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Construction of database and exploration of cerebrospinal fluid biomarker for
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In Japan, the patients with CADASIL have been reported to be relatively high-aged, and often
lack autosomal dominant trait in family history. Moreover, there is a tendency to show relatively
mild degree of small vessel diseases including lacunar infarction and white matter lesions. As a
result, approximately half of CADASIL patients are erroneously excluded when the diagnostic
criteria by Davous was applied to Japanese patients. Therefore, it is mandatory to establish a new
diagnostic criteria suitable for Japanese patients and patients registry including baseline
demographic data, neuroimaging findings and biomarker information of blood and cerebrospinal
fluid, thus confounding an effective diagnostic criteria.

In 2011, Prof. Toshiki Mizuno (Kyoto Prefectural University) has proposed a tentative criteria
based on 37 patients with CADSIL and reported in the study group of hereditary cerebral small
vessel disease (Onodera, Niigata University). In the present study group, this diagnostic criteria has
been applied to 53 patients which were diagnosed after 2011. The results showed a sensitivity of
52.0% and 97.1% with criteria by Davous and us, respectively. The specificity studied in the
NOTCHS3-negative patients was only 7.5%, however this criteria is expected to provide appropriate
candidates for genetic testing. Therefore, Prof. Mizuno, Onodera and Tomimoto (Mie University)
have submitted this new diagnostic criteria to an international journal. In addition, our study group
obtained an agreement with Japanese Society of Neuroscience & Therapeutics (JSNT) to develop a
clinical guideline for CADASIL which should be based on recommendation by Minds to develop
guidelines for rare and intractable diseases. We held an open public lecture for CADASIL and
organized a patients groups.The number of registered patients was over 30, and is increasing to
prepare for common use in our study group.

III. RO/ ~DFEE
(1) 256 - HEEEFICR U D% (EWNEE 71, EEREE 47 1)

EA F5

1. Subcortical ischemic vascular disease: roles of oligodendrocyte function in experimental models of
subcortical white-matter injury. Shindo A, Liang AC, Maki T, Miyamoto N, Tomimoto H, Lo EH, Arai K. J
Cereb Blood Flow Metab. 2016;36(1):187-98

2. Neuropsychological Features of Microbleeds and Cortical Microinfarct Detected by High Resolution
Magnetic Resonance Imaging. Ueda Y, Satoh M, Tabei K, Kida H, li Y, Asahi M, Maeda M, Sakuma H,
Tomimoto H J Alzheimers Dis. 2016; 53(1): 315-25

3. Evaluation of NOTCH3 Prol67Ser Variation in a Japanese Family with Cerebral Autosomal Dominant
Arteriopathy with Subcortical Infarcts and Leukoencephalopathy. Mizuno T, Mizuta 1, Tomimoto H.
Dement Geriatr Cogn Disord Extra 2016; 6:183-184



4. Astrocyte-Derived Pentraxin 3 Supports Blood-Brain Barrier Integrity Under Acute Phase of Stroke.
Shindo A, Maki T, Mandeville ET, Liang AC, Egawa N, Itoh K, Itoh N, Borlongan M, Holder JC, Chuang
TT, McNeish JD, Tomimoto H, Lok J, Lo EH, Arai K. Stroke. 2016; 47(4): 1094-100

5. A longitudinal study of neuromelanin-sensitive magnetic resonance imaging in Parkinson’s disease.
Matsuura K, Maeda M, Tabei K, Umino M, Kajikawa H, Satoh M, Kida H, Tomimoto H. Neuroscience
Letters 2016, 633: 112-117

6. Detection of Low-Signal Pulvinar Areas Using Diffusion-Weighted Imaging in Patients with Dementia
Experiencing Visual Hallucinations. Sugiura M, Satoh M, Tabei KI, Saito T, Mori M, Abe M, Kida H,
Maeda M, Sakuma H, Tomimoto H. Dement Geriatr Cogn Dis Extra. 2016; 6(3): 458-464.

7. Detection of cerebral amyloid angiopathy by 3-T magnetic resonance imaging and amyloid positron
emission tomography in a patient with subcortical ischaemic vascular dementia. Kida H, Satoh M, Ii Y,
Fukuyama H, Maeda M, Tomimoto H. Psychogeriatrics. 2017; 17(1): 70-72.

