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August 7, 2018, issue
Child Neurology subsection articles present a typical clinical case fol-
lowed by a structured review of the subject. This week’s submission
covers autonomic nervous system disorder in a child. The Clinical
Reasoning case emphasizes the importance of working through the
differential diagnosis. The Teaching NeuroImages highlight a specific
MRI technique and imaging findings seen with a genetic condition.

Child Neurology: An infant with episodic facial flushing: A rare case
and review of congenital harlequin syndrome
We report a case of a 6-month-old girl with episodic unilateral and bilateral facial flushing
provoked upon awakening and resolved with sleeping with associated autonomic features
consistent with harlequin syndrome. This is followed by a review of cases identified regarding this
condition in infants and children.
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Clinical Reasoning: Moyamoya disease masquerading as acute
refractory cerebral vasospasm
This case serves to highlight that in scenarios in which the clinical presentation does not conform
to expectations, it is important to revisit the diagnosis and pursue additional testing, especially
when the differential diagnosis comprises diseases with markedly different treatment strategies.
Page e594

Teaching NeuroImages: Vertebral artery atlas loop dissection in 3D
T1 MRI multiplanar reconstruction
A 38-year-old woman presented with left-sided ataxia and a minor ischemic lesion of the left
dorsolateralmedulla was found on brainMRI. The excellent volume coverage andmural/luminal
distinction characteristics of the SPACE sequence allowed the clear depiction of vertebral artery
dissection and consequent luminal stenosis, highlighting the need for high-resolution vertebral
arteries imaging, particularly in young adult stroke patients.
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Teaching NeuroImages: CNS hemangioblastomas in von
Hippel-Lindau disease with exon 3 deletion
A 14-year-old boy developed progressive bilateral leg weakness for 5 months. Physical exami-
nations showed calf muscle atrophy and hyperreflexia. Spinal lesion of slow progression was
suspected.
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August 14, 2018, issue
The Clinical Reasoning case covers the approach to an in-
fectious cause of acute flaccid paralysis occurring in North
America. Next, learn tips on how to identify posterior circu-
lation stroke in this week’s Pearls & Oy-sters. The Teaching
NeuroImage highlights imaging in a specific type of stroke. The
Teaching Video NeuroImage case associates the relative ap-
parent pupillary defect with tuberous sclerosis complex.

Clinical Reasoning: A man with rapidly
progressive weakness and respiratory failure
Powassan virus (POWV) infection has been increasingly
documented over the last decade, whether due to augmented
testing for the virus or true disease emergence. A high index of
suspicion is needed to diagnose POWVencephalitis. Clinicians
in the Midwest and Northeast should consider testing for this
disease in patients who present with an acute flaccid paralysis in
the spring through fall with risk factors for tick exposure.
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Pearls & Oy-sters: Don’t look the other way:
Bow hunter’s syndrome, a rare cause of
posterior circulation stroke
A 24-year-old man with no significant medical history pre-
sented to our institution with a week of intermittent dizziness
exacerbated by turning his head to the left. He acutely de-
veloped diplopia and disorientation on the day of presentation
to the emergency department. He reported similar complaints
a month prior.
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TeachingNeuroImages: Cerebral liposuction
A 61-year-old woman showed left hemiplegia and neglect
while recovering 6 hours after aortic valve repair. CT showed
a hypodense middle cerebral artery segment. CT angiography
and CT perfusion revealed a carotid terminus occlusion and
a large penumbra around a small ischemic core.
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Teaching Video NeuroImages: Marcus-
Gunn pupil in tuberous sclerosis
A 22-year-old woman with tuberous sclerosis and an in-
complete resection of a left-sided astrocytoma presented with
a 4-year history of visual deterioration.
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August 21, 2018, issue
This issue has 2 Clinical Reasoning cases. The first is a syn-
drome with visual symptoms described by Rezsö Bálint in
1909, and the second case presentation shows the steps in
deciphering multiple intertwined symptoms. The Teaching
NeuroImage is an example of a spinal epidermoid cyst. The
Teaching Video NeuroImage demonstrates an inherited form
of chin tremor.

