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Importance of diagnosis and treatment of chronic
idiopathic intracranial hypertension and its ocular
repercussions: a case report
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ABSTRACT

Idiopathic intracranial hypertension is a rare condition that primarily affects obese women of
childbearing age. If not treated promptly, it can result in serious eye manifestations, such as visual loss.
This is a case report of chronic IIH with no papillary edema as seen in acute cases. The clinical picture
was elucidated in association with the Neurology Department through an effective investigation that
included neuroimaging, cerebrospinal fluid analysis, and a thorough ophthalmological examination. In
the absence of other factors that increase intracranial pressure, a favorable outcome was obtained. Thus,
a careful analysis of suspected cases of this disease is essential to avoid irreversible complications.

PALAVRAS-CHAVE:

Hipertensao Intracraniana ldiopatica;
Neurologia; Oftalmologia; Perda de
Peso; Derivacao Ventriculoperitoneal.

RESUMO

A hipertensao intracraniana idiopatica é uma afeccdo rara, que acomete principalmente mulheres,
em idade fértil e obesas. Se néao for solucionada rapidamente, pode resultar em graves manifestacoes
oftalmoloégicas, como perda visual. Relatamos um caso de hipertensao intracraniana idiopatica cronica,
com auséncia de edema de papila tipico dos quadros agudos. O quadro foi elucidado, associado ao
setor de neurologia, a partir de uma investigacdo efetiva por meio de neuroimagem, liquor, exame
oftalmolégico completo e auséncia de outras etiologias que elevem a pressao intracraniana, resultando
em um desfecho favoravel. Assim, é imprescindivel a andlise cautelosa de casos suspeitos dessa doenca
para evitar complicagoes irreversiveis.

INTRODUCTION consciousness'. It is a rare condition, with an annual

Idiopathic intracranial hypertension (IIH), also
known as pseudotumor cerebri, is a disease characte-
rized by elevated intracranial pressure in the absence
of expansive lesions or secondary causes of intra-
cranial hypertension in a patient with normal ce-
rebrospinal fluid (CSF) levels and no altered level of

incidence of 1-3 cases per 100,000 people, primarily
affecting obese females of childbearing age“°).

The pathophysiological mechanism remains unclear,
but some theories are accepted, such as genetics, me-
tabolic causes, excessive CSF production, reduced CSF
absorption, and increased cerebral venous pressure®’.
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Headache is the earliest and most common symptom
of this disease, which usually lacks specific charac-
teristics such as intensity, location, type, frequency,
and exacerbation factors*®. The clinical picture also
includes transient visual dimming, papilledema, pho-
topsia, decreased visual acuity, photophobia, nausea,
and vomiting!®. Progressive peripheral field loss is
frequent in ITH, but it is rarely reported by patients
themselves?.

Although the neurological manifestations of ITH
are generally mild, the disease can cause several se-
rious ophthalmological manifestations, including
marked visual loss in up to 25.8% of patients. Thus,
careful examination of suspicious cases is necessary
for early diagnosis, follow-up, and treatment of this
disease®”.

This article describes a case of chronic idiopathic
intracranial hypertension without papilledema and
emphasizes the importance of conducting a com-
prehensive neuro-ophthalmological investigation when
a case of chronic ITH is suspected in order to avoid
irreversible visual complications.

CASE REPORT

A 53-year-old white female patient, a secreta-
ry, presented to an ophthalmological consultation
complaining of progressive visual impairment for 6
months. Her personal and ophthalmological history
included systemic arterial hypertension, non-insulin-
dependent type II diabetes mellitus, and grade II obe-
sity (body mass index, 36.4 kg/m?). She had a history

of trigeminal neuralgia and parasellar micromenin-
gioma, both of which were followed up by a neurolo-
gist and remained stable for several years.

The ophthalmological examination revealed a
corrected visual acuity (VAc) of 20/60 in both eyes
(OU); refraction of -2.25/-2.25/45° in the right eye
(OD) and -0.75/-1.00/50° in the left eye (OS); intra-
ocular pressure (IOP) of 15 mmHg in the OD and
17 mmHg in the OS; and biomicroscopy without
changes in OU. Fundoscopy revealed a cup-to-disc
ratio of 0.2 in OU and pale, defined borders; 360°
rims with physiological excavation (Figure 1); and
direct pupillary reflexes of 3+ and 4+ and consensual
pupillary reflexes of 2+ and 4+, respectively, in the
OD and OS, along with a relative afferent pupillary
defect in the OD. On the same day, a 302 visual
field (VF) test was performed, with low reliability
and absolute scotoma in OU. Thus, a 102 VF test,
retinography, contrast magnetic resonance imaging
(MRI) of the skull and orbits, and a neurological
assessment were requested.

The patient returned after 7 months, reporting
low visual acuity with gradual worsening in the OD
(first noticed 1 week before) and sporadic, moderate-
intensity headaches for 3 months.

She brought the results of a 102 VF test perfor-
med 7 months ago with good reliability, the presence
of complete inferior and incomplete superior arcuate
scotoma in OU, a mean deviation (MD) of -23.00 de-
cibels (dB) in the OD and -21.00 dB in the OS, and
retinography confirming the fundoscopy visualiza-
tion. Skull MRI performed 4 months earlier revealed

Figure 1. Retinography of both eyes reveals average-sized discs; pale, defined borders; and 3602 rims with

physiological excavation.
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a parasellar micromeningioma, flattening of the pos-
terior sclera in OU (Figure 2), a tense oval image with
hyperuptake in the cerebellum, and a small image

Figure 2. Magnetic resonance imaging of the skull reveals a parasellar
micromeningioma and posterior scleral flattening in both eyes.
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consistent with lacunar infarction. The patient also
provided a letter from a neurologist stating that there
was no relationship between the brain tumor and the
optic pathways.

