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Demonstrator in Pathology 

Encephalitis periaxialis (Schilder's disease) 
is rare. So far as we are aware no case has 

yet been reported in India. 

History of the case 

On the 6th October, 1934, J. A., ;i Mohammedan 
boy of 8 years, a resident of Allahabad, was admitted 
to King George's Medical College Hospital, Lucknow, 
for :? 

(1) Mental dullness?6 weeks. 
(2) Loss of hearing in both ears?6 weeks. 
(3) Loss of sight in both eyes?6 weeks. 
(4) Loss of speech?2 weeks. 
(5) Involuntary movements of the hands and feet? 

2 weeks. 
(6) Spasticity of both lower limbs?2 weeks. 
(7) Dribbling of urine and constipation?2 weeks. 
(8) Difficulty in swallowing?15 days. 
His father stated that he himself had suffered from 

gonorrhoea sixteen years previously and from syphilis 
twelve years previously but that his son had not been 
ill until six weeks ago when he complained of severe 

headache and became unconscious. During the first 
two hours of the coma some involuntary movements 
of the face, hands and feet were noticed. His abdo- 

men became distended and he passed a motion in 

bed with much flatus, which relieved the distension. 
He vomited once and remained unconscious for three 

days, without taking food and without passing any 

motion. After these three days he asked for food 
and spoke frequently. But he remained completely 
deaf. This condition continued for a month when 
fifteen days before admission he became unable to 

speak. Involuntary movements in the limbs now 

appeared. Urine was passed in small quantities every 
hour or so and the bowels were never moved without 
a purgative. Seven days before admission the father 
noticed that the patient had increasing difficulty in 

swallowing. 
Condition on admission 

The young patient lies quietly in bed on one side> 
for the most part drowsy or asleep. He is not anaemia 
nor emaciated. He does not speak, weep, cry ?r 

laugh. He cannot hear in either ear when spoken to- 

Vision in both eyes is lost. His eyes do not bliok 
when a hand is waved suddenly before them- 

Apparently he cannot comprehend his surrounding3 
and appears to exist without consciousness and without 
intelligence. 

Nervous system 

The pupil reacted to light. There was no squint- 
The eyes appeared to move freely in all directions. 
Both optic disc margins were blurred; this waS 

probably due to oedema from the cerebral swelling 
and increased intracranial pressure. The blurring was 
more marked in the left disc. The lower limbs were 

spastic with brisk knee and ankle jerks. Babinskis 
reflex was present on both sides. The upper limbs 
were normal. Sensory functions could not be tested 
satisfactorily because of the patient's mental condi- 
tion. Difficulty in swallowing food was noticed.^ 
Urine was passed in the bed in small quantities every 
hour or so. The patient will frequently abruptly 
throw his legs and hands in any direction. These 
movements appear more marked on his right side. 
The right hand is often placed over the right tem- 

poral region as though some trouble existed there. 

Reports on blood and cerebrospinal fluid 
On the 8th October the polymorphonuclears were 

60 per cent, the lymphocytes 33 per cent, the large 
mononuclears 5 per cent and eosinophils 2 per cent. 
No malaria parasites were detected. The Wassermann 
reaction was completely negative. 
The cerebro-spinal fluid was under distinct pressure, 

and two test tubes, or about 40 c.cm., were drawn 
off before the fluid flowed at normal rate. The removal 
of this fluid did not result in any clinical improve- 
ment. The total cell count numbered 5 per c.mm- 
and these were mainly lymphocytes. The albumin was 
0.025 per cent and the chlorides 0.74 per cent. 

Diagnosis 
A sequence of the development of the follow- 

ing symptoms in children or in young adults 
is pathognomonic? 

1. Progressive bilateral cerebral blindness. 
2. Progressive bilateral deafness. 
3. Progressive bilateral ataxy. 
4. Progressive spastic paralysis. 
5. Progressive mental deterioration. 

Differential diagnosis 
(1) Disseminated sclerosis.?Schilder's disease 

has been described as 
' 
disseminated sclerosis 

in childhood' because of the scattered lesions 
and of the obvious demyelination. But the 

lesions in Schilder's disease are massive as 

shown by the symptomatology and by the 

naked-eye post-mortem appearance whilst the j 
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spread of these lesions clinically from one part 
of the brain to another is rapid. Moreover 
the brain is selected and the spinal cord is 

usually spared. Encephalitis periaxialis affects 
children mainly, and its symptomatology is 

pathognomonic and distinctive from that of 
disseminated sclerosis. 

Diagram showing the areas of massive macroscopic 

gelatinization and microscopic demyehnation in 10 

white centres of the cerebral hemispheres, \\ n< 111 ' 

case quoted started (1) symmetrically in bot 1 ro a 

centres (with the production of anient ia) am 

(2) symmetrically in both temporal centres (\\i i 

production of bilateral deafness), and progiessing o 

(3) both occipital centres (with the produc ion o 

bilateral cerebral blindness), (4) whilst it spreac a er 

a month to both parietal centres (with the pioduc 
ion 

of bilateral ataxy) and (5) to central area (with the 

production of bilateral spasticity of lower limbs;. / 

more frequent manner of spread through the w n e 

centres is from the occipital lobes forward. 
The surface and section of the cortical grey matter is 

normal. 

(2) Hyperkinetic type of encephalitis Icthar- 
Qica is also characterized by spontaneous in- 

voluntary movements, restlessness, and mental 

symptoms. The absence of ophthalmoplegias 
in Schilder's disease and the presence of the 

pathognomonic signs is important in differen- 

tiating the two conditions. 
(3) Intracranial tumour may be simulated 

when headache, vomiting, papilledema, and 

perhaps fits, are present, but the absence of 

optic neuritis with the presence of severe loss 

of vision and with the signs of an extensive 

rapidly-spreading disease of the cerebral hemi- 

spheres point to Schilder's disease. 
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