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often appears in both IIH and in CSF fi stulas. Typically, the 

headache associated with low CSF pressure worsens within 

15min after sit t ing or standing and is often accompanied by 

neck st if fness, t innitus, hearing loss, photophobia and 

nausea.8 In our pat ient , we suspected that  the headache 

was due to liquoral hypotension, in addit ion to liquorrhea, 

because the pain and dizziness worsened with standing. 

Lumbar puncture was not  performed for the init ial diagnost ic 

suspicion, as it  might  have worsened the headache from 

int racranial hypotension. 

In conclusion, IIH requires close monitoring because 

complicat ions can occur. A CSF fi stula, although rare, is an 

adverse event  that  requires early diagnosis and surgical 

t reatment  to prevent  the development  of meningit is or 

pneumoencephaly.9

References

1. Skau M, Brennum J, Gj erris F, Jensen R. What  is new about  

idiopathic int racranial hypertension? An updated review of 

mechanism and t reatment . Cephalalgia. 2005;26:384-99.

2. Rodríguez de Rivera FJ, Mart ínez-Sánchez P, Oj eda-Ruiz de Luna 

J, Arpa-Gut iérrez FJ, Barreiro-Tella P. Hipertensión int racraneal 

benigna, Antecedentes, clínica y t ratamiento en una serie de 41 

pacientes. Rev Neurol. 2003;37:801-5.

3. Weisberg LA. Benign int racranial hypertension. Medicine 

(Balt imore). 1975;54:197-207.

4. Clark D, Bullock P, Hui T, Firth J. Benign int racranial hypertension: 

a cause of CSF, Rhinorrhoea. J Neurol Neurosurg Psychiat ry. 

1994;57:847-9.

5. Camras LR, Ecanow JS, Abood CA. Spontaneous cerebrospinal 

fl uid rhinorrhea in a pat ient  with pseudotumor cerebri.  J 

Neuroimaging. 1998;8:41-2.

6. Locke CE. The spontaneous escape of cerebrospinal fl uid through 

the nose. Arch Neurol Psychiat ry (Chicago). 1926;15:309-24.

7. Weisberg LA, Housepian EM, Saur DP. Empty sella syndrome as 

complicat ion of benign int racranial hypertension. J Neurosurg. 

1977;43:177-80.

8. Headache Classifi cat ion Subcommit tee of the Internat ional 

Headache Society. The Internat ional Classifi cat ion of Headache 

Disorders: 2nd edit ion. Cephalalgia. 2004;24 Suppl 1:9–160.

9. Ommaya AK. Cerebrospinal fl uid fi stula and pneumocephalus. 

In: Wilkins RH, Rengachary SS, editors. Neurosurgery. 2nd ed. 

New York: The McGraw Hill;  1996. p. 2773-82.

L.A. Rodríguez de Antonio *, A. Tallón Barranco, 

E. Díez-Tej edor

Servicio de Neurología, Hospit al  Universit ario La Paz, 

Madrid, Spain

* Corresponding author.

E-mail :  rodriguezdeantonio@yahoo.es (L.A. Rodríguez 

de Antonio).

Corectopia as a neuro-ophtalmological 
sign of polyradiculopathy

Corectopia como manifestación neurooftálmica 
en un caso de polirradiculopatía

Dear Edit or:

Corectopia is the manifestat ion of an eccent ric, oval pupil.  

It  is primarily described in mesencephalic pretectal lesions. 1 

This alterat ion is the result  of an incomplete inj ury of the 

pupillary fi bres, which produces a select ive inhibit ion of the 

iris sphincter tone.1 We present  the case of a pat ient  with 

infl ammatory demyelinat ing polyradiculopathy who 

presented corectopia.

The pat ient  was a 32-year-old Caucasian male, with no 

relevant  medical history, who at tended the emergency 

service due to back pain of 15 days’  evolut ion. He also 

reported intense pain in both sural regions and paresthesia 

in the soles of the feet  and palms of the hands. The neuro-

ophthalmic explorat ion revealed corectopia and anisocoria 

(right  3mm, left  2mm with ambient  light ; right  5 mm, left  4 

mm with light  deprivat ion) (fi g. 1), both with photomotor 

refl ex and accommodat ion, as well as a slight  left  peripheral 

facial palsy. The neurological examinat ion revealed 

hyporefl exia (+/ 4+) in the lower ext remit ies and hypoesthesia 

and allodynia in the soles and palms. Analyt ical studies, 

autoimmune profi le and vitamins were normal. Serological 

test ing was posit ive for cytomegalovirus. An 

elect rocardiogram, chest  radiograph and cranial and spinal 

and cranial magnet ic resonance imaging showed no 

abnormalit ies. A cerebrospinal fl uid (CSF) analysis showed 

mononuclear pleocytosis (70 cells; 90% lymphocytes; 

elevated protein, 80mg/ dl) with normal CSF glucose. The 

elect romyographic analysis showed a predominant ly 

demyelinat ing sensorimotor polyradiculoneurit is. During his 

latest  check-ups, the pat ient  presented an obvious clinical 

improvement  with part ial recovery from the pupillary 

disorder.

