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Fig. 1 Enhanced CT image of the abdomen.
A partially dilated aneurysmal vessel (red arrow) suggestive of
an intrahepatic portosystemic shunt was observed on contrast-
enhanced CT.
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Fig. 2 Serial changes in MRI (axial plane view) findings from 2011 to 2020.
The first admission to our hospital was in 2019 (E M, T, AA). Onset of dementia was in 2013. In 2011, before dementia onset, high signal
intensity in the corticomedullary junction and the splenium of the corpus callosum on DWI already existed (A). Minute signal intensity on DWI
was initially detected at the splenium of the corpus callosum, and later expanded to the corticomedullary junction (A-G). Diffuse
leukoencephalopathy and high signal intensity in the splenium of the corpus callosum on T,WI were also present in 2011 (H), and expanded
gradually (H-N). High signal intensity in the middle cerebellar peduncles on DWI and T,WI appeared in 2013 (P, W), and increased over time
(P-U, W-AB).



MRI DFERFZEAL DL S N7 ARAZ N E AEIH O 1 5]

RT.MED

e ) 45
jSiagle ‘§‘ b
& &

Fig. 3 Images of **I-IMP SPECT scan and 3D-SSP analysis
conducted in 2019.

Reduction of cerebral blood flow was observed in the bilateral
frontal lobes, parietal lobes, posterior cingulate cortices, and
precuneus. Uptake in the occipital lobes and cerebellum was
preserved. ZI-IMP SPECT = N-isopropyl-p-['**I]iodoamphetamine
single photon emission computed tomography. 3D-SSP = Three-
dimensional stereotactic surface projection.

A B
&
) 4
‘.'.
e R
ol B
S e : A
PR A
A t-E‘ A, V QGM m‘:

61 : 729

) — AR & ISR T X BRI O SUEEHE R BAAG L7z ABE
2 HEIIME 7 =7 28 mg/dl & IEFALL, EakIRREIX
YWHEMEN T -7z, DI 7 >~ £ = 7 EIdIEF SN TR
#WL, ARE7HBHIIZEREHE o7, 20%IIHHED ~
PO — VDA THERINT T B 7 IEFHMANICE &
F o7, T v MMEERMTIITDTICEBRELZ O
Loz,

L L BRI U 4 b R RERE 135547 L 72. Mini-

battery (FAB) : 5/18 M CT& V), Fi#a)) & WiHIERED B E DS
D720tz WAIFEL LA L, WAEIR 7S o
7o, vz uy ZRBRIEENEZ 572, DWLIZBU) 2 R iR o
BT R L, BIREIT O RRAREREEDSH 5 2 L2 D
NIID #38eb iz, M REMRA T & 272 EPT L% 320
o dz KETRGEAL (MRS58 5 em B 55 O FE
AR OFFEANREFZ AT T, ARSI, B2 R TR
f, Bz IRIAMIAELC 3B\ T p62 FiiE Tt SN B EHE A
KA BIgE S /- (Fig. 4). %72 repeat primed PCR %% fv 72
ML O E AT 3B W ¢ NOTCH2NLC & {5t ® GGC J ¥ — M
Ex@o7z. D Lbofkd L i Rars NID &2 L, B
EaR e LR CReEBigE L7,

2020 4£ 9 HICF MR SRS L7z, BakkEE T2
M7 >~ €= 7fli% 52 mg/dl & IEFH#HFIFITH - 72, MRI T
EHNEIRZE 2SS SR LT 7z, TREUT LRk
FAITVEGRBIZR L2 25, A6 HHICHREHRL 72720
HEBREE L 72,

Z B

JB N FEAE NIID (35 LEMRIC & 2 B I 7 AL S AT L
Be, FAZAAREPETENRSEIEML T 5. MEtke

50 G 20 b,

Fig. 4 Histopathological findings of skin biopsy samples.

Immunostaining showed p62-positive intranuclear inclusions in sweat gland cells (A), fibroblasts (B), and fat cells (C).
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Abstract

A case of neuronal intranuclear inclusion disease with serial MRI changes observed
from before onset of forgetfulness

Ryosuke Oda, M.D.", Mai Fujikura, M.D., Ph.D.?, Takashi Hayashi, M.D.",
Manabu Matsuya, M.D.?, Jun Sone, M.D., Ph.D.? and Shun Shimohama, M.D., Ph.D.?

U Department of Neurology, Saiseikai Otaru Hospital
2 Department of Neurology, National Hospital Organization Suzuka National Hospital
9 Department of Neurology, Sapporo Medical University School of Medicine

A 70-year-old woman presented with a 6-year history of cognitive dysfunction, neurogenic bladder, constipation and

recurrent vomiting, and gradual worsening of symptoms. At the first admission to our department, she was also found to

have hepatic encephalopathy due to intrahepatic portosystemic shunt. Head MRI revealed abnormal signal intensity at

the corticomedullary junction, the splenium of the corpus callosum, and bilateral middle cerebellar peduncles on DWI.
She was diagnosed with intranuclear inclusion disease (NIID) based on skin biopsy and genetic testing of NOTCH2NLC.
In a retrospective review of serial head MRI findings for ten years, abnormal signal intensity at the corticomedullary

junction and the splenium of the corpus callosum on MRI existed prior to the onset of cognitive dysfunction, and

expanded gradually. For early diagnosis of NIID, it is important to focus not only on the characteristic high signal

intensity at the corticomedullary junction, but also on the signal at the splenium of the corpus callosum from the early

stage.

(Rinsho Shinkeigaku (Clin Neurol) 2021;61:727-732)

Key words: neuronal intranuclear inclusion disease, splenium of corpus callosum, serial changes,
intrahepatic portosystemic shunt, hepatic encephalopathy




