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postinfectious or chemically induced inflammation, and with extra- and intramedullary tumors (1,2). The prevalence of Chiari Type 1 in the general population is estimated at 1 in 1000 (2,3). Cervical-level syringomyelia is present in up to 60–75% of patients with Chiari Type 1



CASE REPORT A 26-year-old man with a history of paranoid schizophrenia presented to the Emergency Department complaining of a 1-week history of daily headaches associated with intermittent left arm weakness, ‘‘shocking sensation’’ to the left hand, and brief (several-minute) episodes of loss of consciousness. No seizure-type activity or urinary or fecal incontinence was reported. Physical examination was remarkable only for a decreased (4 out of 5) motor strength in the left upper extremity and a ‘‘tingly numbness’’ sensation in the left hand. Evaluation of this patient included magnetic resonance imaging of the head and neck that revealed a 4.3-cm syringomyelia extending from the C1 to C3 cervical vertebral level (Figures 1 and 2, solid arrows) associated with a Chiari Type 1 malformation (Figure 1, dashed arrow). DISCUSSION Syringomyelia is a term applied to any fluid-filled cavity (syrinx) present within the spinal cord. It is thought to be produced by various conditions that create pressure gradients that force spinal fluid from the fourth ventricle into the central spinal canal (1). Communicating syringomyelia refers to a cavity in direct continuity to the fourth ventricle and often presents with hydrocephalus (1). A noncommunicating syringomyelia is most commonly seen in trauma, degenerative disc disease or herniation,



Figure 1. T2-weighted magnetic resonance image sagittal view showing cerebellar pedicle 0.7 cm below foramen magnum (dashed arrow) and 4.3  0.9  1 cm hyperintensive ovoid central cord lesion from C1 to C3 (solid arrow).
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Figure 2. T2-weighted axial magnetic resonance image showing a hypertensive fluid-filled spinal cord lesion (arrow).



malformation as pressure is produced from low-lying cerebellar tonsils partially occluding the subarachnoid space at the foramen magnum (2,3). Signs and symptoms of syringomyelia are classically characterized by a dissociative loss of pain and temperature sensations (maintenance of touch and position) along a cape-like distribution to the lower neck, shoulder, and upper arms (1). Occipital headaches, upper neck pain, and Lhermitte’s phenomenon (electrical sensations descending down the back and arms) can occur. Upper-extremity asymmetric muscle weakness and atrophy can be found with decreased deep tendon
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reflexes, and the lower extremities may exhibit muscle spasticity (1). Coughing, dysphagia, and frank aspiration reflective of lower cranial nerve dysfunction can also occur in the setting of an associated syringobulbia (1). Magnetic resonance imaging is the imaging modality of choice to diagnose this condition in which T2-weighted images demonstrate hyperintense uptake of these fluid-filled cavities, whereas T1 images remain hypodense (1). The majority of cases of syringomyelia can be managed in the outpatient setting; however, emergent neurosurgical intervention is indicated for patients presenting with a rapid worsening in headaches, neck pain, vision, hemiparesis, dysphagia, or hypopnea (1). Management of clinically symptomatic syringomyelia usually involves ventriculoperitoneal shunting when associated with a hydrocephalus (1). In cases of Chiari Type 1 malformation, a suboccipital craniectomy, upper cervical laminectomy, and posterior fossa decompression with expansive duraplasty is the most common approach (2,4). Duraplasty with autologous pericranium is preferred; however, nonautologous synthetic and cadaveric dura can be utilized (5). REFERENCES 1. Sharma M, Coppa N, Sandhu FA. Syringomyelia: a review. Sem Spine Surg 2006;18:180–4. 2. Heiss JD, Snyder K, Peterson MM, et al. Pathophysiology of spinal syringomyelia. J Neurosurg Spine 2012;17:367–80. 3. Tubbs RS. Definitions and anatomic considerations in Chiari 1 malformation and associated syringomyelia. Neurosurg Clin N Am 2015;26:487–93. 4. Koyanagi I, Houkin K. Pathogenesis of syringomyelia associated with Chiari type 1 malformation: review of evidences and proposal of a new hypothesis. Neurosurg Rev 2010;33:271–85. 5. Abla A, Link T, Fusco D, et al. Comparison of dural grafts in Chiari decompression surgery: review of the literature. J Craniovertebr Junction Spine 2010;1:29–37.
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