IR ES
1. Offner H, Ihara M, Schabitz WR, Wong PT. Stroke and other cerebrovascular diseases. Neurochem Int 2017,

in press.

2. Kalaria RN, Ihara M. Medial temporal lobe atrophy is the norm in cerebrovascular dementias. Eur J Neurol
in press

3. Yamamoto Y, lhara M. Disruption of transforming growth factor-p superfamily signaling: A shared
mechanism underlying hereditary cerebral small vessel disease. Neurochem Int, in press

4. Ihara M. Comment: Autosomal dominant small vessel disease due to heterozygous HTRAL mutations.
Neurology 2016;86 (21): 1972.

5. Tojima M, Saito S, Yamamoto Y, Mizuno T, lhara M, Fukuda H. CADASIL with a novel NOTCH3
Cys323Trp mutation presenting border zone infarcts: A case report and literature review. J Stroke
Cerebrovasc Dis. 2016, 25(8): €128-30

R —17

1. Yoshimura S, Sato S, Todo K, Okada Y, Furui E, Matsuki T, Yamagami H, Koga M, Takahashi JC,
Nagatsuka K, Arihiro S, Toyoda K; Stroke Acute Management with Urgent Risk-factor Assessment and
Improvement (SAMURAI) Study Investigators.Prothrombin complex concentrate administration for
bleeding associated with non-vitamin K antagonist oral anticoagulants: The SAMURAI-NVAF study. J
Neurol Sci. 2017 Apr 15;375:150-157.

2. Yasuno F, Kazui H, Kajimoto K, lhara M, Morita N, aguchi A, Yamamoto A, Matsuoka K, TEkahashi M,
Nakagawara J, $uji M, lida H, Kishimoto, Nagatsuka K. .Mutual effect of cerebral amyloid  and
peripheral lymphocytes in cognitively normal older individuals. Int J Geriatr Psychiatry2017 Jan 23. doi:
10.1002/gps.4660. [Epub ahead of print]

3. Yasuno F, Kazui H, Morita N, Kajimoto K, lhara M, aguchi A, Yamamoto A, Matsuoka K, TBkahashi M,
Nakagawara J, lida H, Kishimoto ;TNagatsuka K. Use of T1-weighted/T2-weighted magnetic resonance
ratio to elucidate changes due to amyloid § accumulation in cognitively normal subjects. Neuroimage Clin.
2016 Dec 2;13:209-214.



BA EZE

1. Turin TC, Okamura T, Afzal AR, Rumana N, Watanabe M, Higashiyama A, Nakao Y, Nakai M, Takegami
M, Nishimura K, Kokubo Y, Okayama A, Miyamoto Y. Hypertension and lifetime risk of stroke. J
Hypertens. 2016 ;34(1): 116-22.

2.Turin TC, Okamura T, Rumana N, Afzal AR, Watanabe M, Higashiyama A, Nakao Y M, Nakai M, Takegami
M, Nishimura K, Kokubo Y, Okayama A, Miyamoto Y. Diabetes and lifetime risk of stroke and subtypes in
an urban middle-aged population. J Diabetes Complications. 2017; 31(5): 831-835.

3.Tatsumi Y, Nakao YM, Masuda I, Higashiyama A, Takegami M, Nishimura K, Watanabe M, Ohkubo T,
Okamura T, Miyamoto Y. Risk for metabolic diseases in normal weight individuals with visceral fat
accumulation: a cross-sectional study in Japan. BMJ Open. 2017 ;7(1): e013831.

4. Nishimura K, Okamura T, Watanabe M, Nakai M, Takegami M, Higashiyama A, Kokubo Y, Okayama A,
Miyamoto Y. Predicting Coronary Heart Disease Using Risk Factor Categories for a Japanese Urban
Population, and Comparison with the Framingham Risk Score: The Suita Study. J Atheroscler Thromb.
2016 ;23(9) :1138-9.

5.Turin TC, Okamura T, Raheen Afzal A, Rumana N, Watanabe M, Higashiyama A, Nakao YM, Nakai M,
Takegami M, Nishimura K, Kokubo Y, Okayama A, Miyamoto Y. Impact of hypertension on the lifetime
risk of coronary heart disease. Hypertens Res. 2016 Jul;39(7):548-51.

v

ik

NI =SS

1. Kuroki T, Tanaka R, Shimada Y, Yamashiro K, Ueno Y, Shimura H, Urabe T, Hattori N. Exendin-4 Inhibits
Matrix Metalloproteinase-9 Activation and Reduces Infarct Growth After Focal Cerebral Ischemia in
Hyperglycemic Mice. Stroke. 2016; 47(5): 1328-35.

