BB METRRER DO~ 7 ¢ 77 —D% (BEZ)
M. BEMUEER OB T O LIRS H S T e
— B =T H VA K — KR
PEAVEEZSIR (PPAR) 0 L C B (ki o
B FOIREEE LT, BEREAHECT
SN K o T B IR bl & U4 & AR
BB, SEIOZC S - T B IR REDH
FEDFEAAEIENENE S 2 Z &R STz,
KGN ST A VT I W ESR/ N
RO REGFRNCFED < BEMIEDS, FEEAA
R RSO S AV DML, B0 TR R
W LB B LIEENBEE L WS RREtE L
RENT Tz, Fo B A UEE S EHIEAN
LoT, AMIEDTE,, EELTFIHICHE
DREBEMEDN B B,

E. #&iR

A 2T N PR R E/INR DR RNIE
FREIT, BRAEERNZ & 5 BB LBEEAMAT &
DOBEEZ L CWAFEEERSH D, BEMLIC
R 52 ARTFE LT, BEA LA, W
A "hA v, RSB EEFIEOIRA],
BEOERZENDIT NG, £ ERLEE
PRI ARFE LY T 4T T — D
X9 RERE VIHEERELEZ OND,

F. ARFER

1. SR

1) Thara K, Yoshino M, Hoshina T, Harada N,
Kojima-Ishii K, Makimura M, Hasegawa Y,
Watanabe Y, Yamaguchi S, Hara T:
Coagulopathy in patients with late-onset
ornithine transcarbamylase deficiency in
remission state: A previously unrecognized
complication. Pediatrics 131(1): €327-30,
2013 (January) '

Purevsuren J, Kobayashi H, Hasegawa Y,
Yamada K, Takahashi T, Takayanagi M,
Fukao T, Fukuda S, Yamaguchi S:

2)

-122 -

.4)

Intracellular in vitro probe acylcarnitine assay
for identifying deficiencies of carnitine

transporter and carnitine
palmitoyltransferase-1.  Analytical  and
Bioanalytical ~ Chemistry 405(4):

1345-1351, 2013 (Feburuary)

Yamaguchi S, Purevusren J, Kobayashi H,
Hasegawa Y, Mushimoto Y, Yamada K,
Takahashi T, Furui M, Taketani T, Fukuda S,
Fukao T, Shigematsu Y: Expanded newborn
mass screening with MS/MS  and
medium-chain  acyl-CoA  dehydrogenase
(MCAD) deficiency in Japan. HA< A X
7 U —= 2 VTS 23(3): 270-276, 2013
LETEY: MS g & 2 REEE 0D
Wr. s FiE{kasm 10(1): 72-78, 2013

W OB FERA S U —=r T OFilE
R T A REOEAN. BARRERE
B - SRR ETSMERE 48(4): 827-829,
2013 Q ‘
WHEES, ER)ER, SNGF, =
F5%B, /ANARELEL, BIKKE—, Jamiyan
Purevsuren, [LIFVER: B ARRIZR2ET S
7= iR - RERR AR FE OREPRAVIR
5. FEERAREEE 53(3): 191-195,2013
WOFER: X T A< AEBWEER
ARG == SR BDERRGEE
EORBMZE. NIEREER 6602
193-198,2013

W EvEY: ANRBHEEC IS 5 4 T A
v A& GCMS DEERISH : Bolr DT,
FEFRFRER 61(9): 817-824,2013
LEERER) : FoT AR - HART
v 7. W LIRRRAE, B 2013
10) Naiki M, Ochi N, Kato YS, Purevsuren J,

Yamada K, Kimura R, Fukushi D, Hara S,

Yamada Y, Kumagai T, Yamaguchi S,

Wakamatsu N: Mutations in HADHB, which

encodes the [-subunit of mitochondrial

3)

5)

6)

7

8)

2

trifunctional protein, cause infantile onset

hypoparathyroidism and peripheral

polyneuropathy. ~American Journal of



11)

12)

13)

14)

15)

Medical Genetics A 164(5): 1180-1187,2014
(May)

Yasuno T, Osafune K, Sakurai H, Asaka I,
Tanaka A, Yamaguchi S, Yamada K, Hitomi
H, Arai S, Kurose Y, Higaki Y, Sudo M,
Ando S, Nakashima H, Saito T, Kaneoka H:
analysis of iPSC-derived
myocytes from a patient with carnitine
I
Biochemical and Biophysical Research
175-181, 2014

Functional

palmitoyltransferase deficiency.