Figure 1 Image showing a corectopia.
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Polyradiculit is may affect  the autonomic nervous system 

and be accompanied by pupil abnormalit ies. Horner 

syndrome has been described from sympathet ic affectat ion, 

cranial neuropathies of the 3rd cranial nerve and Adie tonic 

pupil.2,3 Our pat ient  presented corectopia within a case of 

polyradiculit is; the photomotor refl ex and lack of a tonic 

react ion exclude the possibilit y of an Adie tonic pupil. 4,5 The 

clinical case with an eccent ric pupil is compat ible with 

corectopia. This fi nding has classically been associated with 

pretectal involvement 1;  however, it  should be regarded as a 

fi nding of other processes that  may affect  the autonomic 

system. Our case indicates that  the most  reasonable 

pathophysiology of corectopia is a lesion of the autonomic 

fascicle of the 3rd cranial nerve in the midbrain or a 

peripheral lesion rather than a nuclear lesion.
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Congenital arthrogryposis multiplex 
and gastroschisis in the same patient

Artrogriposis múltiple congénita 
y gastrosquisis en un mismo paciente

Dear Edit or:

Arthrogryposis mult iplex congenita (AMC) is a rheumat ic 

disorder characterised by mult iple j oint  cont ractures that  

affect  the back muscles as well as the upper and lower 

ext remit ies. The muscles may be absent , reduced in size 

and/ or number, with replacement  by fi brous t issue or fat .1 

The degree of involvement  varies from pat ient  to pat ient  

and the classical deformity is bilateral and symmetrical. 2 It s 

prevalence is est imated at  1/ 3,000 newborns, without  

dist inct ion by race or gender, and a genet ic cause is found 

in only 30% of cases.2

The aet iology of this condit ion remains unknown and 

many causal agents have been implicated, part icularly viral 

infect ions and int rauterine rest rict ive disorders. The 

possibilit y of a vascular rupture phenomenon has also been 

ment ioned as a possible cause.3,4

Gast roschisis is a congenital defect  of the anterior 

abdominal wall,  lateral to the umbilical cord insert ion, 

usually on the right  side. Its aet iology is considered 

mult ifactorial and maternal factors such as exposure to 

teratogens, salicylates and nut rit ional defi ciencies in the 

early weeks of gestat ion have current ly been ment ioned. 

Any of the previously ment ioned teratogenic factors 

probably causes a vascular alterat ion of the 

omphalomesenteric artery (primary defect ), which dest roys 

a port ion of the abdominal wall,  through which abdominal 

contents prot rude into the amniot ic cavity. 5-7

There have been very few published reports of the 

associat ion between AMC and gast roschisis.8

We present  a male pat ient  with AMC and gast roschisis,  

son of a mother aged 36, with 4 pregnancies, who consulted 

at  36 weeks of gestat ion to receive delivery care. Weight  

at  birth was 2,400g; head circumference was 29cm; size 

was 43cm. The mother followed no prenatal care and 

underwent  no obstet rical ult rasound. She denied 

consumpt ion of tobacco, alcohol or psychoact ive 

substances. The pat ient  was assessed by the paediat ric 

neurology service, which requested brain scans. These 

were reported as normal and paediat ric surgery was carried 

out  to correct  the abdominal wall defect ,  which was 

corrected on the second day of l ife.  Karyotyping with G 

“ banding”  was requested; it  reported a normal chromosome 

complement  (46XY). Echocardiography was also requested 

and was reported as normal.

The associat ion of gast roschisis with other birth defects 

with a possible aet iology of vascular disrupt ion, such as 

Poland sequence, intest inal at resia and AMC, has been 

reported.8 A recent  publicat ion aimed to assess the 

frequency and type of malformat ions associated with 

gast roschisis in 24 dif ferent  regist ries of birth defects that  

cont ributed data to the Internat ional Clearinghouse for 

Birth Defects Surveillance and Research (ICBDSR); this 

publicat ion collected informat ion from 3,322 pat ients with 

gast roschisis, of which 17 also presented AMC. Although the 

aet iology of these two condit ions is not  clear, it  has been 

noted that  a vascular disrupt ion phenomenon may be 

involved. This phenomenon may explain the coexistence of 

these two condit ions in our pat ient .9
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