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Exciting new insights, much of it featured 
in the recent pages of JNIS, have provided 
important evidence expanding our under-
standing of cerebral venous outflow 
impairment diseases and therapies.1–8 In 
fact, with each passing year, JNIS features 
more and more manuscripts addressing 
this subject domain.9 The relationship 
between idiopathic intracranial hyperten-
sion (IIH), cerebral venous hypertension, 
and venous sinus stenosis is well estab-
lished, so much so that the term “idio-
pathic” has largely become a misnomer10 
and the disorder, or at least substantial 
subgroups, may be more aptly referred to 
as “venopathic” intracranial hypertension 
(VIH). While the role of intracranial 
venous stenosis in VIH is inarguable, the 
role of extracranial venous stenosis or 
congestion as pathophysiologic drivers of 
chronic neurological disease is much less 
certain. Importantly, studies have identi-
fied similar clinical manifestations to VIH 
from a variety of extracranial sites of 
venous stenosis or congestion, or both,11 
and a potential contribution of dynamic 
extracranial venous stenosis in disease.1 7 
Recently, we have been considering disor-
ders related to cerebral venous outflow 
insufficiency as a spectrum of conditions, 
including both intracranial and extracra-
nial venous etiologies, that can collectively 
be referred to as cerebral venous outflow 
disorders (CVD), with VIH representing 
the flagship CVD condition. Recent publi-
cations highlight potential benefits to 
surgical jugular decompression, jugular 
stenting, or brachiocephalic interventions 
in select patients with a suspected venous 
etiology of their symptoms,12 13 but 
surgical candidacy is poorly defined. 
These treatments carry risk, and while 
anecdotally many patients note symptom-
atic improvement after intervention, 
published evidence supporting their use is 
quite limited. This has led prominent 
authors to question the existence of these 

conditions, with some considering the 
protean CVD symptoms to be either too 
non- specific or failing to meet criteria as a 
distinct clinical entity, and have criticized 
that no recognizable outcome metrics 
exist.14

It is evident that much works needs to 
be done in terms of establishing rigorous 
methods for diagnosis and measuring 
disease severity for these conditions. For 
classic VIH (IIH; a universally accepted 
pathologic entity), most patients are 
diagnosed using established modified 
Dandy criteria and undergo evaluation 
by ophthalmology, with visual severity 
assessed through Frisen papilledema 
grade, optical coherence tomography, 
and nerve fiber layer thickness metrics. 
Overall clinical severity is usually evalu-
ated through intracranial pressure (ICP) 
measures on lumbar puncture and head-
ache scores, such as the Headache Impact 
Test (HIT- 6). These three assessments 
(ophthalmologic assessment, ICP, and 
headache scores) have been the mainstay 
of understanding the severity of disease in 
patients, assessing candidacy for surgical 
treatment, and the response to interven-
tions. However, many of these patients 
have additional disabling symptoms that 
are marginally or wholly unrepresented by 
these assessments, such as tinnitus, severe 
cognitive dysfunction, or dizziness. As 
our understanding of CVD expand, it is 
becoming clear that the usual VIH disease 
metrics are no longer sufficient, especially 
for extracranial pathologies that mani-
fest as severe neurological symptoms in 
the absence of papilledema or significant 
elevations in ICP on lumbar puncture. A 
patient- by- patient review of the original 
English language paper by Walter Dandy 
reveals a highly heterogenous set of symp-
toms that greatly exceed the simplified 
cardinal symptoms that have come to be 
the sina qua non of “IIH”.15 The VIH 
rubric provides a reset of this ancient 
disease by widening the scope of symp-
toms that affect these patients.

At the second Society of Neuroin-
terventional Surgery (SNIS) Cerebral 
Venous and CSF Disorders Summit held 
in Honolulu in early 2024, over 70 
in- person participants (and over 140 total 
attendees, including virtual) from neuro-
intervention, neurosurgery, headache 

neurology, radiology, otolaryngology, 
cardiothoracic surgery, vascular surgery, 
and others, assembled and engaged in 
multidisciplinary discussions of CVD 
and challenges facing these patients. The 
spectrum of CVD,11 including conditions 
such as VIH, transverse sinus stenosis, 
CSF leak, primary pulsatile tinnitus, 
internal jugular vein stenosis, brachioce-
phalic vein stenosis, and central venous 
hypertension, were presented. Patients 
with these conditions have a collection 
of protean but fairly conserved symptoms 
of differing severities, including pressure 
headache, neck pain, visual abnormalities, 
cognitive dysfunction and “brain fog,” 
dizziness, disequilibrium, dysautonomia, 
ringing and pulsatile tinnitus, barometric 
pressure sensitivity, cranial neuropathies, 
positional intolerance, sleep disorders, 
choking sensations or swallowing discom-
fort and, in rare cases, involuntary motor 
movements, among others. Some patients 
experience debilitating symptoms, such as 
profound cognitive impairment, loud and 
constant pulsatile tinnitus, or disabling 
dizziness in the absence of significant 
headache, significant ICP elevation, or 
objective ophthalmologic abnormalities. 
To fully understand the individual and 
collective impacts of these symptoms on 
a given patient, a battery of tests would 
be required, such as HIT- 6, ophthalmo-
logic metrics, ICP, tinnitus severity scores, 
dizziness scales, cognitive impairment 
tests, and sleep disorder screens, as well 
as global quality of life/functional capacity 
scales. Using all of these individual tests 
is impractical and burdensome, using 
none or a few established metrics, such as 
HIT- 6, ICP, and papilledema grade, does 
a substantial disservice to many affected 
patients, and using global quality of life 
scales (while helpful in capturing disease 
impact) does not allow for differentiation 
of individual symptoms and their response 
to therapies.

