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Abstract
A 38-year-old female with history of nephropathy C1Q in peritoneal dialysis, who developed papilledema secondary to a pseudotumor cerebri, supported by increased 
intracranial pressure (38 cm H2O) in lumbar puncture, without evidence of lesions in the central nervous system. Who received management with intravenous steroids 
in the acute phase and oral topiramate for a long time, with good response at 6 six months’ follow-up.
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Introduction
The Pseudotumor Cerebri (PTC) was described for first time by 

Quincke under the name “Meningitis Serosa” in 1893, but it has been 
known by various names: Idiopathic Intracranial Hypertension (IIH), 
Benign intracranial Hypertension and others [1]. The variation of the 
nomenclature reflects the unclear etiology of this pathology. 

This is an idiopathic condition, characterized by signs and 
symptoms of increased intracranial pressure (ICP) above 25 cm of 
water in adults, in the absence of causes that can explain it [2,3]. The 
pathogenesis has not been fully elucidated, but is strongly associated 
with female gender, obesity, renal failure, anemia, endocrine disorders 
and some drugs like tetracycline, vitamin A and the derivatives of 
retinoids among others [3,4]. 

The diagnostic criteria have been described by Dandy in 1937 and 
modified over time, (it has been modified due to the current interest in 
diagnosing as a primary event and not as a diagnosis of exclusion), and 
the last update was performed by Friedman, et al. in 2013 [2], including 
the papilledema, normal imagining studies and high opening pressure 
in the lumbar puncture.

The C1q nephropathy is rare disorder with a prevalence of 0.2 to 
2.5% in biopsies, corresponding to a glomerular disease that courses 
in patients without evidence of systemic lupus erythematosus or 
membranoproliferative glomerulonephritis and it is characterized by 
the presence of mesangial C1q deposition leading to kidney failure and 
bad response to corticosteroid treatment [5]. 

There are some reports about the association of PTC and kidney 
disease; however, there are not reports in cases with C1q nephropathy. 
We present a case of a patient with diagnosis of renal failure secondary 
to C1q Nephropathy who developed PTC with bilateral papilledema 
that improved with Corticosteroid and Topiramate therapy with 
follow-up of 6 months. 

Case description
A 38-year-old female patient, with a history of arterial hypertension 

and renal failure secondary to C1q nephropathy, confirmed by blood 
and histopathological studies, in renal replacement therapy with 

peritoneal dialysis and treated with oral anti-hypertensive and mineral 
supplements and waiting for performing kidney transplantation. 

She came to ophthalmology department for bilateral fluctuating 
decrease vision, headache and tinnitus. On physical examination the 
best corrected visual acuity (BCVA) was 20/20 in both eyes; the Slit-
lamp examination, intraocular pressure and the pupillary reflexes 
were normal; at fundus examination in both eyes showed an optic disc 
swelling, blurring of the margins disc, with peridiscal hemorrhages 
and axoplasmic deposits, absence of excavation and spontaneous 
venous pulse (Figure 1); the macula and retinal periphery were 
normal. Imaging studies were performed, cerebral nuclear magnetic 
resonance (MRI) and venography were normal. A lumbar puncture 
(LP) was performed finding an opening pressure of 38 cm H2O with 
normal cytochemical study. The high-definition spectral domain 
optical coherence tomography (HD SD OCT) of retinal nerve fiber 
layer (RNFL) showed an increased thickness in the right and left eye 
of 273 and 313 um respectively with diffuse loss of ganglion cell in 
both eyes (Figure 2). A neurological visual field testing showed isolated 
defects without compromise of macula (Figure 3). It was concluded 
that this is an PTC secondary to C1q nephropathy, starting with 
dietary and nutritional measures, endovenous steroids for three days 
and oral topiramate (standard doses) for 6 months with good response, 
getting reduction of bilateral RNFL thickness to 192 µm and 220 µm 
respectively.