2. Yamashiro K, Tanaka R, Urabe T, Ueno Y, Yamashiro Y, Nomoto K, Takahashi T, Tsuji H, Asahara T,
Hattori N. Correction: Gut dysbiosis is associated with metabolism and systemic inflammation in patients
with ischemic stroke. PLoS One. 2017; 12(4): e0176062.

pais

P EFR

1. Hatanaka H, Hirose D, Hirao K, Shimizu S, Kanetaka H, Hanyu H. Longitudinal changes in peripheral
oxidative markers in patients with AD, with or without CVD. Geriatr Gerontol Int (in press)

2. Hirose D, Hanyu H, Fukasawa R, Hatanaka H, namioka N, Sakurai H. Frailty and sarcopenia in subjects
with Alzheimer’ s disease with or without cerebrovascular disease. Geraitr Gerontol Int 14:1235-1236,
2016.

3. Namioka N, Hanyu H, Hirose D, Hatanaka H, Sato T, Shimizu S: Oxidative stress and inflammation are
associated with physical frailty in patients with Alzheimer’ s disease. Geriatr Gerontol Int 2016 Jun 14
[Epub ahead of print]

4, Shimizu S, Hirao K, Kanetaka H, Namioka N, Hatanaka H, Hirose D, Fukasawa R, Umahara, T, Sakurai H,
Hanyu H. Utility of the combination of DAT-SPECT and MIBG myocardial scintigraphy in differentiating
dementia with Lewy bodies from Alzheimer’ s disease. Eur J Nucl Med Mol Imaging 2016 ; 43:184-92



CPAEETR - mAEMEREED BPSD & TR, 35 E S 41:22-25,2017

EKHE—RR, PERK - FRAED perfusion SPECT [Hif§ 86:438-443, 2017
AEKBE—BR, PAFRK - SPECT. F8ME, HoflES: 71:139-146, 2016.

CRERE G TIRA A= TS B TRREE TR, 4y T IKIE R 15:31-35, 2016

o N o o

B

1. Mizutani K, Sonoda S, Wakita H, Okazaki H, Katoh Y, Chihara T, Shimpo K. Effects of exercise and
bryostatin-1 on serotonin dynamics after cerebral infarction. Neuroreport. 2016, 27, 659-64

2. [ OB B ART RN, FRAE DTRHR DHEA. RTEHE Y. 2016, 33,506-9

i FHE

1. Aso T, Nishimura K, Kiyonaka T, Aoki T, Inagawa M, Matsuhashi M, Tobinaga Y, Fukuyama H. Dynamic
interactions of the cortical networks during thought suppression. Brain Behav. 2016 Jun 16;6(8):e00503.

2. Ishii T, Sawamoto N, Tabu H, Kawashima H, Okada T, Togashi K, Takahashi R, Fukuyama H. Altered
striatal circuits underlie characteristic personality traits in parkinson's disease. J Neurol. 2016
Sep;263(9):1828-39.

3. Ono K, Mikami Y, Fukuyama H, Mima T. Motion-induced disturbance of auditory-motor synchronization
and its modulation by transcranial direct current stimulation. Eur J Neurosci. 2016 Feb;43(4):509-15.

4. Ota K, Qishi N, Ito K, Fukuyama H, SEAD-J Study Group, Alzheimer's Disease Neuroimaging Initiative.
Prediction of alzheimer's disease in amnestic mild cognitive impairment subtypes: Stratification based on
imaging biomarkers. J Alzheimers Dis. 2016 Apr 12;52(4):1385-401.

5. Ueno T, Suzuki H, Hiraishi M, Amano H, Fukuyama H, Sugimoto N. In vivo magnetic resonance

microscopy and hypothermic anaesthesia of a disease model in medaka. Sci Rep. 2016 Jun 2;6:27188.

SEEy Rz
1. PR ARRR R Ry MR 4 45 . - EF R 2. Clinical Neuroscience. 2016, 34, 566-8.
2. IMAEZE D It 2. LB IR.Z . Medicina. 2016, 53, 250-4.

