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In 1956 Fisher described a syndrome characterized by opthalmoplegia 
with ataxia and areflexia.1 Since that time forty similar cases, of 

which only six occurred during childhood, have been reported as 
Fisher’s syndrome.2'9

Guillain recorded a form of Guillain Barré syndrome limited to 
the cranial nerves, “la forme mesencephalique Pure”.10 A relationship 
between Guillain-Barre’s syndrome and Fisher’s syndrome has been 
generally accepted.9 Almost the only difference between these two 
syndromes is the rarity of the latter. We present the first case of Fisher 
syndrome from Turkey with a review of the literature.

Case Report
M. D. (Prot. 255491), this eight-year-old boy was admitted to 

the Hacettepe Medical Center for the evaluation of headache, ptosis, 
micropsia and ataxia. He had a history of rhinorhea, fever and cough 
which started 10 days prior to admission. He had double vision, ataxia 
and ptosis of the left eyelid 12 hours following a head trauma which 
occurred one week before admission. He had micropsia beginning 
two days before examination.

Past history and family history were non-contributory.
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Physical examination: Height 122 cm., weight 22 kg., head 
circumference 53 cm., temperature 36.5°C., pulse 80/min., respiration 
20/min. Blood pressure 100/65 mm, Hg. postnasal discharge, hyper­
trophy of the tonsils and pain over the maxillary region were the only 
positive findings during the physical examination.

Neurological examination: He was an intelligent boy, answering 
questions properly. He had complete bilateral internal and external oph­
thalmoplegia. The pulpis were equal and reacted to light. Eye movements 
were totally absent in all directions. He had bilateral ptosis (Figure 1). 
Eye grounds were normal. Vision was described as normal. There 
was also left peripheral facial weakness. The rest of the cranial nerves 
were intact. Muscular weakness of the extremities or sensory deficit 
were not present. Deep tendon reflexes were absent. Superficial abdo­
minal reflexes were normal. Planter responses were flexor. The gait 
was unsteady, dysmetria was evident on finger to nose and knee to 
heel tests. Light touch, pinprick, temperature and vibration perception 
were normal. Bowel and urinary control were also normal.

Figure 1
Patient had complete bilateral and external ophthalmoplegia and bilateral ptosis.
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Laboratory Findings: Blood examination revealed the following 
information Hb: 15 gr%. WBC 11.800 mm.3 Sedimentation 6 mm/hr 
NPN 78 mg%. Scrum electrolytes were normal. Total protein 6.7 
mgr%! alb 4.5 mg%, gio 2.2 mg%, scrum electrophoresis, alb. 54.6 %, 
»i 1.85, a2 20%, 10%, y 26.6%. Immunoelectrophoresis, IgG increased, 
IgM increased, IgA normal. Thalluim was negative in the urine. 
Lumbar pucturc pressure was 150 mm. H2O and the fluid was clear. 
Cerebrospinal fluid protein was 93 mg. %, sugar, 32mg. %; blood sugar 
110 mg. % and lactic dehydrogenase was 10 units. Cerebrospinal fluid 
culture was negative and gastic washings for AFB were negative on 
three occasions.

X Ray Findings: Skull and chest X rays were negative. Bilateral 
maxillary sinusitis was apparent. Electroencephalogram was normal. 
Cerebral angiography and brain scannings were also normal.

Clinical Course: Tensilon (edrophonium eloride) lest to exclude 
myasthenia gravis was performed with negative result. One week after

Figure 2
Patient recovered from external ophthalmoplegia and bilateral ptosis after three weeks.
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admission left peripheric type of facial palsy was observed but dis­
appeared during the next few days.

The patient recovered from the rest of the neurological symptoms 
in the next three weeks. Repeated LP revealed protein 147 mg% and 
88 mg% with a week interval. However arcflexia persisted for six 
months (Figure 2).

Discussion

The history of upper respiratory system infection, benign clini­
cal course, increased protein level in the ccrebro-spinal fluid are 
similar features in the Fisher syndrome and infectious polyneuritis. 
The etiology and underlying mechanisms arc unknown. Various kind 
of infections8’11 intoxication,12 vaccination,13 scrum sickness, collagen 
disease, dysprotcincmia leukemia, reticulosis, visceral carcinomaitosis,4 3 11 
are responsible in some cases for infectious polyneuritis. Similarity 
of the clinical and pathological pictures between infectious poly­
neuritis and experimental allergic neuritis in rabbits has suggested 
an autoimmune etiology.14 According to recent studies idiopathic infec­
tious polyneuritis is a cell-mediated immunologic disorder in which the 
peripheral nervous tissue, particularly myelin, is attacked by specifically 
sensitized lymphocytes.15

Association of upper respiratory infections maculo-papular skin 
lesions and gastroenteritis with the Fisher syndrome suggests reaction 
of the control nervous system to a viral agent. Short term stuporus 
has been reported.179 Absence of deep tendon reflexes without evi­
dence of muscular weakness is an important neurological finding. 
Babinski and clonus are negative.

The cranial nerves, specifically the third and fourth and sometimes 
the sixth may be the sites of the most severe neurological involvement. 
Sometimes diplopia is the initial symptom which is followed by ptosis, 
strabismus, partial or total opthalmoplcgia. Micropsia was attributed 
to the deficit of accomodating muscle in our patient.16 17

Partial or total peripheral facial palsy is apparent during the 
course of illness frequently. Dysfunction of the soft palate and swallow­
ing have not been recorded.

Acute cerebellar ataxia which is the prominent finding of the 
syndrome persists for periods of several days to several months. Other 
cerebellar dysfunctions such as nystagmus and dysrhythmia are less 
frequent.
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Fisher’s syndrome clinically resembles myasthenia gravis, Wer­
nicke’s encephalopathy, brain stem glioma, polyneuropathy due to 
diphteria, botusism, brain stem vascular insufficiency, cavernous sinus 
thrombosis, collagen disease porphyria, diabetes mcllitus, sarcoidosis, 
neuropathy due to malignancy, brain stem encephalitis. History of 
upper respiratory system infection approximately two weeks prior to 
initial symptoms, generally increased cercbro-spinal fluid protein levels 
are the most important findings. Increase in cerebrospinal fluid proteins 
from 93 mg % to 147 mg. % with a week interval without cell reaction 
characteristic findings for the presented case. Increased IgG and IgM 
in immunoclcctrophorcsis probably implies and immunopathologic 
process of viral etiology.

A benign course, with rapid, fairly complete recovery within 
weeks to months after onset are the features of Fisher’s syndrome. 
Histologically perivascular lymphatic infiltration around nuclei of the 
third, fourth, sixth nerves associated with nerve fiber breakdown the 
fourth cranial nerve has been recorded in a case of idiopathic polyra­
diculoneuropathy.15 Swollen third and fourth cranical nerve nuclei, 
with chromatologysis of Nissl granules and eccentric displacement of 
the nucleus were histologic findings in another case with acute opthalmo- 
plcgia.18 In the ataxic form of polyradiculoneuritis pathologic alterations 
in the cerebellum, pons and medulla have bot been found but degenera­
tion of the fiber system of the column of Clarke was recorded.19

The benign course of the disease probably is an important indi­
cation against using steroids.

Summary
An cight-ycars-old boy with acute opthalmoplcgia, ataxia and 

arcflexia with rapid and fairly complete recovery within weeks after 
onset is described with a review of the literature.
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