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A case of progressive 
quadriparesis



Case History:

• 49 year old male K/C/O T2DM for 10 years, stable CKD for 1 year 

presented with chief c/o:

Tingling and burning in bilateral lower limb for 15 days.  

Weakness of bilateral lower limb for 5 days.







SUMMARY

• 49 year old male well controlled T2DM,stable CKD controlled on 
drugs, presented with sensory motor quadriparesis without bladder 
bowel cranial nerve involvement with background  of acute 
worsening of CKD,respiratory function and developing acute coronary 
syndrome.



DIFFERENTIAL DIAGNOSIS:

• DRUG INDUCED PERIPHERAL NEUROPATHY.

• DIABETIC SENSORY MOTOR POLYNEUROPATHY.

• CIDP

• VASCULITIC NEUROPATHY.









FINAL DIAGNOSIS

SERONEGATIVE VASCULITIC NEUROPATHY



• As the patient was not responding to immunotherapy given.He was 
having multiple system involvement in a short span with very low 
general condition. It was thought to be a part of systemic 
vasculitis.(10% patient may be ANCA negative)

• Cyclophosphamide therapy was advised.

• Risk vs Benefits were explained.

• Cyclophosphamide in modified dose for 7 cycle was given at a 
monthly interval. 

• Presently he is on rituximab therapy.



Present status:



Vasculitis neuropathy:
• Vasculitis affects the epineurial and endoneurial vessels 

supplying peripheral nerves, inflammation and subsequent 
critical ischemia result in nerve damage .

• Vasculitic neuropathy is usually only one feature of a 
systemic vasculitis that can involve the skin, lungs, kidneys, 
and other organs.



• Vasculitic neuropathy typically presents acutely as a focal, 
painful neuropathy that progresses over weeks to involve 
other regions of the body with objective sensory or 
sensorimotor deficits on serial examinations.

• Three primary patterns of vasculitic neuropathy are present, 
which include multiple mononeuropathy (also called 
mononeuritis multiplex), distal sensorimotor 
polyneuropathy, and plexopathy.



UNUSUAL CASE OF COMPLICATED     
HEREDITARY SPASTIC PARAPLEGIA



HISTORY:

33 year old male , farmer, born out of non-consanguineous marriage , 
presented with :

-Stiffness in lower limbs since  4 years 

-Multiple episodes of seizures  since 4 years 

No history of tingling numbness in extremities

No history of DOV/hearing loss

No history of bladder /bowel involvement    

No history of toxin exposure / high risk sexual behavior 



• No Family history

• Normal birth history

• Significant delay in milestones

• Received levodopa for 2 months 



Examination :

• Blood pressure – normal

• MMSE – 21/30 ( moderate cognitive impairment )

• Bilateral lower limb grade-3 spasticity (modified ashworth scale )

• Bilateral lower limb power grade 4 +/5 

• DTR:  UL ++, LL +++

• Plantar- ↑/ ↑

• Gait – spastic 

• Sensory exam - N



Differential diagnosis :

-Complicated HSP

-Adrenomyeloneuropathy

-HIV myelopathy



Investigations :

• MCV, serum-B12  – normal 

• HIV- negative

• EEG - normal



Axial diffusion and 
ADC :



Axial FLAIR 
and T2 :

MRI 
Whole 
spine 
screening 



CSF examination :

• CSF: P– 38 mg/dl , G -10 mg/dl (corresponding BSL-128) , 2 cells 



• Progressive myelopathy                    

4 years 

• Seizures

• Developmental delay, scholastic backwardness 

• Normal Brain and Spine MRI

Low CSF sugar

? Non- infectious causes of low CSF sugar



Diagnosis ????



GLUT-1 deficiency syndrome with AD inheritance pattern



Family members could not be screened because of financial 
constraints 

Currently being treated with ketogenic diet and levetiracetam



Discussion :

• Impaired glucose transport through blood brain barrier.

• Inherited in an autosomal dominant trait, which results from 
mutations of SLC2A1 gene encoding GLUT1



• Clinical spectrum has broadened to include non-classic phenotypes, 
such as paroxysmal exercise-induced dyskinesia and epilepsy, 
paroxysmal choreoathetosis with spasticity, atypical childhood 
absence epilepsy, and myoclonic astatic epilepsy. 



• Laboratory hallmark for GLUT1-DS is low glucose of the CSF 
(hypoglycorrhachia) with normoglycemic .

