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Approach to acute or subacute myelopathy
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mproved understanding of the differential
Idiagnosis and improved investigative tech-

niques, particularly neuroimaging and sero-
logic testing, have facilitated the diagnosis of
patients with acute and subacute myelopathy and
reduced the proportion of patients who are labeled
as having “idiopathic transverse myelitis.” Addi-

tionally, these advances have identified subgroups

of patients in whom progression of deficit or fu-
ture relapses are anticipated, allowing intervention
and prophylaxis as appropriate. However, early
management remains empiric and consists of high-
dose corticosteroids for most patients. In the event
of an inadequate response to corticosteroids or a
subsequent atypical course, further investigations
to detect diagnoses other than “transverse myelitis”
should be considered and additional treatments,
such as plasmapheresis, may be appropriate. Indi-
vidualized diagnosis and treatment is more feasible
now than in the past.

IS IT AN ACUTE MYELOPATHY? Localizing an
acute neurologic process to the spinal cord is often,
but not always, straightforward (table 1). The as-
cending sensory symptoms of acute inflammatory
demyelinating polyradiculoneuropathy (AIDP)
may confuse the diagnosis, as this complaint is also
llustration by Amy P. Collins  highly associated with acute myelopathy. Un-
equivocal upper motor neuron signs exclude
AIDP, but are often not apparent in the early
stages of a spinal cord insult. Although not invariably present, an unequivocal sensory level on the torso,
sensory loss indicating involvement of spinal tracts (e.g., spinothalamic modality impairment contralateral to
motor findings), or urinary retention localize to the spinal cord. Myopathy or neuromuscular junction disor-
ders may be mistaken for myelopathy, particularly if the lower limbs are predominantly affected, but the
absence of any sensory abnormality should suggest the correct localization. Bilateral mesial frontal lobe lesions
(e.g., bilateral anterior cerebral artery distribution infarcts) could mimic a myelopathy, although abulia or
other signs of frontal lobe dysfunction typically coexist. Autoimmune or paraneoplastic muscle stiffness syn-
dromes, such as stiff-person syndrome associated with glutamic acid decarboxylase or amphiphysin autoanti-
bodies, may be confused with spasticity and erroneously lead one to suspect myelopathy.

Occasionally patients with chronic myelopathy may present a history that mistakenly suggests an acute
process. For example, patients with primary progressive multiple sclerosis (MS) may experience acute, transient
worsening (pseudoexacerbation) in the setting of an underlying infection or heat exposure. In such cases,

careful history will uncover symptoms that have been insidiously progressive over a longer interval than first

From the Department of Neurology, Mayo Clinic College of Medicine, Rochester, MN.
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Table 1 Distinguishing acute myelopathy

frommimics
Signs strongly indicating myelopa thy
Sensory level on torso

Spinal tract crossed findings (e.g., unilateral pyramidal signs
with contralateral spinothalamic findings)

Spinal tract-specific sensory findings (e.q., selective
spinothalamic findings with preserved dorsal column
findings; suspended band of spinothalamic sensory loss)
Urinary retention

Signs consistent with but not diagnostic of myelopathy

Glove-and-stocking sensory loss (consider peripheral
neuropathy)

Hyporeflexiaftypotonia [consider peripheral neuropathy)

Unilateral or bilateral upper motor neuron signs (consider
brain or brainstem disorders)

Signs suggesting alternative diagnosis

Spasms, rather than spasticity (consider stiff-person
syndrome)

Paratonic rigidity (consider frontal lobe disorder)

Cognitive impairment (consider frontal lobe or diffuse brain
disorder)

Dysarthria and dysphagia (consider brainstem disorder, such
as motor neuron disease)

suspected. Patients with myelopathy who have no
clear lesion on spinal MRI or multiple chronic-
appearing lesions should be questioned to uncover
subtle previous symptoms of chronic myelopathy
and examined to detect cognitive or bulbar impair-

ment localizing elsewhere in the nervous system.

WHEN IT IS AN ACUTE MYELOPATHY, WHAT
CAUSES SHOULD BE CONSIDERED? In pa-
tients with recent onset symptoms, particularly ones
that evolve rapidly, the initial priority is to exclude a
surgical emergency such as epidural metastasis or ab-
scess. When the index of suspicion for an acute com-
pressive lesion is high, immediate imaging is
required, ideally with MRI of the entire spine. If im-
aging demonstrates spinal cord compression due to
an acute lesion such as epidural metastasis, definitive
management (i.e., surgery) should be pursued with-
out delay to prevent rapid and irreversible worsening.

Often the cause of an acute or subacute myelopa-
thy is inapparent after an initial evaluation. In a re-
cent French series of patients presenting with acute
noncompressive myelopathy, 101/170 (59.4%) were
of uncertain cause initially, although 55/101
(54.4%) patients were ultimately diagnosed with a
demyelinating or inflammarory disorder. After aver-
age follow-up of 73.2 months, 49/170 (28.8%) had a
final diagnosis of myelopathy of uncertain etiology.
The most commonly identified causes were demyeli-
nating disorders (MS and neuromyelitis optica), spi-
nal cord infarction, parainfectious myelitis, and

systemic inflammatory disorders (e.g, Sjdgren syn-
drome and lupus).!

Transverse myelitis is the default diagnosis for an
unexplained myelopathy evolving over the course of
days to 3 weeks with subsequent stabilization or im-
provement. In practice, there are no satis&ctory Ways
to distinguish among idiopathic transverse myelitis,
parainfectious myelitis, and postvaccinial myelitis.
When a viral illness occurs in close temporal associa-
tion, parainfectious myelitis is often diagnosed, but
the causal role of the associated infection is difficult
to determine for an individual patient. One can con-
fidently link the two only when myelits occurs con-
currently or within days of an infection known to be
associated with myelitis (e.g., zoster) or when investi-
gation such as CSF PCR demonstrates unequivocal
evidence of CNS infection.

Nevertheless, serologic evidence of recent infection
with pathogens known to be associated with myelopa-
thy (e.g., enteroviruses, Chlamydia, Mycoplasma) may
limit the need for further diagnostic investigations in an
otherwise unexplained myelopathy. Features suggesting
an infectious edology include fever, rash (zoster, entero-
virus, Lyme disease), meningismus, a history of recent
travel (tuberculosis, parasitic infections such as schisto-
sorniasis with travel to endemic regions), suspected ra-
bies exposure, or immunosuppression (herpes zoster,
cytomegalovirus). It is particularly important to con-
sider treatable infections such as syphilis, HIV, tubercu-
losis, Lyme disease, and herpesviruses.

Occastonally patients with
chronic myelopathy may
present a history that
mistakenly suggests an acute
process

Other diagnoses that may be made confidently in
most instances include cord compression, vascular
disorders, toxic/metabolic syndromes, neoplasm,
paraneoplastic syndromes, and sarcoidosis. Although
compression is often obvious as the cause of myelop-
athy on MRI, spinal stenosis may cause impressive
and occasionally longitudinally extensive T2 signal
abnormalities (=3 vertebral segments) on spinal
MRI that may lead one to suspect an inflammatory
myelopathy. Circumscribed gadolinium enhance-
ment at the point of maximal stenosis and a history
of progressive symptoms over many weeks to months
are consistent findings in such cases (figure 1, A and
B).2 Vascular myelopathies include those due to in-
farction resulting from arterial embolism or hypo-
perfusion, hemorrhage, or vascular malformations
associated with venous hypertension. Dural arterio-
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