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Table 1 Laboratory findings.

Blood analysis TSH 1.76 WlU/m/ Antibody
Complete blood count FT4 1.14 ng/dl Rheumatoid factor (=)
WBC 5,400/l HbAlc 5.8% Anti-nuclear antibody (=)
RBC 475 x 10%ul BNP 17.8 pg/ml Anti-SSA antibody (-)
Hb 14.1 g/dl IgG 1,297 mg/d! Anti-SSB antibody (=)
Pt 34.8 x 10¥/ul IgA 182 mg/d! Lupus anti-coagulant (=)

IgM 273 mg/dl Anti-cardiolipin antibody (-)
Biochemistry Lactate 7.0 mg/dl Anti-B2GPI antibody (=)
AST 26 U/ Pyruvic acid 0.71 mg/dl PR3-ANCA (-)
ALT 36 U/l ACE 19.51U/I MPO-ANCA (=)
LDH 179U/
CK 96 U/l Coagulation Cerebrospinal fluid analysis
TP 8.0 g/d! PT 96% Cell counts 1/
Alb 4.6 g/dl APTT 25s Mononuclear cell 100%
T-hil 0.41 mg/d/ D-dimer 0.8 ng/mi Polynuclear cell 0%
BUN 8 mg/d/ ATIII 114% Protein 19 mg/d!
Cre 0.58 mg/d/ PC antigen 123% Glucose 68 mg/dl
Na 139 mEq/! PC activity 119% Alb 12 mg/d!
K 3.5mEq/! Free PS antigen 114% IgG 1.2 mg/dl
Cl 103 mEq/! PS activity 68% OCB (=)
Ca 9.3 mg/d/ MBP < 31.3 pg/ml
1P 2.8 mg/d/ Tumor marker NSE 7.1 ng/ml
CRP 0.31 mg/d! CEA 1.4 ng/ml sIL-2R < 30.0 U/m/
Glu 136 mg/d! CA19-9 4 U/ml TPLA (=)
TG 129 mg/d! SCC 0.7 ng/m/ IgG index 0.34
HDL-Chol 43 mg/d! AFP 2.0 ng/ml
LDL-CHol 78 mg/dl sIL-2R 425 U/ml
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Fig. 1 Brain CT and MRL

Brain CT shows no calcified or atrophic lesion (A). Magnetic resonance susceptibility-weighted image (SWI; 1.5 T, TR/TE = 36/45 ms)
revealed dilated transmedullary veins in the left occipital lobe (B). Contrast-enhanced T;-weighted imaging (CE-T;WI; 1.5 T, TR/TE = 541/13
ms) illustrates abnormal leptomeningeal enhancement of the left occipitotemporal cortex and the enhancement and enlargement of the choroid
plexus in the left lateral ventricle (C). Post-gadolinium contrast-enhanced FLAIR (CE-FLAIR) images (1.57T, TR/TE = 8,000/120 ms)
demonstrated more extensive enhancement of the leptomeningeal lesions than did CE-T;WI (D). These appearances were unremarkable on
unenhanced FLAIR images (1.5 T, TR/TE = 8,000/120 ms) (E). Three diagnostic images (SWI, CE-T,WI and CE-FLAIR) picked out from these
brain images (F).
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Abstract

A case of adult-onset Sturge-Weber syndrome type III without intracranial calcification,
presenting with transient homonymous hemianopia

Yuto Hayashi, M.D.V, Yuri Sugiura, M.D.", Rie Nakatani, M.D., Ph.D.",
Katsuya Araki, M.D., Ph.D.", Masayuki Moriya, M.D., Ph.D." and Masaru Yokoe, M.D., Ph.D."”

b Department of Neurology, Toyonaka Municipal Hospital

Sturge-Weber syndrome (SWS) is a rare neurocutaneous disorder. Almost all cases of SWS are diagnosed in children,
but some are diagnosed in adults. We describe a case of isolated leptomeningeal angiomatosis without intracranial
calcification. A 33-year-old woman was admitted because of sudden-onset right homonymous hemianopia with headache
and nausea. These symptoms disappeared by the next morning. She had no history of seizure or mental retardation. No
facial angioma was found on physical examination. Brain CT showed no intracranial calcification or atrophic cortex. The
blood and cerebrospinal fluid analyses yielded normal results. The findings in the electroencephalogram were
unremarkable. MRI with susceptibility weighting (SWI) revealed dilated transmedullary veins in the left occipital lobe.
Contrast-enhanced T;-weighted imaging (CE-T,WI) illustrated abnormal leptomeningeal enhancement in the left
occipitoparietal cortex and enhancement and enlargement of the choroid plexus in the left lateral ventricle. Post-
gadolinium contrast-enhanced f FLAIR imaging demonstrated more extensive enhancement of the leptomeningeal
lesions than did CE-T;WI. The symptoms and the findings on these images were suggestive of a diagnosis of SWS type
[I. Clinicians should keep in mind that some cases of SWS manifest with only minor symptoms, such as migraine. If
SWS is suspected, SWI and contrast-enhanced MRI should be performed.

(Rinsho Shinkeigaku (Clin Neurol) 2021;61:132-135)
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