Pseudotumor cerebri-Case report
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Abstract
An 46-year-old Caucasian woman was diagnosed with idiopathic intracranial hypertension (IIH) after presenting with
papilledema and bilateral visual blurring. Lumbar puncture revealed an opening pressure of more than 550 mmH2O.
Cerebral magnetic resonance imaging (MRI) showed bilateral flattening of the posterior sclera, enhancement of the
prelaminar optic nerve, distension of the perioptic subarachnoid space, intraocular protrusion of the prelaminar optic
nerve and empty sella. The main purpose of the treatment was to release the symptoms and preserve the vision. It was
initiated the general treatment with Mannitol 20%, 250 ml/day, Acetazolamide 2x500 mg/day and B-vitamins. After
discharge the patient followed a treatment with acetazolamide 2x250 mg/ daily doses and oral potassium supplements
30 mg bid/day.
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Introduction
Pseudotumor cerebri is a rare condition which is
characterized by an idiopathic increased intracranial
pressure (IIP) manifested with papillary edema and
other neurologic signs such as headache, visual loss,
tinnitus, diplopia .Often this syndrome appear in
young overweight women of childbearing age. The
fundoscopy reveal bilateral papilledema. Visual field
examination by perimetry and ocular coherence
tomography are important examination for the
diagnostic. Because the symptoms are similar to
cerebral mass lesion, for this reason the name of
pseudotumor cerebri was associated with “false
brain tumor”. The diagnosis is an exclusion one,
other causes of increased intracranial pressure (ICP)
have to be excluded with imaging methods (brain
MRI) and lumbar puncture . The main purposes of
treatment are releasing of the symptoms and
conservation of vision. Treatment options for this
potentially low vision disease include diet and life
style, certain medications (e.g., vitamin A
derivatives, tetracycline, and lithium) , carbonic
anhydrase inhibitor ( Acetazolamide or Diamox) (1),
steroids (2), Furosemide (3). In case of medical
treatment failure, surgical treatment is indicated.
Cerebrospinal fluid shunting
(CSF) (e.g.,
ventriculo-peritoneal
and
lumbar-peritoneal
shunting) (4-8) and optic nerve sheath fenestration
(ONSF)( 9-16), and management of transverse sinus
stenosis are indicated (17).

Case report
We present the case of a 46 year old female patient,
known with ovarian cyst, asthma, who was admitted
in our department accusing ocular discomfort in both
eyes felt as retro bulbar pressure. The patient
reported no allergies and no fever in the past days.
The onset of these symptoms started 2 months
before the presentation in our department. The
family history was not relevant. She had no chronic
treatment. The general clinical exam was normal.
The body mass index was normal. She did not have
any history of recent ear infection, treatment for
acne vulgaris, vitamin A supplementation, lead
exposure, seizure disorder, oral contraceptives,
steroid intake or withdrawal. There was no history of
tick bites, target rash or joint pains. Her medical,
surgical and family history was all unremarkable.
The ocular examination at the presentation in our
department revealed a best corrected visual acuity of
1 without correction in both eyes. The refraction
showed at right eye: +0,75D sph-0.25 D cyl ax 150°
and at left eye: +0.75 D sph , 0.25 D cyl, ax 10°. The
intraocular pressure was 17 mmHg measured by
aplanotonometry in both eyes. The light perception
and projection was present at both eyes. The
papillary light reflex was present in both eyes. The
ocular motility was normal. Slit lamp examination
revealed a normal examination in both eyes.
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Other examinations:
The standard blood tests where within normal
parameters: RBC= 4,60 x 1012/L, hemoglobin = 13,6
g/dL, WBC= 5,18x109/l, creatinine = 0,68 mg/dL,
blood glucose =104 mg/dL, CRP= 0,27 mg/dL,
BUN=30 mg/dL, fibrinogen= 316 mg/dL, platelets=
245x10 9/l, erythrocyte sedimentation rate =3 mm/h.
Antibodies IgG anti-Borrelia and IgM anti-Borrelia,
anti-RNP, anti-SSA, anti-cardiolipin, p-ANCA, cANCA, antiSCL70, anti-mitocondrial, ANA and the
circulating immune complexes were normal. The
serum vitamin B12 was 251 pg/ml and folic acid
15,17 ng/ml. Thyroid tests were normal. No
inflammatory markers were positive.
The neurologic examination concluded a conscious
patient, temporal and spatial oriented, symmetrical
and reactive pupils, normal eye movements, no
meningeal signs, with no cranial nerve deficits, no
motor deficit, normal tendon reflexes, slightly brisk
in the lower limbs, no Babinski’s sign present, no
ataxia, no sensitivity disorders, no sphincter
disorders. The recommended treatment was
Mannitol 20% 100 ml/day iv, neurotrophics and B1
(100 mg/day), B2 (10 mg/2 ml/ day) and B6 (50
mg/2ml/day) vitamins.
The cerebral magnetic resonance imaging (MRI)
examinations revealed signs of idiopathic
intracranial hypertension and few small focal lesions
suggestive for demyelinating disease.(Fig.4).

