Sudden unexpected death in a young adult with Chiari I malformation

Madam, Chiari I malformation is a dysraphic
congenital disorder, frequently associated with other
malformations of the same kind, including syringomyelia,
Klippel-Feil syndrome and tethered cord.l:2 Chiari I
malformation can be a cause of sudden unexpected death in
a group of patients.3 We report an extremely rare case of
Chiari I malformation who developed posterior fossa
pneumocephalus after surgery resulting in fatal outcome.
Thirty year gentleman presented with loss of sensation over
right half of body since 1 month, headache and giddiness of
same duration. There was no history of loss of
consciousness or trauma. General and systemic examination
was normal. Higher mental functions were normal.
Neurological examination revealed paralysis of the 9th,
10th and 12th cranial nerves; distal paresis, muscular
atrophy and areflexia of the upper limbs; abolition of left
abdominal cutaneous reflexes and hyper-reflexia in the
lower limbs. Sensory examination revealed loss of position
and vibration sense in lower limbs and loss of pain and
temperature over upper chest. Laboratory tests and the chest
radiograph were normal. X-ray cervical spine was normal.
Magnetic resonance imaging (MRI) (figure-1A) showed a
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large tonsillar herniation (Chiari I malformation), with a
syringomyelic cavity extending from cervical cord to the T
8 wvertebra. He underwent suboccipital craniectomy
(foramen magnum decompression), Cl arch excision, C2
laminectomy and duroplasty. He was apparently alright in
immediate post-operative period. On third day he developed
slowly progressive headache followed by deterioration in
sensorium. There was no fever or meningeal signs. On

Figure-1. (A) Sagittal cranio-cervical magnetic resonance imaging (MRI) section TIW image
showing herniated cerebellar tonsils (up to C2 level) with an extensive syringomyelia extended
from the lower medulla to the level of the T8 vertebra (not seen in the figure) and (B). Post-
operative CT scan showing pneumocephalus in the posterior fossa
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repeat CT scan there was no evidence of hydrocephalus but
it showed pneumocephalus in the posterior fossa with
compression of surrounding structures (Figure-1B). He
suddenly deteriorated and developed cardio-respiratory
arrest with fatal outcome. Tension pneumocephalus after
posterior fossa surgery though uncommon but is a well
known complication.#> The literature shows that air may
enter or diffuse through multiple eroded or thinned bone
areas during surgery.? It may manifest as deterioration of
consciousness with or without localizing signs, severe
restlessness, generalized convulsions or focal neurological
deficits.* Posterior fossa pneumocephalus can be a cause of
sudden cardiac arrest in immediate post-operative period.*
Lethal brainstem compression may accompany even
relatively minor trauma associated with chronic cerebellar
tonsillar herniation in patients with Chiari I malformation.3.4
In the present case pneumocephalus aggravated already
compromised brain stem dysfunction and resulted in fatal
outcome.
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Announcement

The 6th International Symposium of Urology, Nephrology and Transplantation,
organized by the Sindh Institute of Urology, and Transplantation (SIUT),
will be held from 23rd to 26th October, 2008 in Karachi.

Besides plenary Sessions, Symposia and free papers, workshops will be held on 'Robotics in Urology', Renal
histopathology, clinical Ethics and Molecular Techniques in Laboratory Diagnosis.

Last date for Abstract submission: 31st July, 2008.
Last date for registration: 31st August, 2008.

For detail information visit the website: www.siut.org
Email: info@siut.org; suit-1@cyber.net.pk
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