• Less reliable biomarker is the glucose ratio of CSF to blood below 0.45

• NGS is definitive.

• Ketogenic diet  is the gold standard treatment for GLUT1-DS



Infectious Etiologies commonly 
associated with hypoglycorrhychia :

Infectious Etiologies uncommonly 
associated with hypoglycorrhychia :

• Bacterial meningitis (including atypical 
bacteria like nocardia and brucella)

• Fungal meningitis
• Mycobacterial (tuberculous 

meningitis)
• Amebic meningoencephalitis
• CMV-associated progressive 

polyradiculopathy or 
meningoencephalitis

• Syphilitic meningitis
• Lyme meningitis
• Viral meningitis
• Neurocysticercosis
• CNS toxoplasmosis



Non-infectious causes :

• Carcinomatous meningitis
• Leukemia/lymphoma with CNS 

involvement
• Subarachnoid hemorrhage

• Cholesterol-induced leptomeningitis
secondary to Currarino syndrome

• Neurosarcoidosis
• Rheumatoid meningitis
• Systemic lupus erythematosus with 

CNS involvement
• Neuro-Behcet’s Disease
• Dermoid cyst
• Granulomatous angiitis of the central 

nervous system
• Malignant atrophic papulosis
• GLUT 1-deficiency syndrome



References :
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UNUSUAL COMPLICATION OF POISONOUS 
SNAKE BITE 



• 17 /F  was bitten by a snake following which she developed 

• Breathlessness 

• Chest pain

• Difficulty in swallowing 

• Drooping of both eyelids 



• She was admitted to a private hospital 

• Was intubated and was on ventilatory support for 6 days 

• NO documented hypotension/ hypertension 

• NO history of swelling/ bleeding at site of snake bite 

• 40 vials of polyvalent antisnake venom was administered 



• She was extubated on 7th day after which she developed diminution 

vision in both eyes which improved over 2 days 

• involuntary movements of all four limbs and tongue on 9th day  

• Referred to our hospital for further management



• ON EXAMINATION 

• P-80bpm 

• BP 110/70 mmhg

• She was conscious oriented and obeying commands 

• Heart sounds were normal 

• She had generalised chorea in all four limbs and tongue tremors .





• Fundus examination was normal.

• Visual acuity was normal in both eyes. 

• Pupils were bilaterally equal reactive to light .

• Slit lamp examination did not reveal any Kayser Fleischer rings. 

• Other neurological examination was normal. 



• GENERALISED CHOREA WITH TONGUE TREMORS 

• ?DRUG INDUCED 

• ?IMMUNE MEDIATED (? AUTOIMMUNE ENCEPHALITIS )

• ? SYDENHAM’S CHOREA 

• ?? RELATED TO SNAKE BITE 



• ON INVESTIGATION 

• Routine investigations - complete blood count ( Hb - 12.7), 

electrolytes, liver function test, coagulation profile, renal function 

tests, blood sugar levels ,ASO Titre, CRP and 24 hrs urinary copper, 

thyroid profile,  were normal. ANA was negative . 

• 2DECHO was normal 

• CSF was normal.



MRI DONE AT OUTSIDE HOSPITAL 



MRI brain revealed bilateral T2 hyperintensities in both lentiform nuclei and 
caudate, bilateral parieto-occipital region involving both grey and white matter 
with diffusion restriction .MRI of spinal cord was normal.

FLAIR T2
T1 CONTAST



DIFF ADC T1



DIAGNOSIS ??



?   POSTERIOR REVERSIBLE ENCEPHALOPATHY SYNDROME following 

ASV / snake bite  

?    ADEM - (acute disseminated encephalomyelitis) following snake 

bite / ASV administration 



She was treated with intravenous methyl prednisolone 30mg/kg for 5 

days along with tetrabenzine.

Chorea and tongue tremors gradually improved . 





MRI AT FOLLOW UP 



DISCUSSION 

This case is unique as PRES in patients after snake bite is rare . Only few 

such cases have been reported.

Presentation of PRES as a movement disorder post snake bite has not 

yet been reported. 





The proposed mechanisms for PRES are 1)systemic inflammatory 

response leading to hypoperfusion 2) hypertension leading to cerebral 

autoregulatory vasoconstriction , ischemia and subsequent brain 

edema (vasogenic/ cytotoxic ) 

Moderate to severe hypertension is encountered in 70%patients  with 

PRES . Nevertheless, a significant number of PRES patients present 

without hypertension including this case.