The ophthalmoscopy of both eyes showed at both
eyes papilledema, the optic nerve head without
edges, prominent, dilated retinal veins and a
chrysanthemum flower appearance in the right eye
(RE).(Fig.1).

Fig.1. Ophthalmoscopy aspect seen at retinophotograpy
at RE and LE

The visual field examination discovered enlarged
blind spot both eyes with some paracentral scotoma
in both eyes.(Fig 2 ).

Fig.2. Visual field aspect in both eyes
The optical coherence tomography (OCT) of the
optic nerve revealed a swollen optic nerve in both
eyes but no retinal nerve damage. (Fig.3 ).
a)
b)
Fig.4. (a) - Brain MRI aspect T1W + contrast axial
images at the level of the optic nerve(ON) reveal
bilateral tortuous ON with prominent cerebrospinal
fluid spaces around the ON.
(b) - T2-W1sequence reveal- flattening of the
posterior sclera, bilateral hyperintensity and swelling
of the optic nerve.
Lumbar puncture was done and the opening pressure
was 550mmH2O. Examination of cerebrospinal fluid
(CSF) composition revealed normal cell count and
differential glucose and protein.
Fig. 3. OCT aspect at both eyes
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Discussion
Idiopathic increased intracranial pressure (IICP),
called also benign intracranial hypertension is a
demanding disorder which is leading to increased
intracranial pressure (ICP), in the absence of
identifiable cause (18,19). The incidence of the
condition is estimated to be 20 per 100,000 (20) and
it is expected to increase rapidly. There are studies
which showed that obesity is the main underlying
etiological factor, knowing that obesity can affect
children and males to a similar degree as females
(21-23). What is interesting that our patient was not
obese not fulfilling the profile for IIP.
At presentation, the most common symptom is
headache (24,25) which is pulsatile in over 80% of
patients (26) and 70% of patients report a focal
component of the headache (e.g. occipital or retroorbital pain)(26).After the decrease of intracranial
pressure (ICP) the headache can be improved
.Sometimes when patients have coexisting headache
disorders (18) it may not respond well to treatment
that decrease ICP and require conventional agents
(pain relievers drugs) to control the symptom (19).
In our case the headache was not so severe, had
retro-orbital location but it was associated with
papilledema.
Visual symptoms are common in IICP and are
linked with papilledema. The common sign is
represented by bilateral papilledema, sometimes
symmetric sometimes asymmetric. Papilledema is
present in 97% of IICP cases and is the hallmark
features of the illness (27). In the absence of
papilledema, abducens nerve palsy is a major criteria
for the positive diagnosis of IICP (28). In our case,
the abduces paralysis was absent.
The patients complain about transient visual loss
precipitated by postural changes and Valsalva
procedure –like maneuvers with duration of few
seconds. The visual disturbances were present as
progressive and early changes of visual field,
enlargement of blind spot and a nasal step defect in
visual field examination. In the late stages, if the
papilledema persists, nasal defects, arcuate defects
and severe visual field constriction can appear (29).
Visual acuity is not decreased if visual field
examination does not reveal any disturbances. That
is why the examination of visual field by static
perimetry is essential to establish management
decision.
Abducens nerve palsy may be another sign in IIP
and is due to the increased ICP on this nerve, which

