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Table 1 Laboratory findings.

WBC 5490 /uL FT3 202 ug/dL GAD antibody 6,340 U/mL
RBC 444 /uL FT4 1.29 png/dL Gliadin antibody IgA 24 U/mL
Hb 12.1 g/dL TSH 091 ug/dL Gliadin antibody IgG 14 U/mL
Hct 39 % Vit B1 21 ng/mL TPO antibody 187 U/mL
PLT 29.6x10% /uL Vit Biz 1,870 ng/mL Thyroglobulin antibody 0.5 U/mL
T-Protein 6.3 g/dL Vit E 097 ng/mL Anti-nuclear antibody 40 U/mL
ALB 3.2 g/dL Folate 9.3 ng/mL DNA antibody (—)

AST 8 IU/L SS-A/Ro antibody <70

ALT 7 IU/L AIF antibody (+)

LDH 201 TU/L parietal cell antibody (—)

LAP 38 TU/L Hu antibody (-)
v-GTP 13 TU/L Yo antibody (-)

Amy 32 TU/L C-ANCA (-)
T-Chol 166 mg/dL P-ANCA (-)

TG 99 mg/dL HLA typing DR4, DR13

CK 28 TU/L

BUN 20.8 mg/dL

Cr 0.72 mg/dL

Na 141 mEq/L

K 45 mEq/L

Cl 103 mEq/L

Glucose 235 mg/dL

HbAlc 83 %

CRP 0.75 mg/dL

AIF: anti-intrinsic factor
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Fig. 1 A and B: Brain MRI Tsweighted imaging (axial view: T: TR/TE=4,000/128) revealed
marked atrophy in the right temporal lobe (arrow head). MRI Te-weighted imaging showed low sig-
nal intensity in both putamina and a linear high-signal-intensity area on their outsides (arrows). C
and D: SPECT using eZIS disclosed a reduced blood flow at the site of atrophy detected by MRI in
the temporal lobe (arrow head). A reduced blood flow was seen in both corpora striata (arrows).
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Fig. 2 After IVIg treatment, cerebral blood flow was seen to improve.
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12 /MREERAEY, TADAY, Progressive encephalomyelitis
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EZAIPIDOMETT vy MDD K83 ¥ -k b=
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BT IVINA =T ERA AR E~OILHEIRF S 1
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Abstract

A case of autoimmune polyglandular syndrome -related Parkinsonian syndrome
that required differentiation from multiple system atrophy

Masatake Kobayashi, M.D.", Kazunori Nanri, M.D.?, Nobuyuki Tanaka, M.D.”,
Akira Hasegawa, M.D.?, Takeshi Taguchi, M.D.? and Kazuhiro Saito, M.D."
"Tokyo Medical University Hachioji Medical Center
*Department of Neurology, Tokyo Medical University Hachioji Medical Center

A 76-year-old woman experienced unsteadiness in walking in 1996. On the basis of clinical and imaging find-
ings, the patient was diagnosed multiple system atrophy. During follow-up, her gait disturbance became aggra-
vated leaving her unable to walk unaided. She was referred to our department in 2003. T>weighted images on
brain magnetic resonance imaging (MRI) revealed low signal intensity in both putamina and a linear high-signal-
intensity area on their outsides. Single photon emission computed tomography (SPECT) disclosed a reduced blood
flow in both corpora striata. These findings were consistent with the diagnosis of Parkinsonian-type multiple sys-
tem atrophy. The patient had anti-glutamic acid decarboxylase (GAD) antibody-positive type 1 diabetes mellitus
and a normal thyroid function, and was positive for antithyroid antibodies. She was not found to have anemia on
blood tests, but was positive for intrinsic factor antibodies. Vitamin B.; was markedly reduced to below the detec-
tion limit. The findings suggested that the patient’s condition was autoimmune polyglandular syndrome type 3. In
2004, treatment with intramuscular injection of vitamin B,, was initiated, after which the patient’s gait disturbance
was improved and she was able to walk unaided. In 2009, her unsteady gait returned and was again unable to
walk unaided. Autoimmune encephalopathy was suspected, and thus high-dose intravenous immunoglobulin ther-
apy was performed. Following treatment she was able to walk steadily. This case suggests the importance of de-
tailed tests for autoantibodies, including endocrine autoantibodies, and the measurement of vitamin B., and total
homocysteine levels in view of the possibility of autoimmune polyglandular syndrome-related neurological disor-
ders in diabetic patients with intractable neurological disorders that are difficult to diagnose.

(Clin Neurol 2010;50:704-709)
Key words: Anti-GAD antibody, Antithyroid antibody, Autoimmune polyglandular syndrome, Vitamin Bi, Intravenous
immunoglobulin therapy