Communications 448(2):
May)

Shioya A, Takuma H, Yamaguchi S, Ishii A,
Hiroki M, Fukuda T, Sugiee H, Shigematsu Y,
Tamaoka A: Amelioration of acylcarnitine
profile using bezafibrate and riboflavin in a
case of adult-onset glutaric acidemia type 2
with novel mutations of the electron transfer
flavoprotein dehydrogenase (ETFDH) gene.
Journal of The Néurological Sciences
346(1-2): 350-352,2014 (November)
Vatanavicharn N, Yamada K, Aoyama Y,
Fukao T, Densupsoontorn N, Jirapinyoe P,
Sathienkijkanchai A, Yamaguchi S, Wasant
P:

deficiency: two neonatal cases with common

Carnitine-acylcarnitine  translocase
splicing mutation and in vitro bezafibrate
response. Brain and Development, inpress
Sakai C, Yamaguchi S, Sasaki M, Miyamoto
Y, Matsushima Y, Goto YI: ECHSI1
mutations cause combined respiratory chain
deficiency resulting in Leigh syndrome
Human Mutation, inpress

Kobayashi T, Minami S, Mitani A; Tanizaki
Y, Booka M, Okutani T, Yamaguchi S, Ino K:
Acute fatty liver of pregnancy associated
with fetal mitochondrial trifunctional protein
deficiency. J Obstet Gynaecol Res, inpress

16)

-123 -

17)

18)

19)

20)

1)

2)

3)

(November)

A&k, BRIE: /J\',%%%'rﬁz v&
LV REIEOEEESITIC L AW
ZIVBIRZE . B4 I /Blzﬁtif“\
EAFUREE. NERHER 67(5):
787-794,2014 (5 A)

WOyER: 27 A< AEE A LImHE
B2 7 V== JOMENESE LR
FE. INRETEETEER 44(3): 5-8,2014 (6 A)
WEER: 2 b=y R U THERGES B EA L,
BEE R B AR HEEhE
BB U —X No29 FHEMERRE (52
) M -Z OMOMRIEREEZEDT- —
VI SERMAGHER —, BARERRML, KR,
p627-631,2014 (6 A) ,

L AYEYR: BHEERETERE. R BIffe -
REGE  FiERERERES Y — X
No29 HRfEGER GE2p) I -0
OHRREBEED - —VI FRAH
BE—, BARERARA, KR, p622-626,
2014 (6 A) -

L YER: B - RERme R R T
W B AAERRR RSB R R
—X No3l MHRIEMEE GE2R) VI -
FOMOHRREEEDT- —XIVTA
DAAEGEE 2 CADAR S OYEFRRE
SEENE  SRREGRE ERABER—
HABRRR L, KBR, p205-211, 2014 (12 A)

FRER

Yamaguchi S: GC-MS for diagnosis of
Organic Acidurias. International Conference
on Inborn Errors of Metabolism 2013 &5,
New Delhi, India, April 2013

Yamaguchi S: Fatty acid oxidation defects.
International Conference on Inborn Errors of
Metabolism 2013 §&J#. New Delhi, India,
April 2013

Yamaguchi S, Purevsuren J, Hasegawa Y,



4)

3)

6)

7)

8)

Kobayashi H, Mushimoto Y, Yamada K,
Takahashi T, Furui M, Fukao T, Shigematsu Y,
Fukuda S:  Medium-chain  acyl-CoA
dehydrogenase (MCAD) deficiency and
newborn screening in Japan. 2013 Joint
Meeting of the Newborn Screening and
Genetic Testing Symposium (NBS&GTS)
and the International Society for Neonatal
Screening (ISNS). Atlanta, USA, May 2013

