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ABSTRACT
Idiopathic intracranial hypertension (IIH) is a condition
characterized by raised intracranial pressure (ICP) with no
evidence of brain pathology, also known as pseudo tumor
cerebri. Headache and visual obscuration are the most common
presenting symptoms for IIH with a frequency of (68-84%)
respectively. Other symptoms of IIH include neck pain, back pain,
and radicular pain in the arms and legs resulting from increased
spinal pressure and forced filling of the spinal nerves with CSF.
Case summary:
We present an 11-year-old boy known to have chronic kidney
disease stage Il, due to obstructive uropathy. He had a history of
Idiopathic intracranial hypertension that was treated completely
and condition resolved, then presented with generalized pains
and aches without headaches or visual symptoms and found
to have IIH for the second time, the symptoms resolved with
appropriate treatment.
Conclusion:
Widespread pain and several other characteristics of [IH share
similarities with characteristics of fibromyalgia (FM) and chronic
fatigue syndrome (CFS), two overlapping chronic pain conditions.
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Introduction

Idiopathic intracranial hypertension (lIH) is a
well-recognized disease which was first de-
scribed in 1893 by Heinrich Quinckae as pseudo
tumor cerebri syndrome, then was relabeled in
1955 by Foley to be called benign intracranial
hypertension [,

It is defined as increased intracranial pressure
without evidence of brain pathology; infectious,
obstructive or vascular.

In the 1980s, physicians started to become more
aware of vision complication, after which the
name of “benign” was changed to the current
name idiopathic intracranial hypertension [,
Multiple theories explained the pathophysiology
of IIH and its relation with cerebrospinal fluid
(CSF) Considering flow dynamics, as a central
theme, both in increased secretion and de-
creased absorption 281, Other proposed theories
in which obesity, corticosteroid use, vitamin A
toxicity, hormonal changes, aquaporin and natri-
uretic peptide are proposed as possible contrib-
utors to the development of I1H 28],

Friedman and Jacobson ! set diagnostic criteria
for 1IH. According to those criteria, IIH can be
classified as:

-Definite:

When high opening pressure is >28 cm H20 or
>25cm H20 if child is not sedated and not
obese.

In the presence of either papilledema or abdu-
cens nerve palsy.

- Probable:

Normal opening pressure in presence of papil-
loedema

-Suggestive:

Raised opening pressure with at least three neu-
roimaging finding of increased Intracranial Pres-
sure (ICP), when both papilledema and abdu-
cens nerve palsy are absent.

Those criteria were revised in 2014 by IIHTT
study (Idiopathic Intracranial Hypertension Trea-
tment Trial) making the opening pressure cut off
more than 20 cm H20 19, Headache and visual
obscuration used to be the most common pre-
senting symptoms for IIH (around 68-84%re-
spectively) 201,

Fibromyalgia is a rare condition in pediatrics. It
was reported in few cases in adult patients in as-
sociation with IIH. However, the authors are not
aware of this association being described in pe-
diatric age group with fiboromyalgia as the pre-
senting manifestation of IIH.

Case Report

An 11 years old male patient, who is known to
have chronic kidney disease (stage Il) due to ob-
structive uropathy, presented with history of
headache suggestive of increased intracranial
pressure. He was diagnosed with idiopathic in-
tracranial hypertension with prior presentation of
body aches and headaches, examination re-
vealed papilledema. LP showed high opening
pressure reaching up to 59cm H20. MRI and
MRV were unremarkable.

He was treated with Acetazolamide 25mg/
kg/day after which his symptoms resolved and
his eye examination normalized in few months in
repeated examination. Medication was weaned
gradually over 6 months until discontinued. He
remained in good condition for around four
months when he presented with severe muscle
pain in his flanks, arms, shoulders and back.
This was associated with abdominal pain that in-
terrupted his sleep. Pain was responding par-
tially to over-the-counter analgesics. His condi-
tion was associated with low mood and school
absences.

