Cutaneous schwannoma

·   Cranial nerve tumour (other than VS)

·   Mononeuropathy

·   Cataracts
	20
	3
	1
	3

	E
	·   VS (unilateral or bilateral)

·   Meningioma (single or multiple)

·   Spinal tumour

·   Cutaneous schwannoma

·   Cranial nerve tumour (other than VS)

·   Cataracts
	24
	3
	3
	3

	F
	·   VS (unilateral or bilateral)

·   Meningioma (single or multiple)

·   Spinal tumour

·   Mononeuropathy

·   Cataracts

·   Peripheral neuropathy
	22
	3
	1
	3

	G
	·   VS (unilateral or bilateral)

·   Meningioma (single or multiple)

·   Cranial nerve tumour (other than VS)

·   Mononeuropathy

·   Cataracts

·   Peripheral neuropathy
	18
	3
	1
	3

	H
	·   VS (unilateral or bilateral)

·   Meningioma (single or multiple)

·   Cutaneous schwannoma

·   Mononeuropathy

·   Cataracts

·   Peripheral neuropathy
	20
	3
	0
	3
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