Yamaguchi S: Diagnosis and treatment of
mitochondrial fatty acid oxidation defects.
The of International
Translational Medicine of Clinical Genetics
in Beijing - Development and Application of
#7#. Beijing, China,

Second Forum

Genetic Technology
August 2013
Yamada K, Kobayashi H, Takahashi T,
Hasegawa Y, Purevsuren J, Fukuda S, Tto M,
Yamaguchi S: Responsiveness of bezafibrate
for neonatal onset form of glutaric acidemia
type II: comparison with milder form using
in vitro probe assay. 12th International
Congress of Inborn Errors of Metabolism.
Barcelona, September 2013

Yamaguchi S, Yamada K, Kobayashi H,
Takahashi T, Hasegawa Y, Purevsuren J,
Ohkubo T, Watanabe M, Tsunemi T, Ishii A,
Takuma H, Tamaoka A, Shigematsu Y,
Fukuda S: Two Japanese cases of adult onset
myopathic form of gulutaric acidemia type
II. 12th International Congress of Inbom
Errors of Metabolism. Barcelona, September
2013

Yamaguchi S: A new treatment option for
mitochondrial fatty acid- oxidation defects:
Bezafibrate, a PPAR agonist. 12th Asian
Oceanian Congress on Child Neurology.
Riyadh, Saudi Arabia, September 2013
Yamaguchi  S:
deficiency) of young children lurking in
modern life: A new approach for biochemical

~ detection. 2013 Joint Meeting of 13th Asian

Pan-Pacific Society for  Pediatric

Beriberi  (Vitamin Bl -

-124 -

Gastroenterology, Hepatology and Nutrition
and 40th Japanese Society for Pediatric
Gastroenterology, Hepatology and Nutrition
IRV T I BUR, October 2013
Yamaguchi S: Screening, diagnosis, and
treatment of organic and fatty acid disorders.
The  3rd Asian Congress for Inherited
Metabolic Diseases (ACIMD), The 55th
Annual Meeting of the Japanese Sbciety for
Inherited Metabolic  Diseases  (JSIMD)
Educational lecture. Chiba, November 2013
g, 1L s, AMRBLAE, BRI
#2, ILRYEYR: SIDS, ALTE BEERCRIE
LAERAREIEFE L HBA L7z 10 Bl
B HAWEERYA - A7 ) —= T
. KB, 2013 4E 8 A |
G, (WERS, IReAL, BA)IE
A, W ATER: YU FARRD B
{95228 in vitro probe assay 2 &% 5 5.
5538 EHAER~AART MLER
& M, 2013 4R 9 A

12) Yamaguchi S: Organic Acidaemias and

9

10)

11)

emergency treatments. 1st Asia Pacific

Inborn Errors of Metabolism Course &
J&. Tokyo, January 2014

13) Yamaguchi S: Pediatric emergency and
inbron metabolic disease. Seminar:
Updates on Inborn Errors of
Metabolism & X J~—. Kubang Kerian
Kelantan, Malaysia, April 2014

14) Yamaguchi S: Current topics in mass
screening and collaboration studies
with Asian  countries. Seminar:
Updates on Inborn Errors of
Metabolism & X 7 —. Kubang Kerian
Kelantan, Malaysia, April 2014

15) Yamaguchi S, Liu L, Furui M, Yamada
K, Taketani T, Shibata N, Kobayashi H,
Hasegawa Y, Fukuda S: Improvement
of fatty acid oxidation capacity of cells

from fatty acid oxidation defects at low



temperature: evaluation by in vitro
probe assay. Annual Symposium of the
Society for the Study of Inborn Errors
of Metabolism. Innsbruck, Austria,
September 2014

16) Vatanavicharn N, Taketani T
Nabangchang C, Yamaguchi S: Isolated
sulfite oxidase deficiency: A rare
metabolic disorder with neuroimaging
mimicking perinatal asphyxia. %5 56 [&]
HALERREERTFS. e, 112014