A new ophthalmological examination revealed a
worsening of the VAc to 20/80 in the OD and 20/50
in the OS as well as an IOP of 12 mmHg in the OD
and 14 mmHg in the OS. Therefore, a CSF analysis
with initial and final manometry was requested, and
the patient was asked to bring the results of her pre-
vious tests for evaluation.

She returned after 2 months with a CSF exami-
nation revealing normal constituents, an initial pres-
sure of 41 cmH, O, and a final pressure of 33 cmH,O.
In addition, she brought the report of a CSF analy-
sis performed 5 years ago with a manometry finding
of 40 cmH, O. When asked about the follow-up, she
said that acetazolamide was started, but she stopped
taking it because she was asymptomatic. Thus, the
diagnosis of chronic ITH was confirmed. Acetazolami-
de 250 mg every 6 hours and vitamin K 600 mg/day
were then prescribed, and the importance of weight
loss and neurological follow-up was reinforced.

After 9 months, the patient returned with no
weight loss and visual deterioration, reporting a VAc
of 20/100 in the OD and 20/60 in the OS. A 102 VF
test revealed deterioration in OU, with a MD of -26.00
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Figure 3. 102 visual field test after oral medication, with the right eye exhibiting a mean deviation of —26.00 dB
and the left eye exhibiting a mean deviation of —24.52 dB.
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dB in the OD and -24.52 dB in the OS (Figure 3).
Because of the worsening of VF and VAc, the case
was discussed with the Neurology Department, and
ventriculoperitoneal shunt was chosen as treatment.
One month after the procedure, the patient’s symp-
toms and visual acuity improved, with a VAc of 20/40
in the OD and 20/30 in the OS, 102 VF with a MD
of -24.81 dB in the OD and -21.78 dB in the OS
(Figure 4), improvement in the headache, and an ini-
tial CSF pressure of 20 cmH, O, with periodic follow-up
at the Ophthalmology Department in collaboration
with the Neurology Department.

DISCUSSION

Because ITH is diagnosed by exclusion, it is based
on a range of tests. MRI is required to rule out tumor
growth and structural changes that compromise CSF
drainage. It also aids in the diagnosis by detecting,
for example, flattening of the posterior sclera, empty
sella turcica, or enlargement of the perioptic subara-
chnoid space, which occur in 80%, 70%, and 45% of
patients, respectively. A CSF sample is essential for
both headache relief and laboratory analysis. When
collecting CSE normal constituents and an ope-
ning pressure of >25 cmH O should be observed in
adults. Other essential tests are fundoscopy and VE
which are indispensable to assess visual impairment.
In patients with ITH, symptoms such as headaches,
nausea, and vomiting are common. To confirm the
diagnosis, the absence of other causes of increased
intracranial pressure is also necessary>>*.

Patients with ITH have a doubled risk of cardio-
vascular diseases, regardless of obesity®. The purpose
of ITH treatment is to decrease intracranial pressure,
but not understanding the etiopathogenic mecha-
nism prevents specific treatment. The classic close
relationship between this disease and obesity is well
known, especially in young women who have recen-
tly gained weight, but it can also occur in men, chil-
dren, non-obese adults, and the elderly'¢. The patient
in this report was 53 years old, menopausal, and on
hormone replacement therapy. Thus, a weight loss
program involving diet, exercise, and behavioral in-
tervention is required and should be encouraged in
such patients in addition to drug treatment to reduce
CSF production!®'!,

Acetazolamide, a carbonic anhydrase inhibitor, is
considered the first line of treatment for ITH. It plays
an important role in decreasing the production of
CSF in the choroid plexus, thereby reducing intracra-
nial pressure!'’. In patients refractory to clinical tre-
atment, surgery, such as ventriculoperitoneal shunts,
optic nerve fenestration, and stent placement, beco-
mes indispensable®.

The diagnosis of ITH in this case was made based
on the clinical presentation and case progression as
well as on laboratory and imaging tests. The patient
was female and obese, had a headache, was conscious
and aware, and campimetry revealed visual altera-
tions. Skull MRI revealed flattening of the posterior
sclera in the OU and the absence of deformity, dis-
placement, ventricular system obstruction, or expan-
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Figure 4. 102 visual field test 1 month after ventriculoperitoneal shunting, with the right eye exhibiting a mean
deviation of —24.81 dB and the left eye exhibiting a mean deviation of —21.78 dB.
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sive masses. The parasellar micromeningioma and
lacunar infarcts evidenced on MRI because of their
locations and small sizes do not cause obstruction
and chronic intracranial hypertension or campime-
try changes. The CSF contained normal constituents
and had an initial pressure of 41 cmH,O. Because
no other cause of increased intracranial pressure was
identified and because it was a diagnosis by exclu-
sion, the case was elucidated. In addition, even with
the implementation of drug treatment, failure to
follow the advice on weight loss resulted in a worse-
ning of the condition, requiring ventriculoperitoneal
shunting. After the procedure, the patient’s vision
and headache improved, confirming the diagnosis.

Understanding the ophthalmologic and systemic
clinical picture is critical for the investigation, follow-up,
and early treatment of ITH, leading to an excellent
outcome?. Based on the above findings, a thorough
investigation of suspected cases of chronic IIH is im-
portant, especially in the absence of papillary edema
seen in acute cases. Clinical treatment should focus
on preventing or stabilizing visual loss, and the active
involvement of both an ophthalmologist and a neuro-
logist in the diagnosis, monitoring, and treatment of
this disorder is critical.
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