We believe the solution lies in devel-
oping a validated, concise, and reliable 
scale, designed specifically for patients 
with these disorders, that captures global 
disease severity for afflicted patients 
while also allowing for assessment of core 
symptom components. In stroke care, the 
National Institutes of Health Stroke Scale 
(NIHSS) is a universally accepted means of 
measuring stroke symptoms and allowing 
for precise communication of disease 
severity in a standardized manner. The 
SNIS Cerebral Venous and CSF Disorders 
section is engaging in a concerted effort 
to develop the Cerebral Venous Disor-
ders Symptom Severity scale, or CVDSS 
scale, which would aim to represent a 
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NIHSS- type score except specifically 
for CVD and its related conditions. A 
preliminary, non- validated scoring system 
has been developed by CVD experts and 
stakeholders and is being used in clinical 
practice (figure 1). At the time of this 
writing, a rigorously validated form of this 
scale is currently being developed using 
individual patient quantitative symptom 
inventory responses adjudicated with 
scores on validated headache, cognitive, 
and quality of life scales. This process will 
take some time to complete, but in the 
meantime, the presented CVDSS scale is 
a first step in providing clinicians with a 
scale to assess and monitor disease severity. 
We encourage readers to incorporate this 
scale into their practices.

As evidenced by recent publications 
featured in JNIS, our understanding of 
disorders of the cerebral venous system is 
escalating at a tremendous pace. New and 

exciting research and discussion topics 
will be highlighted at the third annual 
SNIS Cerebral Venous and CSF Disorders 
Summit held in Honolulu in March of 
2025. We hope to see you there!

X Matthew Robert Amans @mattamansMD
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Figure 1 Cerebral Venous Disorders Symptom Severity (CVDSS) scale inventory for 
standardization of disease severity and monitoring outcomes following interventions.

P
ro

tected
 b

y co
p

yrig
h

t, in
clu

d
in

g
 fo

r u
ses related

 to
 text an

d
 d

ata m
in

in
g

, A
I train

in
g

, an
d

 sim
ilar tech

n
o

lo
g

ies. 
.

at U
C

S
F

 
o

n
 Jan

u
ary 30, 2025

 
h

ttp
://jn

is.b
m

j.co
m

/
D

o
w

n
lo

ad
ed

 fro
m

 
17 Jan

u
ary 2025. 

10.1136/jn
is-2024-022976 o

n
 

J N
eu

ro
In

terven
t S

u
rg

: first p
u

b
lish

ed
 as 

https://x.com/mattamansMD
http://crossmark.crossref.org/dialog/?doi=10.1136/jnis-2024-022976&domain=pdf&date_stamp=2025-01-16
http://orcid.org/0000-0001-8979-1993
http://orcid.org/0000-0002-8209-0534
http://orcid.org/0000-0002-8209-0534
http://orcid.org/0000-0003-3759-7886
http://orcid.org/0000-0003-3759-7886
http://dx.doi.org/10.1136/jnis-2024-021734
http://dx.doi.org/10.1136/jnis-2023-021336
http://dx.doi.org/10.1136/jnis-2024-022074
http://dx.doi.org/10.1136/jnis-2024-022094
http://dx.doi.org/10.1136/jnis-2024-022109
http://dx.doi.org/10.1136/jnis-2024-022109
http://dx.doi.org/10.1136/jnis-2024-022174
http://dx.doi.org/10.1136/jnis-2024-022167
http://dx.doi.org/10.1136/jnis-2024-022553
http://dx.doi.org/10.1136/jnis-2023-020251
http://dx.doi.org/10.1136/neurintsurg-2019-015498
http://dx.doi.org/10.1177/19714009211029261
http://dx.doi.org/10.1177/19714009211029261
http://dx.doi.org/10.1136/neurintsurg-2021-017937
http://dx.doi.org/10.1227/neu.0000000000002891
http://dx.doi.org/10.1227/neu.0000000000002918
http://dx.doi.org/10.1097/00000658-193710000-00002
http://jnis.bmj.com/

	The Cerebral Venous Disorders Severity Scale
	References