17) BB, TEALED, /AL, 1L
R, ®mfEsE, e & LnEk:
2 by N7 =ZEEEER (TFP) KiEfE
O HARTESET b EFIORKER. 55 11 BEHE
THEHAERTEFZER. [, 2014 4 2
A

18) BAJIE AL, /AbRakdt, [LHRS, &G
B, FrHEE, =AEI LOEKR R
PERIRANTIC & ) L RS D
hic 5 » AERB: BHORNDH D
ALTE JE#. %5 20 [E1HA SIDS - #L40/A7
TR A, S oET, 2014 4 3
A

19) 55 Fodl, (LEEYS, /IReAER, BR)IE
Ao, AR BERICERLTWD
CPT-2 KIBRED 4 7 A & IRHF. %93 ElIL
2/ NERFS. KT, 2014429 A

20) EiEENS, thoees, [LEENS, /IRGA,
ERIEAR, LATER: RSO
BEAITRT 82 VTR, U7
n7=F o F NI UL TENTI)T
= OFH. %56 Bl HALERRHEEF
<. 5, 2014 11 A

21) (LEFE—ES, AAREDT, 2B M, dul
E, VTREREST, TIEMAT, ILOWER, T
&R, ZREFS, MR HIBCH X
BECFE L ERS L J BOEFER

- 125 -

fEAT. 5 56 [H B AL RAHE
5, 201411 A

G. HIBIBAEEMEDHFE - BRI
1. HEEFES
PP

2. EfRHEER
B

3. . Thih
L

T

il



I. FERROTHATICET S —ER

-127 -



ARk 4

ﬁ%&%@ﬂfﬂ@#é*%§v47?%

HERS
REERAL LA MVA KR4 BH v AR
5 &
Min Yao, Min |Addreviated half-lives and [PLoS ONE [10(3) 0119936 2015
Cai, Dengfu impaired fuel utilization in
Yao, Xi Xu, |carnitine
Rongrong palmitoyltransferase II
Yang, Yuting |variant fibroblasts.
Li, Yuanyuan
Zhang,
Hiroshi Kido,
Dengbing Yao.
Toshihiro Oraladministration of .
Maekawa, lactobacillus pentosus J Vaccine 21 5 2015
Takashi strain S-PT84 enhances Immuno
Kimoto, anti-influenza
Dai Mizuno, |virus specific IgG
Yuichi production in plasma
Furukawa, after limited doses of
Masayuki Ida,|influenza virus
Etsuhisa vaccination in mice.
Takahashi,
Takayuki
Izumo,
Yoshiko Ono,
Hiroshi
Shibata,
Hiroshi Kido.
. . Influenza A virus infection .
gim(?syl(l)isﬁiene of vascular endothelial cells Arch Virol 160 1225-234 015
I, 317n' dalao induces GSK-3B-mediated
Mihiro Yana B-cathenin degradation in
Kazuhiko adherens junctions, with a
Yamane resultant increase in .
I tsuhisé membrane permeability.
Takahashi,
Hiroshi Kido.
Hai-Yan Pan, [Ectopic trypsin in the Am J Physiol 307 |[H922- 2014
Hua-Mei Sun, myocardium promotes Circ Physiol H932
Lu-Jing Xue, |dilated cardiomyopathy
Min Pan, Yi- |after influenza A virus
Ping Wang, |infection.
Hiroshi Kido,
Jian-Hua Zhu.

-129 -




Yamane K,  [Diisopropylamine PLoS ONE [9(5) [e98032 [P014
Indalao IL, dichloroacetate, a novel
Yamamoto Y, pyruvate dehydrogenase
Hanawa M, |kinase 4 inhibitor, as a
IKido H. potential therapeutic agent
for multiorgan failure in
severe influenza.
Chida J, Kido |Extraction and Methods Mol1098 |21-32 2014
H quantification of adenosine |Biol, 1)
triphosphate in mammalian
tissues and cells.
Shinahara W, Immunomodulator PLoS ONE |8(7) [e70060 [2013
Takahashi K, |clarithromycin enhances :
Sawabuchi T, mucosal and systemic
Arai M, immune responses and
Hirotsu N, reduces re-infection rate in
- [Kido H. pediatric patients with
influenza treated with
antiviral neuraminidase
inhibitors: A retrospective
analysis.
Shoji M, Anti-Influenza Activity of |PLoS ONE |8(6) 66337 2013
Takahashi E, |C60 Fullerene Derivatives.
Hatakeyama
D, Iwa1 'y,
Morita Y,
Shirayama R,
Echigo N,
Kido H,
Nakamura S,
Mashino T,
Okutani T,
Kuzuhara T.
Chida J, Ono [Blood Lactate/ATP Ratio, |PLoS ONE [8(4) |e60561 [2013
- R, Yamane K, |as an Alarm Index and
Hiyoshi M, Real-Time Biomarker in
Nishimura M, |Critical Illness.
Onodera M,
Nakataki E,
Matushita M,
Kido H.