Clinical Reasoning: A 54-year-old woman
with confusion and visual disturbances
We describe a case of Bálint syndrome as a result of bilateral
occipital nonconvulsive status epilepticus. The patient’s history
of recurrent portal-systemic encephalopathy and opioid use
led to initial diagnostic confusion and due to the nature of her
complaints, ophthalmology was called for consultation before
a neurologic syndrome was identified.
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Clinical Reasoning: Headaches and double
vision in a 68-year-old woman
In the practice of medicine, there is an appropriate pre-
disposition to explain multiple signs and symptoms with
a single pathologic process. As this case demonstrates,
however, patients can have multiple rare pathologies
contributing differentially to one complex clinical
presentation.
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Teaching NeuroImages: Not a typical
spinal mass
A 20-year-old woman presented with subacute progressive
lower extremity weakness and spasticity. Examination findings
were consistent with Brown-Sequard syndrome. Thoracic
spine MRI/magnetic resonance angiography showed an
intramedullarymass. During gross total resection, themass had
a pearlescent appearance while histopathologic examination
was consistent with epidermoid cyst.
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Teaching Video NeuroImages: Hereditary
chin trembling
A 22-year-old man presented with involuntary vertical chin
tremor of low amplitude and high frequency lasting up to
several hours every day for the last 6 months. It was pre-
viously noticed in infancy during periods of emotional dis-
tress. His brother, father, and paternal aunt had similar
episodic chin movements.
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August 28, 2018, issue
The Child Neurology subsection article provides a case and
review of Friedreich ataxia. The first Teaching NeuroImage
presents the case of a rare genetic disorder with multiple
benign tumors, and the second describes children with iso-
lated agenesis of the corpus callosum. The Teaching Video
NeuroImage presents the case and discussion of the
vestibulo-ocular reflex.

Child Neurology: Friedreich ataxia with
upper motor neuron findings: A case study
A 16-year-old boy with hypertrophic cardiomyopathy,
gait abnormalities, and balance problems was found
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to have Friedreich ataxia. This unusual presentation of
an uncommon genetic disorder led to uncertainty of
the patient’s true diagnosis until genetic testing confirmed
that he had 2 alleles with the Friedreich ataxia pathogenic
variant.
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Teaching NeuroImages: Internal carotid
artery stenosis due to myxoma in a patient
with Carney complex
A 50-year-old man presented with an episode of transient
loss of consciousness, aphasia, and right hemiparesis.
Spotty cutaneous pigmentation and multiple subcutaneous
lentigines were observed. The combination of skin pig-
mentation and multiple myxomas met the criteria for
Carney complex.
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Teaching NeuroImages: Imaging features of
DCC-mediated mirror movements and
isolated agenesis of the corpus callosum
Two unrelated children were prenatally diagnosed with isolated
agenesis of the corpus callosum in otherwise uneventful preg-
nancies. Postnatal clinical assessments identified mirror move-
ments in these offspring, their siblings, and respective mothers.
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Teaching Video NeuroImages: Vestibulo-
ocular reflex defect in cerebellar stroke
A 69-year-old man presented with acute vertigo, nausea, and
vomiting. The patient had left beating nystagmus and an abnormal
vestibulo-ocular reflex with corrective saccades on right head im-
pulse. Our case illustrates the limited specificity of this clinical test.
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Are You Ready?

The MACRA’s new Quality Payment Program is now in effect. Learn about your payment and reporting options under the
Merit-based Incentive Payment System (MIPS) and Advanced Alternative Payment Models (APMs) and what you need to
know to do now to ensure your highest reimbursement in 2019. Learn more at AAN.com/view/QPP and sign up to receive
timely updates.

Did You Know…

…you can browse by subspecialty topics on Neurology.org?

Go to: Neurology.org and click on “Topics” in the top navigation bar.

Are You Ready to Maximize Your Medicare Reimbursement?

Use the AAN tools and resources to earn positive payments and avoid penalties under MIPS.
Take action today, visit AAN.com/view/QPP
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