A case of obstructive 
hydrocephalus 



Case history :
32 year old female , no previous comorbidities , presented with :

- Holocranial headache ( lasting throughout the day ) since 2 months

- Transient visual obscurations ,multiple episodes since 2 months

- Imbalance while walking since 2 months

No history of diplopia/ facial asymmetry/dysphagia

No history of incordination / tremors 

No history of loss of consciousness /convulsions / vomiting 

No history of fever /weight loss /drug intake 



Examination findings :

• Normal BMI 

• Visual acuity – Normal

• Normal pupils

• Bilateral papilledema

• Perimetry -constriction of bilateral visual fields 

• Ataxic while walking 

• No finger nose ataxia



Differential diagnosis :

Gait ataxia with evidence of raised ICT :

-Hydrocephalus 

-Space occupying lesion 



Axial FLAIR 

Axial T2



Post contrast axial -T1 :



Investigations :

• ESR- 45

• HIV - Negative

• ANA-IFA – negative 

• CSF –R/M :  proteins – 50 mg / dl , glucose – 78 ( corresponding 112 ), 
no cells 

CB-NAAT – negative 

bacterial and fungal cultures – negative 

- Chest x ray PA view , HRCT thorax –normal , Mantoux test – negative 



? Etiology of hydrocephalus

AQP4 antibodies – positive 

FLAIR hyperintensities in periaqueductal region



Diagnosis :

• NMO with hydrocephalus 



Treatment during first visit :

• IV-MPS for 5 days followed by Azathioprine and oral steroids 

• VP shunting for hydrocephalus 

• Gait imbalance and headache improved



Post VP shunting :

Axial post contrast 
T1 Axial T1 :



8 months later…

• Acute DOV both eyes 

• RE– Only PL+, Grade-3 RAPD

• LE -3 ft FC, Grade-2 RAPD

• VEP B/L prolonged P100 (R> L)

• IV-MPS for 5 days →No improvement → plasmapheresis and 

rituximab 

• Significant improvement in vision and no relapse since 1 year 



NMO and hydrocephalus :

• Cerebral aqueduct, an anatomic bottleneck of the ventricular system, 
is lined by ependymal cells that express AQP4

• Inflammatory sequelae of IgG binding to AQP4 in this region causes 
scarring, occlusion, stenosis, or reduced compliance of the 
aqueductal channel leading to obstruction [1]

• NMO, altered cerebrospinal fluid resorption could lead to acute 
hydrocephalus by a non-obstructive mechanism[2]



Take home message :

• NMO can present as hydrocephalus secondary to periventricular 
inflammation and ventricular scarring 
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Unusual case of headache   



50-year,male 

Presented with :-

Right hemi-cranial headache 

Right ear tinnitus 15 days 

Double vision on right horizontal gaze 



Transient visual obscurations +

No History : –

Decrease vision, seizure, LOC, fever, 

altered sensorium, ear discharge or pain,

weakness or sensory loss.



Examination

Vitals - Normal 

Fundus examination – B/L early papilledema

Right eye 6th cranial nerve paresis.

Rest nervous system examination within normal limit 



Summary
50-year male presented with right hemi-cranial headache, tinnitus, bilateral 

early papilledema, Right eye 6th nerve paresis.

Differential diagnosis:-

Cerebral venous sinus thrombosis

Space occupying lesion .



ROTUINE LAB INVESTIGATION WERE WITHIN NORMAL LIMIT 







ANA IFA / APLA PROFILE – Negative

Vit B-12 level  – 686 pg/ml

Sr. Homocysteine – 7.32

Investigations :-









CSF :-

PROTEINS - 61.1 mg/dl

GLUCOSE- 50 mg/dl (CORROSPONDING BSL -94mg/dl) 

2 LYMPHOCYTE





ENT Opinion :-

Cholesteatoma

Right intact wall modified radical mastoidectomy with ossicular 
reconstruction with type 2 tympanoplasty 





HISTOPATHOLOGY REPORT

Sections studied show multiple fragments of fibro-collagenous tissue with 
dense infiltrate composed Predominantly of plasma cells, admixed with a 
few lymphocytes. There is diffuse and dense fibrosis with a  

‘storiform’ pattern. 

Occasional vessels show obliteration of the lumina . 

Few bony bits and scanty necrosis is seen. 

There are no granulomas or fungal elements. 

