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Editors’ Note: Commenting on the updated diagnostic

criteria for pseudotumor cerebri syndrome (PTCS), De

Simone et al. explain why the lumbar puncture (LP)

opening pressure (OP) is not sufficient to make the

diagnosis of PTCS. Commenting on the same criteria,

Dasheiff explains how table 1 in the article may be

misleading and should reflect more the association of those

conditions cited with PTCS rather than causality. Friedman

et al., authors of the criteria, respond.

—Chafic Karam, MD, and Robert C. Griggs, MD

REVISED DIAGNOSTIC CRITERIA FOR THE
PSEUDOTUMOR CEREBRI SYNDROME IN ADULTS
AND CHILDREN

Roberto De Simone, Angelo Ranieri, Silvana Mon-
tella, Naples: While we appreciate the idiopathic intra-
cranial hypertension (IIH) criteria update by Friedman
et al.,1 OP alone does not negate the diagnosis of IIH/
IIH without papilledema (IIHWOP). If an OP above
250 mm H2O is required, many cases will be missed.

Intracranial pressure (ICP) monitoring2–5 demon-
strated that ICP shows large diurnal fluctuations in
IIH/IIHWOP patients, ranging from normal to def-
initely pathologic values. Many patients with papille-
dema fulfilling Friedman criteria A–D might be
classified as “definite” or “probable” depending on
the timing of their unstable ICP estimation. Simi-
larly, in chronic headache patients without papille-
dema presenting with abducens palsy (uncommon
also in cases with papilledema) or with a combination
of 3 out of 4 suggestive radiologic findings, the diag-
nosis of IIHWOP will vary from “definite” to “not
suggested” largely depending on LP timing.

Considering ICP fluctuations and impracticability of
routine ICP monitoring, OP, paradoxically, should
never constitute the only reason to refute IIH/IIHWOP
diagnosis. In a large chronic primary headache series,5 a
continuous or intermittent ICP greater than 200 mm
H2Owas associated with sinus stenosis. We recommend
keeping the 200 mm H2O cutoff value at least until the
role of venous stenosis in IIH mechanisms is clarified.

Author Response: Deborah I. Friedman, Dallas;
Grant T. Liu, Philadelphia; Kathleen B. Digre, Salt
Lake City:We agree with De Simone et al. that LP OP

alone is not suitable for making a diagnosis of IIH with
or without papilledema and this was one of the main
reasons that the new criteria are more stringent. The new
criteria require papilledema or a sixth nerve palsy for a
definite diagnosis of PTCS and more than one neuro-
image result for patients without papilledema. The old
cutoff value of 200 mm of CSF was arbitrary and based
on a misinterpretation of a previous study that showed
values of 250 mm CSF or greater were diagnostic, those
less than 200mmCSF were normal, and values between
200 and 249 mm CSF were nondiagnostic.6 Our cutoff
values for OP are based on this previous study in adults
with an unquestionable diagnosis of PTCS and are con-
sistent with the previous criteria specifying an OP of
250 mm CSF in adults.7 The values for children are
based on a reference range to determine normal OP.
Those values were confirmed in a second study showing
that most children with papilledema had OP above
280 mm CSF.8,9 Diplopia is more common in patients
with papilledema than without papilledema but is some-
times the initial presentation of PTCS before papille-
dema develops. As De Simone et al. correctly pointed
out, the presence of transverse venous sinus stenosis as
an isolated neuroradiologic finding does not appear to
distinguish true IIH/PTCS from chronic primary head-
ache; thus 2 other accompanying imaging findings must
be present to meet the imaging criteria.
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DUCKS IN A ROW

Richard Dasheiff, Dallas: I applaud Friedman et al.1 on
their attempt to clarify and improve the conceptualiza-
tion of PTCS. In this process, they inadvertently stum-
bled over the supporting and ancillary data. Table 1,
even with references, is a reflection of inadequate under-
standing and inappropriate use of associations made
between a given disease/syndrome and potential etiolo-
gies. For example, many patients have renal failure, ane-
mia, sleep apnea, and Down syndrome, but PTCS is
rare, and the cause and effect relationship is unknown in
patients who have both. To further impugn the table,
sleep apnea is not a disorder of hypercapnia—nor
hypoxia—but fractionated sleep causing excessive day-
time sleepiness.2 If authors wish to convince readers to
adopt a new classification system and diagnostic criteria,
then all their ducks must be in a row. The article would

have been better without table 1 as it needs
improvement.

Author Response: Deborah I. Friedman, Dallas;
Grant T. Liu, Philadelphia; Kathleen B. Digre, Salt
Lake City: The goal of our article was to clarify the
diagnostic criteria for PTCS and provide a list of com-
monly associated secondary conditions.1 The associ-
ated conditions listed are exactly that—associations—
and we did not mean to imply that they were causal. A
discussion of etiology and pathogenesis is beyond the
scope of our article, yet the list of associations provides
no real clues as to the mechanism of developing intra-
cranial hypertension. However, PTCS and IIH are rare
disorders. It could be argued, and we often do, that IIH
is a disorder affecting obese women of childbearing
age. There are many women around the world who
fit that description but very few develop IIH. There
may be a genetic component that makes some women
susceptible and we eagerly await the results of the IIH
trial for more answers.
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