Parents sought medical advice multiple times in
the emergency room. No visual symptoms nor
headache were reported. Physical examination
showed an overweight boy with BMI (Body Mass
Index) of 26.7 kg/m2. Multiple muscular point of
tenderness in his upper and lower body parts.
Repeated fundus examination was done by oph-
thalmologist on weekly bases with pupil dilation.
None of them showed papilledema or other ab-
normalities. Inflammatory markers and rheuma-
tological work up were unremarkable. Lumber,
thoracic spine X-rays were within normal. Ultra-
sound abdomen did not show abnormalities.

As his symptoms were concurrent with COVID-
19 restrictions and the diagnosis was challeng-
ing, he was referred to psychiatrist for evaluation
which revealed no significant disorders. After
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one month of recurrent pains, his eyes examina-
tion started to show signs of early optic disc
swelling. Lumber puncture showed an opening
pressure of 48 cm H20. His symptoms resolve-
d immediately after lumber puncture.

Acetazolamide was restarted again. Follow up
after 6 weeks of therapy showed complete reso-
lution of his symptoms and normal ophthalmo-
logical examination.

Image A: Fundus examination revealed bilateral papilledema at the presentation
Image B: Fundus examination revealed resolved papilledema in both eyes after the management
Image C: Fundus examination revealed relapsed bilateral papilledema within the second presentation

Discussion

Idiopathic intracranial hypertension (IIH) is com-
monly present with headache and papilledema.
Papilledema is the result of increase of the cere-
brospinal fluids (CSF) pressure which in turn

causes direct nerve injury. In a similar way, few
reports proposed a hypothesis that increase in
CSF pressure may affect spinal nerves leading
to syndromes such as chronic fatigue syndrome
and fibromyalgia [*3-161,
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A report on the electrodiagnostic studies in 17
adult female patients with fibromyalgia described
neurogenic findings in all patients, with a marked
difference in myotome abnormalities based on
the level of nerve involvement. Needle Electro-
myography at the sacral levels showed more ab-
normalities in comparison with lumbar ones. This
was attributed to the difference of hydrostatic
pressure of CSF in the spinal canal (4,

Hulens et. al. reported 30 adult patients with fi-
bromyalgia or unexplained widespread pains
that responded to spinal tapping . The defini-
tion of high pressure was CSF opening pressure
over 20 CM H20 [8. Fourteen out of the 30 pa-
tients had an opening pressure of more than 20
cm H20, with all patients including the normal
pressure group showing benefit from the spinal
tap. The authors concluded that high intracranial
pressure (ICP) is a possible cause of chronic
pains and tapping is a possible treatment. In a
different report, Hulens et. al. described the
overlap between symptoms of patients with fi-
bromyalgia and IIH, especially those without
papilledema 2,

We acknowledge that Fibromyalgia diagnostic
criteria "1 require the presence of symptoms for
3 months. Despite that our patient presented
with less than that period in his second illness, it
is probable that his initial presentation is also re-
lated to fibromyalgia. Knowing that he received
treatment for the first presentation that might
mask or alleviate the typical symptoms to fulfill
the criteria at that time.

To our knowledge, our patient is the first in pedi-
atric age group who shows increase in ICP to-
gether with fiboromyalgia-like symptoms without
the classical symptoms of IIH. This is also the
first report of such presentation recurring after a
period of initial treatment. It is not clear whether
there is an association with his kidney problem,
however the association of IIH with obesity has
been well documented.

Further research is needed to evaluate the hy-
pothesis in pediatric patients with non-specific
pains and aches. This unusual presentation may
lead to delay of diagnosis and treatment of IIH
with atypical presentation.

Conclusion

Idiopathic intracranial hypertension (lIH) has a
wide variety of symptoms. The link between IIH
and Fibromyalgia has been described in adults
with fibromyalgia-like presentation of IIH. We de-
scribe a patient in the pediatric age group. Idio-
pathic intracranial hypertension should be con-
sidered in patients with fibromyalgia like presen-
tation.
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