K st

1K, KEPIUE. Refe TRRFIERHE - MFIEO topics) /NI IR 2> & F 7o A PERRAE. 5T
AT NLEE AR SRS, 125(12): 805-812, 2016.

2. Nozaki H, Kato T, Nihonmatsu M, Saito Y, Mizuta I, Noda T, Koike R, Miyazaki K, Kaito M, Ito S, Makino
M, Koyama A, Shiga A, Uemura M, Sekine Y, Murakami A, Moritani S, Hara K, Yokoseki A, Kuwano R,
Endo N, Momotsu T, Yoshida M, Nishizawa M, Mizuno T, Onodera O.  Distinct molecular mechanisms
of HTRAL mutants in manifesting heterozygotes with CARASIL. Neurology. 2016: 86(21): 1964-74.

3. Mizuno T, Mizuta I, Tomimoto H. Evaluation of NOTCH3 Pro167Ser Variation in a Japanese Family with

Cerebral Autosomal Dominant Arteriopathy with Subcortical Infarcts and Leukoencephalopathy. Dement
Geriatr Cogn Disord Extra. 6: 183-184, 2016.


https://www.ncbi.nlm.nih.gov/pubmed/?term=Mizutani%20K%5BAuthor%5D&cauthor=true&cauthor_uid=27128726
https://www.ncbi.nlm.nih.gov/pubmed/?term=Sonoda%20S%5BAuthor%5D&cauthor=true&cauthor_uid=27128726
https://www.ncbi.nlm.nih.gov/pubmed/?term=Wakita%20H%5BAuthor%5D&cauthor=true&cauthor_uid=27128726
https://www.ncbi.nlm.nih.gov/pubmed/?term=Okazaki%20H%5BAuthor%5D&cauthor=true&cauthor_uid=27128726
https://www.ncbi.nlm.nih.gov/pubmed/?term=Katoh%20Y%5BAuthor%5D&cauthor=true&cauthor_uid=27128726
https://www.ncbi.nlm.nih.gov/pubmed/?term=Chihara%20T%5BAuthor%5D&cauthor=true&cauthor_uid=27128726
https://www.ncbi.nlm.nih.gov/pubmed/?term=Shimpo%20K%5BAuthor%5D&cauthor=true&cauthor_uid=27128726
tel:1385-401

4. Tojima M, Saito S, Yamamoto Y, Mizuno T, lhara M, Fukuda H.Cerebral Autosomal Dominant Arteriopathy

with Subcortical Infarcts and Leukoencephalopathy with a Novel NOTCH3 Cys323Trp Mutation Presenting
Border-Zone Infarcts: A Case Report and Literature Review. J stroke cerebrovasc dis. 25(8): e128-130,
2016.

5. Konno T, Yoshida K, Mizuno T, Kawarai T, Tada M, Nozaki H, Ikeda S, Nishizawa M, Onodera O,

Wszolek Zbigniew, Ikeuchi T. Clinical and genetic characterization of Adult-onset Leukoencephalopathy
with Axonal Spheroids and Pigmented Glia associated with CSF1R mutation. European Neurology. (in

press)

NEFE B

1.

Ozawa T, Onodera O. Multiple system atrophy: clinicopathological characteristics in Japanese patients.
Proc Jpn Acad Ser B Phys Biol Sci. 2017; 93(5): 251-258

. Kanazawa M, Miura M, Toriyabe M, Koyama M, Hatakeyama M, Ishikawa M, Nakajima T, Onodera O

Takahashi T, Nishizawa M, Shimohata T. Microglia preconditioned by oxygen-glucose deprivation

promote functional recovery in ischemic rats. Sci Rep. 2017;7: 42582.

. Koyama A, Sugai A, Kato T, Ishihara T, Shiga A, Toyoshima Y, Koyama M, Konno T, Hirokawa S,

Yokoseki A, Nishizawa M, Kakita A, Takahashi H,_ Onodera O. Increased cytoplasmic TARDBP mRNA in
affected spinal motor neurons in ALS caused by abnormal autoregulation of TDP-43. Nucleic Acids Res.
2016; 44(12): 5820-36.