- -130 -




Yanagawa H,
Yano M, Kido

Kimoto T, Intranasal influenza Influenza and7(6) |1218- 2013
Mizuno D, vaccination using a new Other 1226
Takei T, synthetic mucosal adjuvant |Resp. Viruses
Kunimi T, SF-10 -Induction of potent
Ono S, Sakai |local and systemic
S, Kido H. immunity with balanced
Th1 and Th2 reseponses.
Takahashi E, |Oral clarithromycin J Virol 36(20 110924- 201 2
Kataoka K, |enhances airway ) 10934
Indalao IL, |immunoglobulin'A (IgA)
Konoha K, immunity trough induction
Fujii K, Chidalof IgA class switching
J, Mizuno D, [recombination and B-cell-
Fijihashi K, |activating factor of the
Kido H. tumor necrosis factor
family molecule on mucosal
dendritic cells in mice
infected with influenza A
virus.
Cissé Y, Inoue |Oseltamivir reduces J. Exp. 4 69-76 h012
I, Kido H. hippocampal abnormal = |Pharmacol,
EEG activities after
influenza A virus infection
in isoflurane-anesthetized
rats. :
Kubota M, IThermolabile CPT II BrainDev  |34(1) [20-27 012
Chida J, variants and low blood ATP
Hoshino H, |levels arefclosely- related to
.. severity of acute
g‘gsgl; I—I—II’ encephalopathy in
Koide A, ’ Japanese children.
Hoshino A,
Koyama A,
Mizuno Y,
Yamaguchi M,
Yao D, Yao M,
Kido H. o
Fujimoto C, |Induction and maintenance |Influenza  |6(6) |396-403 [2012
Takeda N, of anti-influenza antigen- |Other Respi :
Matsunaga A, lspecific nasal secretory IgA | Viruses
%awaf{ia T levels and serum IgG levels
anaxa 1, after influenza infection in
Klmoto T, d ].t”
Shinahara W, gawits.
Sawabuchi T,
Yamaguchi M,
Hayama M,

- 131 -




R AV INT UV EYEDT | 7 T 16(2) [5-6 2014
By & Va i B4 % B F

AT 4/7”l/%mrkcml7U:V7V6K@M}m D014
11 2R 22 FE s 7% 2 )

ARFE A VTN PFEYSEDTE [ Otolaryugo  30(11)[1540-1544 2014
FEAL A 1 = KX A Head Neck o

