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Neuronal Intranuclear Inclusion Disease Presented with Acute Aphasia
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Address for correspondence Neuronal intranuclear inclusion disease (NIID) is a rare disorder with slowly progressive
Hye-Rim Shin, MD neurodegeneration. Major clinical presentation is dementia, but some patients can have
Department of Neurology, Dankook episodic symptoms. This is a rare case of NIID presented with acute aphasia. A 62-years-
University Hospital, 201 Manghyang-ro, old male visited emergency room presenting with aphasia. On brain magnetic resonance
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imaging, a U-shaped diffusion high signal intensity lesion in bilateral frontal corticomedullary
junction was observed. A skin biopsy showed intranuclear cytoplasmic inclusion bodies, so he
was diagnosed as NIID.
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Figure 1. Initial examination of the patient. (A) On his initial brain magnetic resonance imaging (MRI), diffusion weighted image (DWI) im-
ages showed a U-shaped high intensity lesion in bilateral frontal corticomedullary junction. (B) On continuous electroencephalography (EEG),
there were no ictal discharges but focal slow waves in left fronto-temporal area. The symptom of global aphasia persisted during continu-

ous EEG. EKG; elektrokardiogramm, EMG; electromyogram.
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Figure 2. Follow-up brain MRI of the patient. Three days after hospital admission, follow-up brain MRI was performed. (A) On DWI, high
intensity lesion in bilateral frontal corticomedullary lesion remained, and high intensity lesion in left temporal area was newly appeared. (B)
On T2 FLAIR, a high intensity lesion with edema appeared newly in the left temporal area. (C) Perfusion MRI showed hypoperfusion in the
left temporal area, which was correlated with persisting aphasia. MRL; magnetic resonance imaging, DWI; diffusion weighted image, FLAIR;

fluid-attenuated inversion recovery.
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Figure 3. Follow-up brain MRI after symptom resolved. Two months after symptom onset, the patient's symptom of aphasia was com-
pletely improved. Then we performed a follow-up routine brain MRI with DWI, and a high-intensity lesion with edema in left temporal area
was resolved. However, a high intensity lesion of bilateral frontal corticomedullary junction in DWI image was remained. MRI; magnetic res-
onance imaging, DWI; diffusion weighted image.
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