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Clinical Manifestations of Spontaneous Intracranial Hypotension



Non-headache manifestations of SIH



Behavioral – variant frontotemporal dementia

• Progressive deterioration of personality, social comportment, and 
cognition
• Caused by frontotemporal lobar degeneration
• Incurable
• Second most common cause of dementia in <60 years
• Genetic basis



Incurable
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Dr Jeremy Schmahman: 
Repetitive obsessive flexion 
and breath-holding in 
sagging brain syndrome
(ROFBIS)



FTD sagging  brain syndrome – Apathy (and its post-
operative resolution)



Behavioral variant frontotemporal dementia





51 patients (12 women and 39 men)

Mean age: 55.5 years (range, 26-70 years)
 
CSF-venous fistula: 13 patients
Ventral spinal CSF leak: 1 patient
Nil detected: 37 patients

bvFTD sagging brain syndrome (2005-2022)



Frontotemporal dementia in spontaneous intracranial hypotension
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Hypersomnolence  29  (100%) 
Headache  27  (93%) 
 Orthostatic  20  (69%) 
 Nonpositional  4  (14%) 
 Reverse orthostatic  3  (10%) 
Auditory symptoms  21  (72%) 
Dysequilibrium/gait 
dysfunction  19  (66%) 

Tremors  15  (52%) 
Posterior neck pain  13  (45%) 
Nausea/emesis  10  (34%) 
Dysphagia/dysarthria  9  (31%) 
Orofacial dyskinesia  6  (21%) 
Blurred vision  5  (17%) 
Dysgeusia  4  (14%) 
Impotence/erectile 
dysfunction  4  (14%) 

Incontinence  4  (14%) 
Hiccupping  3  (10%) 
Abducens nerve palsy  2  (7%) 
Coma  1  (3%) 
Trigeminal neuralgia  1  (3%) 

Behavioral variant FTD sagging brain syndrome: Associated symptoms



Sagging brain syndrome – Slowed speech with
altered pitch,
tremors (and its
post-operative
resolution)



Behavioral variant frontotemporal dementia in SIH –
Dystonia and 
disinhibition
(and its post-
operative
resolution) 



Common barriers to treatment of FTD sagging brain syndrome

• Misinterpretation of brain MRI
• Difficulty in finding source of spinal CSF loss
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• Misinterpretation of brain MRI



Diagnosis: congenital mid brain malformation
Treatment: V-P shunt 



Diagnosis: mid brain glioma



Common barriers to treatment of FTD sagging brain syndrome

• Difficulty in finding source of spinal CSF loss





Bibrachial amyotrophy

• Progressive painless weakness and atrophy of shoulder and upper 
extremity musculature
• Bilateral but may be asymmetric
• Fasciculations
• DDx: Amyotrophic lateral sclerosis, Hirayama disease, man/woman-in

-the barrel syndrome
• Associated with large extradural CSF collection



Bibrachial amyotrophy



Bibrachial amyotrophy



20 patients (5 women and 15 men)

5 patients without orthostatic headache history 

Mean age at SIH onset: 26 years (range, 11-41 years)
5 patients <19 years

Mean interval SIH to BBA: 9 years (range, 1-39 years)

Bibrachial amyotrophy due to SIH (2005-2022)





Common barriers to treatment of bibrachial amyotrophy 

• Misinterpretation of spine MRI
• Lack of understanding of relationship of extradural fluid collection 

and symptoms
• Difficulty localizing the exact leak site



Common barriers to treatment of bibrachial amyotrophy 

• Misinterpretation of spine MRI



“No leak” “Degenerative disc disease” “Epidural hematoma”



Common barriers to treatment of bibrachial amyotrophy 

• Lack of understanding of relationship of extradural fluid collection 
and symptoms





Common barriers to treatment of bibrachial amyotrophy 

• Inability to localize exact leak site



Post-op May 2022Pre-op March 2017

Ca++



Behavioral – variant frontotemporal dementia

Bibrachial amyotrophy

Both: Insidious onset – headache not prominent – often 
misdiagnosed

bvFTD: extradural CSF collection rare
BBA: extradural CSF collection universally present



Thank you!

_____

schievinkw@cshs.org