. Nozaki H, Kato T, Nihonmatsu M, Saito Y, Mizuta I, Noda T, Koike R, Miyazaki K, Kaito M, Ito S,

Makino M, Koyama A, Shiga A, Uemura M, Sekine Y, Murakami A, Moritani S, Hara K, Yokoseki A,
Kuwano R, Endo N, Momotsu T, Yoshida M, Nishizawa M, Mizuno T, Onodera O. Distinct molecular
mechanisms of HTRA1 mutants in manifesting heterozygotes with CARASIL. Neurology. 2016; 86(21):
1964-74.

. Konno T, Yoshida K, Mizuno T, Kawarai T, Tada M, Nozaki H, Ikeda SlI, Nishizawa M, Onodera O,

Wszolek ZK, Ikeuchi T. Clinical and genetic characterization of adult-onset leukoencephalopathy with

axonal spheroids and pigmented glia associated with CSF1R mutation. Eur J Neurol. 2017; 24(1): 37-45.

. Konno T, Broderick DF, Mezaki N, Isami A, Kaneda D, Tashiro Y, Tokutake T, Keegan BM, Woodruff BK,

Miura T, Nozaki H, Nishizawa M, Onodera O, Wszolek ZK, Ikeuchi T. Diagnostic Value of Brain
Calcifications in Adult-Onset Leukoencephalopathy with Axonal Spheroids and Pigmented Glia. AJNR
Am J Neuroradiol. 2017; 38(1): 77-83.

TR HEE
1. Ando T., Goto Y., Mano K., Ueda A., Ando Y., Mizuta I., Mizuno T. CADASIL presenting as acute bilateral

multiple subcortical infarcts without a characteristic temporal pole or any external capsule lesions. Internal
Med 2016; 55: 2873-2876.

2. Yamashita T., Ueda M., Saga N., Naoto K., Tasaki M., Masuda T., Misumi Y., Oda S., Fujimoto A., Amano

T., Takamatsu K., Yamashita S., Obayashi K., Matsui H., Ando Y. Hereditary amyloidosis with
cardiomyopathy caused by the novel variant transthyretin A36D. Amyloid 2016;, 23: 207-208.



3. Okumura K, Yamashita T., Masuda T., Misumi Y., Ueda A., Ueda M., Obayashi K., Jono H., Yamashita S.,
Inomata Y., Ando Y. Long-term outcome of patients with hereditary transthyretin V30M amyloidosis with
polyneuropathy after liver transplantation. Amyloid 2016; 23: 39-45.

4. Huang G., Ueda M., Tasaki M., Yamashita T., Misumi Y., Masuda T., Suenaga G., Inoue Y., Kinoshita Y.,
Matumoto S., Mizukami M., Tsuda Y., Nomura T., Obayashi K., Ando Y. Clinicopathological and biological
findings of thyroid amyloid in hereditary transthyretin amyloidosis with and without liver transplantation.

Amyloid 2017 in press
(2) 5 YURVULFEIRTD A8« RAY —5#

A FHM

L EAFFN, B/NILEROERE & 2R, HE, 55 41 B AN Pt 2016. 4. 14-16, [EXN

2. AT, AIGEMHENLIATRE 2 A, 965 BIERRSMEY +—F & 2016.5. 14, EHN

3. EATR, KIMEERZIIMAZ KB L TWDO0 5 MRT fRfik, FEMEO HERIZ K 5 R HE DO PR,
FE, 2 58 [B] A REBFEEFRFIES, 2016.6.8-10, EN

4. EARFI, MAEMHRIAEZE ORI, A, 5 35 [0 B ARRHETSFINES, 2016. 12. 1-3,
5[

5. AT, [FBHEDBZM EIREILE Z FTHAZ? 1 OB, 5 34 [ A ARMRIGFRFESRE,
2016.11.3-5 [HN

6. BEATEFN /NI E R ORRRE & B~ B AR L FCKOEW S E DT, DO, 5 42 Bl B AR RS
2017.3.16-19 EAN

PE FR

LR OR, KA —BR, BIFESC, AHE T BHA. MOEAN, AEEH, PEREK. BRI
PERRAVEDT I v A R, X7 PET, 25 7 [l A AR A « SBREFRFINES.  2016/8/6, [EW

2. AT, BORURHEE, RREOR. WRMIRHROR, ERRACE . TEKIE—ER, PIERR. M EHE %
B LT AN —{BEICBT D7 LAV Y ax=7, 5§ 7R HARRMLE - FBHEET
RS, 2016/8/6, [EW