Surgery

VML ! AV TNT VRGO ENE  EPEH S (143 4146 2014
(LR, % - BGRE 0D AT
H0R L BRE DR S |

REE, @i [EEA 7 PG | B AR EN2T(5) 578-583  [2013

DU, IUAR— |64 - BOIEDRPMA L1 |[EREEE

= PEIRS

ANF1E AVINVECYERZ S [ERY ¥ —F 30-35 2013
FEThho T ! 77 Wik .
A<= VTTDHDA T
JL PR

YAl S VTNT BT B FRRAR  |pa(e) 847391 2013

7 a7 A ROFHEDOHEF
2 AT NI

6%ﬁﬁfﬁ%¢%£ﬁm

el
AAEL, K =77 72 MlSEAN BRIV —744  59-61 2013
B, Y | LERSEET Yo N MSF- |7 J X v b
F. AFE I0DORGEMEZR LN -  REEFREE

AR VE SR R R R DI R

AEHE. SigyY 1 VA ERERIEIC S gy : |16 (4) 1361-367 2013

s
rv
o
B
H

O B | DR OB EM

AFEE, B | v P OAEEREE y%fﬁﬂ 1(6) | 544-551 |2013
EZ

-132 -



Kakoki K, Androgen-independent Biochem
Kamiyama H, |proliferation of LNCaP prostate|
Izumida M,  |cancer cells infected by Biophys Res
Yashima Y, xenotropic murine leukemia Commun
Hayashi H, virus-related virus. : :
Yamamoto N, 447 216-222 2014
Matsuyama
T, Igawa T,
Sakai H,
Kubo Y.
Shigematsu S, | SAM domain-containing N- | Acta Med
Hayashi H, terminal region of SAMHD1 | Nagasaki
Yasui K, plays a crucial role in its 58 103-111 2014
Matsuyama T. | stabilization and restriction of
HIV-1 infection.
Kakoki K, | S_usceptibility o.f,murigiae cell Virus Genes
Shinohara A. lines to ecotropic murine
Izumida M, i leukemia virus and the cationic
Koizumi Y, amino acid transporter 1 viral
Honda E, Kato freceptor sequences: implicationg
gagg,aga L for evolution of the viral 48 448-456 2014
Hiyaalshi, H, receptor. -
Matsuyama T,
Morita T,
Koshimoto C,
Kubo Y.
Chua KJ, Kubo |s oot variant BTBD2 asa  |In J Integrative
Y, MaY, Yasui |novel negative regulator of Biol
K, Matsuyama (IRF-associated signalling.
T, and Hayashi 14 31-38 2013
H.
Kamiyama H, |CXCR4-tropic, but not CCR5- |4IDS Res Hum
Kakoki K, tropic, human Retroviruses
Shigematsu S, |[immunodeficiency virus
[zumida M, infection is inhibited by the
'Yashima Y, lipid raft-associated factors,
Tanaka Y, acyclic retinoid analogs, and i
Hayashi H, cholera toxin B subunit. 29 279-288 2018
Matsuyama T,
Sato H,
Yamamoto N,
Sano T, Shidoji
Y, Kubo Y.

-133 -




Adv Virol

Kubo Y, Retrovirus entry by endocytosis
Hayashi H, and cathepsin proteases. D
Matsuyama T, 2012 640894(1- 2012
Sato H, 14)
Yamamoto N.
Kohno T, Kubo [Serum starvation activates NF- [DNA Cell Biol
Y, Yasui K, kB through G protein 2
Haraguchi M, |subunit-mediated signal.
Shjgematsu S, 31 1636-1644 2012
Chua KJ,
Matsuyama T,
Hayashi H.
Haga N, Hereditary sensory and Pediatrics 4 In press 2015
Kubota M, autonomic neuropathy International
Miwa Z. types IV and V in Japan.
Hoshino H, Canavan disease: Clinical |Pediatrics 56 477-483 2014
Kubota M. features and recent International
advances in research.
Tanuma N, |Changes in Cerebrospinal |Hindawi ID 2014
Miyata R, Fluid Biomarkers in Publishing 564091,
Nakajima K, [Human Herpesvirus-6- Corporation http://dx.
Okumura A, |Associated Acute Mediators of doi.org/10
[Kubota M, Encephalopathy/Febrile Inflammation .1155/201
Hamano S, Seizures. Volume 4/564091
Hayashi M.
Takahashi K.
Y Saitoh M, |(Clinical and genetic featur|Brain Dev In press [2014
Shinohara M, les of acute encephalopath
Ishii A, Thar|y in children taking theop
a Y, Hirose |hylline.
S, Shiomi M,
Kawaguchi
H, Kubota M
et al.
g%}ggﬁ% g Miqroarray analysis of 5.0 Brain Dev In press 2014
kamoto " patients reveals the critical
Sangu chromosomal regions
Hirasawa }
Matsuo responsible for 1p36
HileuChf;M S, deletion syndrome-related
ghig?zuafza ’lcomplications.
Mizuno S ”
Kubota M et
al.