The positive diagnose for both eyes was: papillar
oedema, mild hyperopia, idiopathic increased
intracranial pressure, folic acid deficiency.
The differential diagnosis for a bilateral papillary
edema included structural cerebral lesions such as
cerebral tumors (benign or malignant), vascular
lesions, inflammation / infections (cerebral abscess),
all which were ruled out by the neurologic
examination and by the cerebral MRI examination.
Because all the inflammatory tests were negative an
autoimmune was excluded.
Chronic intracranial hypertension can be caused by
many conditions including certain drugs such as
tetracycline, a blood clot in the brain, excessive
intake of vitamin A, or brain tumor. It can also occur
without a detectable cause excluded by medical
history of the patient.
Treatment
The main purpose of the treatment was to release the
symptoms and preserve the vision.During the
hospitalization, because of the mild visual field loss
it was initiated the general treatment with Mannitol
20% 250 ml/day,Acetazolamide 2x500 mg/day, B1
(100 mg/day), B2 (10 mg/2 ml/ day) and B6 (50
mg/2ml/day) vitamins.
The evolution was stable during the admission.
Recommendations at hospital discharged were to
avoid the physical effort and indicated the treatment
with Acetazolamide 2x250 mg/ daily doses and oral
potassium supplements 30 mg bid/day.
The follow-up examination at one and 6 months
after discharge showed a maximum visual acuity
without
correction
at
both
eyes.
The
ophthalmoscopy exam revealed bilateral mild
papillar oedema. The visual field examination
revealed mild modifications (enlarged blind spot and
few paracentral small scotomas) (Fig.5).

Fig.5. - Visual aspect at both eyes -6 months followup. Enlarged blind spot and few paracentral small
scotomas.
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The optic nerve sheath fenestration is reserved for
cases with vision loss secondary to papilledema and
mild symptoms of ICP. The cerebrospinal fluid
shunting is preferable in patients with visual loss due
to papilledema and increased symptoms of ICP (29).

has the longest intracranial pathway (25). Abducens
nerve palsy was not present in our case.
Some authors revealed the possible correlation
between IICP and iron-deficiency anemia (30). In
our case, the patient did not present this type of
anemia.
MRI has been of particular interest linked with the
ability to provide the visualization of eyeball, optic
nerve, orbit and optic tract.(31). Increased ICP may
lead to several abnormalities on MRI, including:
flattening of the posterior sclera, enhancement of the
prelaminar optic nerve ; distension of the perioptic
subarachnoid space, intraocular protrusion of the
prelaminar optic nerve and empty sella (31).
Without any treatment, papilledema can cause
progressive irreversible visual loss and optic
atrophy. The principle objectives of treatment are
reduction of symptoms, including headache, and
preservation of vision. All overweight patients
should be encouraged to enter a weight-management
program with a goal of 5% to 10% weight loss,
along with a low-salt diet. In our case the patient
was not obese which represent a particularity of the
case. We initiated a medical treatment with
Acetazolamide in order to reduce the papilledema.
When symptoms and visual loss are mild a lot of
medical and surgical treatments are recommended.
In cases of mild visual field loss, as it was in our
case, the treatment with Acetazolamide has to be
initiated. Acetazolamide, a carbonic anhydrase
inhibitor, decrease the cerebrospinal fluid production
and decrease the ICP (32). Steroids were commonly
used in the past for treating IIP but because of
several side effects such as weight gain, rebound
intracranial pressure after withdrawal, increase of
glycemia, osteoporosis, psychosis ,peptic ulcer
disease, hypertension, renal failure should not be
used routinely (33,34).
Lumbar puncture improves the symptoms of IIP in
most cases for a short period (35, 36). In our case the
patient felt better after the procedure although the
headache was not typically for IIP from the very
beginning.
When visual loss is more severe or rapidly
progressive, surgical interventions, such as optic
nerve sheath fenestration or cerebrospinal fluid
shunting, may be required to prevent further
irreversible
visual
loss.
Various
other
ophthalmologic pathologies have to be considered
for young patients, as causes of visual function
deterioration. The choice of intervention depends on
the severity of symptoms and visual loss (37, 38).

Conclusion. Our case showed an uncommon
presentation of IIP with a headache localized retrobulbar, with bilateral papilledema (more severe at
RE) and absence of obesity, iron-deficiency anemia
and abducens nerve paralysis.
Informed consent. An informed consent was
obtained from the patient included in this article
Conflict of interest. Authors declare no conflict of
interest.
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