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Disclosures 

• None 



Summary 

• 76 yr old immunocompetent man, painful 
dermatomal rash, rapidly progressive 
ascending weakness 

• CSF: WBC 130 (80% neutrophils), total protein 
191.5, VZV PCR positive 

• NCS: Motor and sensory polyneuropathy with 
axonal and demyelinating features 

• MRI brain/ spine on day 10: enhancement of 
cranial nerves, cauda equina 
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Ventral and dorsal views of unfixed brain (weight 1500g) with diffuse swelling and (mild leptomeningeal opacificaiton)
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Coronal sections multifocal dusky discoloration, petechial hemorrhage and softening, primarily in subcortical white matter, with cortical sparing
Coronal section at level of optic chiasm – multifocal dusky discoloration with pectechiae, softening and cavitation in subcortical WM.  Note cortical lesion L sup frontal gyrus. Individ!
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Axial sections of brainstem (rostral L to caudal R) – Multifocal gray softenings in cerebral peduncles, middle cerebellar peduncles, some in basis pontis (arrows). Cerebellum – no gross lesions BOGGY SWOLLEN NERVE ROOTS




Cingulate cortex  and white matter 
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Demarcation between grey and lesional white matter. WM vessels with perivascular rarefaction and hypercellularity



Cingulate white matter 
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Fibrinoid vascular wall changes and leukocytes, macrophages and with KARYORRHEXIS




Cingulate cortex  and white matter – LFB/PAS stain 
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Narrow perivascular zone of myelin loss – LFB+ macrophages (arrows)



WM – “ring and ball hemorrhages” 



Temporal white matter – necrosis and cavitation Frontal cortical lesion 
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Many macrophages (arrows). 



Thoracic spinal cord lateral funiculus – H&E and LFB/PAS 
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Process characterized by macrophages involved SC 



Thoracic nerve root Thoracic dorsal root ganglion 
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Minimal inflammation of multiple DRG. In contrast to Nerve root with moderate – severe endoneurial inflammation and ………perivascular lymphocytes and macrophages, acute myelin desctruction (higher power in next slide);  DRG with minimal inflammation and intact DRG neurons. No ganglionitis



Thoracic nerve roots – H&E and LFB/PAS 
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……. Evidence of myelin destruction in the form of myelin ovoids and reduction in myelin stain intensity. Beading of myelin (ovoids) (arrows), few perivascular lymphs (arrowhead);  overall decrease in myelin (R image). All nerves in neuroaxis inc CN fragments
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Plastic embedded section stained with toludine blue demonstrates variable acute destruction of myelin, seen by EM abobe



Comments 

 



No viral inclusions. 
VZV immunohistochemistry NEGATIVE (multiple sections). 
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On multiple sections



Neuropathologic Diagnosis 

• Acute hemorrhagic leukoencephalitis (AHLE)/ 
Weston Hurst disease with  

• Multifocal acute demyelinating inflammatory 
polyradiculopathy (AIDP) involving cranial 
and spinal nerve roots  

 
• (Herpes zoster reactivation, s/p antiviral 

therapy) 
 
 



Points of Interest 

• Patient’s age 
• Focal involvement of gray matter in AHLE 
• Involvement of spinal cord in AHLE 
• Cavitating lesions 



J Neurol Neurosurg Psychiatry. 2004 Dec;75(12):1784-6  
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Combined central and peripheral demyelination is uncommon and in particular this rapidly fatal AHLE combined with peripheral demyelination is rare. Nevertheless the path description of the latter is more common because these cases can come to autopsy. Some of the points to draw from the literature are it can affect children as well as adults, mycoplasma as an infectious trigger is 
If we consider AHLE in the literature certainly it is uncommon to see it in association with AIDP but it is out there nonetheless. And 
1- Weston Hurst. No path. IgA ab to Mycoplasma serum
2 – Weston Hurst. Nice autopsy path. CDC methods Mycoplasma
3 – ADEM. No path. Fever but no clear source



J Neurol Neurosurg Psychiatry. 2004 Dec;75(12):1784-6  
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Age: 17, 28, 53 
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If we consider AHLE in the literature certainly it is uncommon to see it in association with AIDP but it is out there nonetheless. And 
1- Weston Hurst. No path. IgA ab to Mycoplasma serum
2 – Weston Hurst. Nice autopsy path. CDC methods Mycoplasma
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J Neurol Neurosurg Psychiatry. 2004 Dec;75(12):1784-6  
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If we consider AHLE in the literature certainly it is uncommon to see it in association with AIDP but it is out there nonetheless. And 
1- Weston Hurst. No path. IgA ab to Mycoplasma serum
2 – Weston Hurst. Nice autopsy path. CDC methods Mycoplasma
3 – ADEM. No path. Fever but no clear source
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There is good prospective data from our clinical colleages in patients meeting criteria for ADEM
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These authors demonstrated peripheral demylinating polyneuropathy in >1/3 pts
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Similarly they found radiographic evidence of spinal cord involvement by the disease in >2/3 patient. This is something we wanted to highlight after noting the spinal cord pathology in our case. 
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Another point to make was the presence of grey matter involvement by AHLE – something described in this detailed NP autopsy examination of AHLE
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And finally for anyone who was considering a diagnosis of VZV encephalitis, as we were before our microscopic examination, this is a reminder that the reports of VZV reactivation involving the CNS tend to be confined to the immunocompromised host, and associated with ventriculitis with nuclear viral inclusions, necrotizing menigo-encephalo-myelo-radiculitis with marked 



Thank you. 


	Diagnostic Slide Session�American Association of Neuropathologists�June 2014, Portland, Oregan
	Disclosures
	Summary
	Slide Number 4
	Slide Number 5
	Slide Number 6
	Slide Number 7
	Slide Number 8
	Slide Number 9
	Slide Number 10
	Slide Number 11
	Slide Number 12
	Slide Number 13
	Slide Number 14
	Slide Number 15
	Slide Number 16
	Slide Number 17
	Slide Number 18
	Comments
	Slide Number 20
	Neuropathologic Diagnosis
	Points of Interest
	Slide Number 23
	Slide Number 24
	Slide Number 25
	Slide Number 26
	Slide Number 27
	Slide Number 28
	Slide Number 29
	Slide Number 30
	Thank you.