3. Hanyu H, Fukasawa R, Shimizu S, Sakurai H, Ishii K, Shimada H, Higuchi M, Suhara T. Amyloid
and Tau PET in Diabetes—related dementia. Alzheimer Association International Conference.
2016/7/25, [EER (hr k)

4. AN, BEEURHE, RN R, AR, PREEE K. ERRACE . ERAERER, EKIA—AR,
HIEESC, PR, VSRAD advance 2 OFfEFEZ AV 72 AD & DLB O, 25 58 [F] | AR ZFEF
RIFANES. 2016/6/9, EN

5. RS, BB, HEROA T, TREBEON. MR, PIAERK. L —/MATIERELE o ik i
T AL—99mTe~ECD SPECT (2 & D Hias, 2 58 [nl H ABFEPLRAINEES. 2016/6/9, [EWN

10



[ A N
1. Jigh 95 B, GREE BE OB TEY O R & PR FEE, DA, FRFEY I~ b in Mie, 2016/10/15,
EWN

i FHE

LA E % 8 [B] Neuroimaging Seminar [HFRZEMELR B OBEAGBMr ) R KFEPE 1R
2016.10. 3

2. FILFSE 5 9 MMRHEREMIE ¥ X I —  [RAMBCEEF O Al E—resting state fMRT (2K DHRFT
—) AdETARER A o # —  FKHB 2016. 10. 22-23

MEILFBE FRAVEY AR — NE - HRIE T v —7 v IHHE  [RREVED R HIZK ~ B2 & %
HC LT~ BEESOTRAZR Y 7% EER 2016. 10. 27

4. Fukuyama H. Keynote: Optical imaging and cerebral blood flow. Taiwan Society Of Clinical
Neurophysiolgy i KIEFEEFRZFEF [ Taiwan 2016. 5. 22

5. Fukuyama. H [Cryogen—free 3T-MRI System for Human Brain Research using Bi 2223
High-Temperature Superconducting Taps] International Symposium on Applied Brain Science.
Beijing Hubei Building AL{BE T K% China 2016.12.9-10

iy Mz

L EPREZ 6 R > 7 O MRL TR DT /AR ICER LT, HEE, 8 24 RIAAR Ry 7 7%
DRETRUEAE, 2015/6/7, EN.

2. B, Oral anticoagulant therapy for prevention of cardioembolism, i, & 57 [B] H A<
MREFER IR R Y AR 7 A, 2016/5/20, EA

3. BB 2 Acute stroke presentation — the difference between the East and the West, H
78, Asia Pacific Stroke Conference 2016, 2016/7/14, [E4+

JKEF st

1.Mizuno T. How vascular dementia progress? Maastricht. 2016.10.11 [E4%}:

2. Genetic aspects of dementia. Mizuno T. 18th Euron Research & students days 2016. 10. 13. Lille
ESpaS

3.Mizuno T, Tkuko Mizuta, Masahiro Makino, Hiroaki Nozaki, Taisuke Kato, Osamu Onodera. A
case report of heterozygous Pro285Leu HTRA1 mutation. VAS—-C0G2016. 2016. 10. 13-15, Amsterdam
ESpS

4. Tamura A, Nagato Kuriyama, Etsuko Ozaki, Isao Watanabe, Yoichi Ohshima, Masaki Kondo, Kazuo

Takeda, Kengo Yoshii, Kei Yamada, Atsuyuki Watanabe, Masanori Nakagawa, Toshiki Mizuno.

Longitudinal 10-year follow—up of deep white matter hyperintensities in the elderly healthy
subjects. VAS-C0G2016. 2016. 10. 13-15, Amsterdam [E#+
5. KHEKAT . WHBET. FHMEESE, & HEES, LRBEOL, KEEUHE. Strategy to elucidate
pathogenesis of CADASIL using transgenic Drosophila models of human NOTCH3. % 39 [E]H A
I EMFAFS. 2016/12/1 EIN

11



6. KEFHUE CADASIL |2 E £ TSN & 57 B HAMR R RkE Ay P hEYZ X
2016 455 A 18-20 H 7 EN

7. KEPHEUE  BARPEO M A MEFREE —CADASIL & CARASIL—, %5 35 [B] H AGRAE =R FINES. &
VIRYU L2 201641241 H HE EW

8. FRHARY, —MREZ, MTFHI, WIS, SR sE, KEEU. NOTCH3 {5+ @ exonld (ZHE
FEAE B AR 72 CADASIL > 1 i), %5 216 [5] H A BAN - HE M 72, 2016 4E3 H 5 H
oL EW

