] Editorial .

Intracranial hypertension: Is it primary, secondary,

or idiopathic?

Intracranial hypertension is a rare disorder that, if
not properly diagnosed, can result in morbidities
such as vision loss and chronic pain. The case report
by Reddy et al. in this issue of the Journal is a classic
presentation of a patient suffering from intracranial
hypertension.'! She is a middle-aged female with a recent
onset of progressively worsening headache, opticedema,
transient visual blurring and documented peripheral
vision loss. The patient received the proper work up, with
initial testing done to rule out a space occupying lesion
or infection as the cause of her headaches. The authors
then appropriately question whether her intracranial
hypertension can be considered secondary to use of
dexamethasone, 6 months prior to presentation.

The terminology associated with intracranial hypertension
is confusing and frequently used incorrectly. Yet incorrect
use can have an impact on a patient’s work-up and
treatment course. There are two types of intracranial
hypertension: Primary and secondary,” also known as
idiopathic intracranial hypertension (IIH) and intracranial
hypertension secondary to (a specific condition),
respectively. The differentiation between these two
extends beyond merely being an academic exercise.

Primary intracranial hypertension has gone by numerous
names since it was first described by Quincke in 1897
and labeled “meningitis serosa”.?”! In 1904, Nonne
coined the term pseudotumor cerebri because patients
often present with symptoms similar to those found
in a patient with an intracranial mass." In 1955, Foley
suggested the notion of benign intracranial hypertension
so as to avoid negative connotations associated with a
“pseudo-cancer” diagnosis.” In the 1980s, following a
series of reports describing vision loss, the syndrome
was renamed ITH. Other past names have included otitic
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hydrocephalus, hypertensive meningeal hydrops, and
meningeal hypertension.

The older terms of pseudotumor cerebri and IIH remain in
use, especially among the lay public. Unfortunately both
names are often incorrectly applied by medical professionals
as well. This misuse is partially the result of the ambiguity
inherent in both terms, and has resulted in suggestions to
clarify both types by use of the terms primary or secondary
intracranial hypertension (PIH and SIH, respectively).”
Any condition that would result in increased intracranial
pressure would be characterized as secondary intracranial
hypertension. The expectation is that the current increased
pressure would rapidly resolve once the causative condition
is corrected. Examples include cessation of tetracycline or
growth hormone use, or recanalization of a thrombosed
transverse venous sinus. Additional medications and work
up may be required in cases of SIH: For example the use
of enoxaparin injections and hematologic work up in the
case of sinus venous thrombosis. Use of acetazolamide or
furosemide should still be considered for a short course
to reduce the risk of permanent visual deficits. Treating
physicians should monitor these patients closely as once
the causative condition is corrected patients can develop
intracranial hypotension due to overcorrection from
acetazolamide, or similar treatments.

Primary intracranial hypertension is then reserved for
individuals who do not have a clear cause for increased
intracranial pressure. These individuals may have risk
factors for increased intracranial pressure, such as the
frequently associated links with puberty, female gender,
obesity and polycystic ovarian syndrome.

The patient presented by Reddy et al., raises the appropriate
question of whether this patient should be considered
primary or secondary. The use of steroids has been
reported to cause SIH.*” However, in terms of the relation
to steroid use and symptom onset in SIH, symptoms appear
during treatment or shortly after the steroids are tapered.
In this case, there was a 2-month window between the
abrupt withdrawal of dexamethasone and development of
symptoms. Therefore, as the authors suggest, it would be
appropriate to label this patient as having PIH. Moreover,
this patient also has the well-known associated risk factor
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of obesity with recent weight gain, which in this case was
the intended result of self-medication with dexamethasone
and cyproheptadine.

Shawn C. Aylward

Nationwide Children’s Hospital, The Ohio State University, Division
of Child Neurology, Columbus OH, USA

Address for correspondence:

Dr. Shawn Aylward,

Nationwide Children’s Hospital / The Ohio State University,
Division of Child Neurology ED526,

700 Children’s Dr. Columbus, OH 43205, USA.

E-mail: shawn.aylward@nationwidechildrens.org

References

1. Reddy AM, Sharat Kumar GG, Chandana G, Jadav R. Ovet-the-counter

“Quick Response Code” link for full text articles

self-medication leading to intracranial hypertension in a young lady.
J Neurosci Rural Pract 2014;5:384-86.

2. Aylward SC. Pediatric idiopathic intracranial hypertension: A need for
clarification. Pediatr Neurol 2013;49:303-4.

3. Quincke H. Uber Meningitis serosa and verwandte Zustande. Dtsch Z
Nervenheilkd 1897;9:149-68.

4. Nonne M. Ueber Falle vom Symptomkomplex “tumor cerebri” mit
Ausgang in Heilung. Dtsch Z Nervenheilkd 1904;27:169-216.

5. Foley ]. Benign forms of intracranial hypertension; toxic and otitic
hydrocephalus. Brain 1955;78:1-41.

6. Levine A, Watemberg N, Hager H, Bujanover Y, Ballin A, Lerman-Sagie T.
Benign intracranial hypertension associated with budesonide treatment in
children with Crohn’s disease. ] Child Neurol 2001;16:458-61.

7. Ray WZ, Lee A, Blackburn SL, Lueder GT, Leonard JR. Pseudotumor
cerebri following tapered corticosteroid treatment in an 8-month-old
infant. ] Neurosurg Pediatr 2008;1:88-90.

How to cite this article: Aylward SC. Intracranial hypertension: Is
it primary, secondary, or idiopathic?. J Neurosci Rural Pract 2014;5:
326-7.

Source of Support: Nil. Conflict of Interest: None declared.

applications.

The journal issue has a unique new feature for reaching to the journal’s website without typing a single letter. Each article on its first page has
a “Quick Response Code”. Using any mobile or other hand-held device with camera and GPRS/other internet source, one can reach to the full
text of that particular article on the journal's website. Start a QR-code reading software (see list of free applications from http://tinyurl.com/
yzlh2tc) and point the camera to the QR-code printed in the journal. It will automatically take you to the HTIML full text of that article. One can
also use a desktop or laptop with web camera for similar functionality. See http://tinyurl.com/2bw7fn3 or http://tinyurl.com/3ysr3me for the free

Journal of Neurosciences in Rural Practice | October - December 2014 | Vol 5 | Issue 4 327



