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Sir,
We read with interest the article titled, “  Long‑term response 
of cerebrospinal fluid pressure in patients with idiopathic 
intracranial hypertension: A prospective observational study” 
by Gafoor et al.[1] We appreciate the authors effort and their 
research. We would like to highlight few points regarding (i) the 
interaction between intraocular pressure (IOP) and intracranial 
pressure (ICP) in idiopathic intracranial hypertension (IIH), 
(ii) the presence or absence of papilledema in IIH, and (iii) the 
importance of visual function assessment in IIH.

In Gafoor et al.’s[1] case series, a subset of four IIH patients 
did not have papilledema at onset. All the patients in this study 
received acetazolamide and frusemide. Our assumption is that 
probably they developed papilledema during the course of 
disease. This is an important observation from neuro‑ophthalmic 
perspective. This subset of patients  (absent papilledema at 
onset of IIH) might have had elevated IOP due to preexisting, 
undetected glaucoma. Due to diurnal variation of IOP, a single 
reading might miss raised IOP. Acetazolamide‑induced IOP 
reduction would have changed ICP/IOP pressure gradient, 
resulting in the development of papilledema. IOP may be 
an important factor in optic disc swelling.[2] Lowering IOP 
may “unmask” disc swelling from elevated ICP, altering the 
translaminar pressure gradient. Vomiting is a common feature 
of elevated ICP. Vomiting‑induced Valsalva maneuver (VM) 

may cause elevated IOP even in normal individuals.[3] Hence, 
VM‑induced IOP elevation would have contributed to masking 
of papilledema in this subset of IIH patients.

Usual practice in perimetry is to perform standard automated 
perimetry 30‑2  (SAP) to document visual loss in IIH. This 
perimetry measures visual field loss within central 30°. Kinetic 
perimetry is ideal for documenting visual field loss beyond 
central 30°. SAP is suitable for diagnosing glaucoma. In IIH, 
loss of visual function is the early serious complication. Visual 
acuity, peripheral, and central fields should all be sequentially 
recorded.[4] The visual loss is usually insidious and often 
asymptomatic for long periods of time, and visual disaster 
can only be anticipated by monitoring the visual fields and 
acuity. To conclude, IOP should be periodically evaluated in 
IIH patients, who present with asymmetrical papilledema or 
if papilledema develops following acetazolamide therapy.
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Polymyositis with too Many Associations: A Paraneoplastic 
Syndrome

Sir,
Polymyositis is characterized by symmetrical proximal 
weakness. Asymmetry and associated neuropathy are rare. 
It may be associated with interstitial lung disease (ILD), and 
a paraneoplastic association is known as well. The disease 
is usually amenable to treatment with corticosteroids and 
immunosuppression. Some patients may have refractory 
disease and may develop complications of the disease and 
treatment and may be challenging to manage.

Here, we present a patient who presented with asymmetric 
weakness, coexistent demyelinating neuropathy, muscle 
biopsy‑proven polymyositis, and a fulminant refractory course. 
These features may be diagnostic cues to a paraneoplastic 
etiology. Paraneoplastic association of polymyositis is less 
common than dermatomyositis and association of anti Ma‑2 
with polymyositis has not been reported so far.

A 55–year‑old man presented with 1 year history of cough 
and scanty mucoid expectoration. He also had New York 
heart association Class  II exercise intolerance, without 
fever or constitutional symptoms. Investigations revealed 
ILD on high‑resolution computed tomography  (CT) chest. 
Echocardiography revealed normal biventricular function 
and no pulmonary hypertension. Transbronchial lung biopsy 
revealed chronic inflammatory infiltrate.

Around 10 months after the onset of pulmonary symptoms, he 
developed subacute onset progressive pure motor weakness 
of both lower limbs proximal more than distal, followed 
by proximal right upper limb weakness without wasting or 
fasciculations. After 1 month, he developed weakness of the 
left upper limb. One month later, he developed swallowing 

difficulty, neck drop and facial weakness without extraocular 
muscle weakness.

Since he had pure motor weakness, clinical differential 
diagnoses considered were anterior horn cell disorders, 
myasthenia gravis, inflammatory myopathy, and chronic 
inflammatory demyelinating neuropathy. He was evaluated 
at a private hospital and was treated with intravenous 
immunoglobulin (IVIg) 150 g over 5 days with a provisional 
diagnosis of myasthenia gravis before he presented to our 
center. Creatine phosphokinase was 10,328 U/L and nerve 
conduction study revealed asymmetrically prolonged distal 
latency, reduced conduction velocity and compound muscle 
action potential amplitude without conduction block. Sensory 
nerve conductions revealed absent sural sensory nerve 
action potential on the left side. Electromyography revealed 
spontaneous activity in the form of positive sharp waves 
and fibrillations. The motor unit action potentials were of 
low amplitude with polyphasia. Interference pattern was 
complete with early and full recruitment. These features 
were suggestive of an inflammatory myopathy. A diagnosis 
of polymyositis was made; muscle biopsy was done and 
was treated with IV methylprednisolone, 1 g/day for 5 days. 
On the 10th day after admission, he was intubated in view 
of poor respiratory effort. The muscle biopsy showed 
loss of fascicular architecture, variation in fiber size with 
atrophic fibers, and degenerating and regenerating fibers 
with adipose tissue infiltration within the perimysium. 
There was myonecrosis and myophagocytosis with major 
histocompatibility complex (MHC) II upregulation seen on 
immunohistochemistry. These features were suggestive of 
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