9. HAEE, M EE, BT, HEE, KEPEUE, I EEEE RS i CHSE L 72 CADASIL
D 50 A MERY. 5 216 [B] A AP AP R - FERGHT7 . 2016 23 A 5 H ; B [EW

10. EATEE, BRRER, BIARA S, AKHEURA T, BEE T, SR —F%, HAKE -, AR, ML
B, BT, WAREE, IR, SELepd, BEAIEA, KEPEE, PEEIEE, /NEFSREE. HTRAL
AT R ARG RZE R X DN BRI 31T D EHER MRT BT O RRES. 25 41 Bl A AR AR r i e
2016 ££ 4 /1 14-16 H ; FLi%. EAN

1. BB, BRRER, BEMRAZE, KEERAT, BEE T, /Nt Sik—F, HEAE—, B
FeaL, fREEE, KBS, TEERIEE, /NEPSEER. Diagnostic criteria for cerebral small vessel
disease with HTRA1 mutation. 28 57 [B] H AR FESAIT RS, 2016 425 A 18-21 H ; #fF7 EWN

12. ZKEUKA S, BRET, FHASE, & HEE, LnBot, KEFHUE. Strategy to elucidate
pathogenesis of CADASIL using transgenic Drosophila models of human NOTCH3. & 57 [v] H AR
R RS, 2016 425 3 18-21 H ; A [EWN

13. ATHERA:, KEVEM, BATEM, A ﬁ,ﬂm%z AR, AKEPEUS. FE TREZE S VE
G 2 £ 5 Qe R ME M ED JIRE (CADASIL) O —i]. 25 112 [B] H ARG AR 722 Pl 2. 2016 4F
6 H3H; T#E. EHA

14, /NS 55 ARRRL, VEEP O, BB, KEKAT, ZKEPEUE. HARAIZRIL 72 CADASIL A
= AERE KOV OFZMMEORES. 57 Bl H ARREIM A - FBEETFRTFINRS. 2016 4E8 H 6 H
&R, BN

TR HELE

LAEHEBAEZ, MR, AR, ML, NREEsE, ZRMERE. BIMENImE FE CADASIL @
K BLAOIRERAT R GOM OFERRAL 2R, R A % —, 55 57 [0 B AR B2 SR A NI IE S,
2016/06/02, [EMH.

2. FEH A, MEHYERE, KRR, P ek, PERE . ZHRBEERE. Diagnostic value of skin biopsy
immunostaining with Notch3 antibody for CADASIL. 7RNAX—, % 57 [A] H AR LRSS,
2016/05/18, [EN

SCREHBAE, MHJER, KRR, hEH, R, ZREERE. 2P Tl L7 CADASIL JEf]
DR TR L RGO RENT « BEARKFICTE T 5 18 4£[ D CADASIL OB HEREER, H{#E, % 41 [A]
HK%$¢¢%%%,mmmyw,lm.

12



(3) THEEORZF - BAxahtta) (2832 B0 #ax

AT

1.&ARFF  CADASIL HFZEHEIZ DT, “CADASIL HiEG#EME CADASIL 2 oW TholmmAhH™
2017/3/20, EWN

2. BAFGI  FBEE TIHICENOATEEE, RBEEY I v b in Mie MWER/ABIREEE, 2016/10/14-15,
EA

LEABI LR TWVEBHIEDITR L P, BRI AOBEEM: LIERIEOES. 5 34 BIAA
PRI e THERABHGEIE, EWN

4. EARF ZET L E News 74X 2016 4E7 H 25 H(A)17 : 40-18 : 00, = HE KZFRIEF 2
W% % BR 38

R ES

1. JJRIES CADASIL OJRRBH%E, ~CADASIL Bk  CADASIL IZ oW Th-EMA D™ 2017/3/20,
EN

KB

1. ZKEFEUE  CADASIL 2 Wr & 1B 9, “CADASIL i ESi#AE  CADASILIZ DWW T h o A5 2017/3/20,
EWN

(4) FFFFHR
L

13