Discussion
There are several mechanisms tried to explicate the dysregulation of 

ICP in PTC, one of this mechanism is the is the increased cerebral blood 
volume and excessive cerebrum spinal fluid (CSF) production, as in 
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renal failure, that induce an unbalance of hydro electrolyte system and 
the Natriuretic peptides, leading to water retention and subsequently 
making an increase levels of ICP, which would have justified the high 
frequency in patients with nephropathy [2,5-8]. In recent years, it has 
been shown the contribution of some inflammatory factors like leptin, 
interleukins [5,9], macrophage chemotactic protein-1 (MCP-1/ CCL2) 
and plasminogen activator inhibitor-1 (PAI- 1) [3]; and these two 
factors are present in patients with nephropathy C1q, a typical immune 
complex-mediated glomerular disease characterized by the presence 
of mesangial C1q deposition with a pro inflammatory state [5]. Other 
mechanism is the obstruction of venous outflow and compromised CSF 
resorption, related with the raise of abdominal pressure make an elevation 
of the ICP explained the high prevalence in obese patients [2,4].

The papilledema is a common finding in patients with IIH [1-12], 
for this reason is imperative for an adequate approach, that doctors 
suspect in any type of intracranial lesion and request extension 
studies, although the presence of papilledema is not mandatory, and 
in his absence implies a unilateral or bilateral abducens nerve palsy for 
suspect PTC; even if these two findings are absent, other clinical and 
imaging criteria must be present [10,11].

The diagnosis of PCT requires a lumbar puncture test and the 
exclusion of any cause of intracranial hypertension using imaging 
studies [2,12]. These criteria have been described by Dandy in 1937 and 
modified over time, the last update was performed by Friedman, et al. 
(Table 1) in 2013 [2,10], due to the current interest in diagnosing as a 
primary event and not a diagnosis of exclusion [11], and not fall into the 
over diagnosis of this condition [13].

Actually, there are monitoring techniques such as OCT, been the 
thickness of the RNFL the most important parameter [12], that as in 
the case of our patient, shows a decrease with treatment at 6 months’ 
follow-up. Although other studies that can help us in monitoring as 
clinical manifestations and neurological visual field [14].

On treatment, it has been found that Acetazolamide is safe and 
effective option [2,3,10], given the first line of treatment; however, due 
to kidney damage present in our patient, it could not be administered 
at the discretion of the nephrology department, therefore a second-line 
management was initiated with intravenous steroids only in the acute 
phase in conjunction with standard dose topiramate for 6 months. 
Some studies such as Celebisoy, et al., indicate similar efficacy in the 
treatment of PTC between acetazolamide and topiramate, giving an 
additional effect in the case of topiramate with a greater weight loss 
compared to acetazolamide [15]. Showed that in the case of our patient 
improve clinically and in the thickness of RNFL of the optic nerve.

We must recognize that it is often diagnosed by Ophthalmologist 
due the findings in the optic nerve (papilledema), and although in most 
cases the visual acuity may be preserved as our case, but in chronic or 
atrophic stages could compromise irreversibly the vision, whereby is 
important to know that kidney disorders like this, correspond to risk 
factors. 

Figure 1. Optic disc swelling, look the absence of the excavation, the hemorrhages (red 
arrow) and the axoplasmic deposits (blue arrow) (a) right eye (b) left eye

Figure 3. Neurological visual field of 120 points (a) right eye (b) left eye

Figure 2. (A) OCT values in the ONH and RNFL OU analysis. (B) Section of the optic 
nerve in OCT HD 5 lines raster images on right and left eye. (C) Ganglion cell OU analysis 
images on right and left eye

Diagnostic criteria for Idiopathic Intracranial Hypertension
a. Papilledema
b. Normal neurological examination (Except cranial nerve disorders)
c. Normal neuroimaging (MRI or contrast-enhanced CT)
d. Normal CSF composition
e. High lumbar puncture opening pressure in lateral decubitus (> 25 cm H2O in adults or 
> 28 cm H2O in children)
No known secondary causes should be present, and all criteria must be present.

Table 1. Diagnostic criteria for idiopathic intracranial hypertension
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Conclusion
The combination of steroids and topiramate shown a good response 

in the treatment of PTC with 6 months’ follow-up. In the best of our 
knowledge, this is the first report in the literature of PTC secondary to 
C1q nephropathy.
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