There is no evidence of malignancy.





Sr.IgG4 :– 2.35g/L (0.03-2.0)



Final diagnosis :-

IgG-4 Disease
(Cerebral venous sinus thrombosis 

with pachymeningitis
and Right sided mastoiditis)

Treatment :- Tab. Prednisolone 1mg/kg 
+ 

Anti-coagulation





Discussion

Immunoglobulin disease (IgG4-D) is an immune-mediated 
fibroinflammatory condition that is capable of affecting multiple organs.

Common forms of presentation include:-

➢ Autoimmune pancreatitis (AIP),
➢ IgG4-related sclerosing cholangitis,
➢ Orbital disease, often with proptosis,
➢ Retroperitoneal fibrosis, frequently with chronic peri-aortitis and  

often affecting the ureters.
➢ Major salivary gland enlargement or sclerosing sialadenitis.



Discussion

• CNS involvement is very rare.

• IgG4-D in the nervous system most commonly manifests as hypertrophic 
pachymeningitis 

• IgG4-D can mimic typical symptoms of other diseases 



Discussion

• The hallmarks of IgG4-related disease (IgG4-RD) are dense 
lymphoplasmacytic infiltrations with a predominance of IgG4-positive 
plasma cells in the affected tissue, usually accompanied by some degree 
of fibrosis and often by obliterative phlebitis and an increased number 
of eosinophils.

• Glucocorticoids are the first-line agent for remission induction in all 
patients with active, untreated IgG4-RD

• Other :- Rituximab, azathioprine or mycophenolate.



Take Home message

✓Presence of CVST + Pachymeningitis → raised suspicion of IgG4 disease.

✓IgG4 presenting as mastoiditis and CVST is a   

mimicker of sepsis.
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Thank You


	Slide 1
	Slide 2: A case of progressive quadriparesis
	Slide 3: Case History:
	Slide 4
	Slide 5
	Slide 6:                                 SUMMARY
	Slide 7: DIFFERENTIAL DIAGNOSIS:
	Slide 8
	Slide 9
	Slide 10
	Slide 11:                        FINAL DIAGNOSIS
	Slide 12
	Slide 13: Present status:
	Slide 14: Vasculitis neuropathy:
	Slide 15
	Slide 16
	Slide 17: HISTORY:
	Slide 18
	Slide 19: Examination :
	Slide 20: Differential diagnosis :
	Slide 21: Investigations :
	Slide 22
	Slide 23
	Slide 24: CSF examination :
	Slide 25
	Slide 26: Diagnosis ????
	Slide 27
	Slide 28
	Slide 29: Discussion :
	Slide 30
	Slide 31
	Slide 32
	Slide 33
	Slide 34: References :
	Slide 35: UNUSUAL COMPLICATION OF POISONOUS SNAKE BITE 
	Slide 36
	Slide 37
	Slide 38
	Slide 39
	Slide 40
	Slide 42
	Slide 43
	Slide 44
	Slide 45
	Slide 46
	Slide 47
	Slide 48: DIAGNOSIS ??
	Slide 49
	Slide 50
	Slide 51
	Slide 52
	Slide 53: DISCUSSION 
	Slide 54
	Slide 55
	Slide 58
	Slide 59: Case history :
	Slide 60: Examination findings :
	Slide 61: Differential diagnosis :
	Slide 62
	Slide 63: Post contrast axial -T1 :
	Slide 64: Investigations :
	Slide 65: ? Etiology of hydrocephalus
	Slide 66: Diagnosis :
	Slide 67: Treatment during first visit :
	Slide 68: Post VP shunting :
	Slide 69: 8 months later…
	Slide 70: NMO and hydrocephalus : 
	Slide 71: Take home message :
	Slide 72: References :
	Slide 73
	Slide 74: Unusual case of headache   
	Slide 75
	Slide 76
	Slide 77: Examination 
	Slide 78: Summary
	Slide 79
	Slide 80
	Slide 81
	Slide 82
	Slide 83
	Slide 84
	Slide 85
	Slide 86
	Slide 87
	Slide 88
	Slide 89
	Slide 90: HISTOPATHOLOGY REPORT
	Slide 91
	Slide 92
	Slide 93: Final diagnosis :-
	Slide 94
	Slide 95: Discussion
	Slide 96: Discussion
	Slide 97: Discussion
	Slide 98: Take Home message
	Slide 99: References :- 
	Slide 100