- 134 -




Nakashima
M, Kashii H,
MurakamiY,
Kato M,
Tsurusaki VY,
Miyake N,_
Kubota M,
Kinoshita T,
Saitsu H,
Matsumoto M.

Novel compound
heterozygous PIGT
mutations caused multiple
congenital anomalies-
hypotonia-seizures
syndrome 3

Neurogenetic
s

doi:
10.1007/s
10048-
014-0408-~

:y

2014

Ohba C, Kato
M, Takahashi
S, Lerman-
Sagie T, Lev
D, Terashima
H, Kubota

M, Kawawaki
H, Matsufuji
M, Kojima

Y, Tateno

A, Goldberg-
Stern ‘
H, Straussber
¢ R, Marom
D, Leshinsky-
Silver

E, Nakashima
M, Nishiyama
K, Tsurusaki
Y, Miyake

N, Tanaka

F, Matsumoto
N, Saitsu H.

Early onset epileptic
encephalopathy caused by
de novo SCN8A mutations.

Epilepsia

doi:
10.1111/e
pi.12668.
[Epub
ahead of
print]

2014

Shiihara T,
Miyake T,
Izumi S,
Sugihara S,
Watanabe M,
Takanashi J,
Kubota M,
Kato M.

Serum and CSF biomarkers
in acute pediatric
neurological disorders.

Brain Dev

36

489-495

2014

-135 -




Nakamura K,
Kodera H,
Akita T,
Shiina M,
Kato M,
Hoshino H,_
Terashima H,_
Kubota M et
al.

De Novo Mutations in

Encephalopathy.

GINAOI, Encoding a Gao
Subunit of Heterotrimeric
G Proteins, Cause Epileptic|Human

The
American
Journal of

Genetics.

93

1-10

2013

Miyake N,
Koshimizu E,
Okamoto N,
Mizuno S,
Ogata T,
Nagai T,
Kosho T,
Ohashi H,
Kato M,
Sasaki G,
Mabe H,
Watanabe Y,
Yoshino M,
Matsuishi T,
Takanashi J-i,
Shotelersuk
V, Tekin M,
Ochi N,
Kubota M, Ito
N, Thara K,
Hara T,
Tonoki H,
Ohta T, Saito
K, Matsuo M,
Urano M,
Enokizono T,
Sato A,
Tanaka H,
Ogawa A,
Fujita T,
Hirakiy,
Kitanaka S,
Matsubara Y,
Makita T,
Taguri M,
Nakashima
M, Tsurusaki
Y, Saitsu H,

- [Yoshiura K-1,
Matsumoto N,
Niikawa N.

MLL2 and KDM6A

Kabuki syndrome.

mutations in patients with

Am J Med
Genet

Part

161A

2234—
2243

2014

-136 -




Kato M,
Yamagata T,
Kubota M,
Arai H,
Yamashita S,
Nakagawa T,
Fujii T, Sugai
K, Imai K,
Uster T,
Chitayat D,
Weiss S,
Kashii H,
Kusano R,
Matsumoto A,
Nakamura K,
Oyazato Y,
Maeno M,
Nishiyama K,
Kodera H,
Nakashima
M, Tsurusaki
Y, Miyake N,
Saito K,
Hayasaka K,
Matsumoto N,
Saitsu H.

Clinical spectrum of early
onset epileptic
encephalopathies caused by
KCNQ2 mutation.

Epilepsia.

doi:
10.1111/
p1.12200.

2013

Shinohara, M,
Saitoh, M,
Nishizawa, D,
Tkeda, K,
Hirose, S,
Takanashi, JI,
Takita J,
Kikuchi K,
Kubota M et
al.

ADORAZ2A polymorphism
predisposes children to
encephalopathy with febrile
status epilepticus.

Neurology

1671—
1576

2013

Haga N,
Kubota M,
Miwa Z.

Epidemiology of hereditary
sensory and autonomic
neuropathy type IV and V
in Japan.

Am J Med
Genet Part A

161A

871-874

2013

- 137 -




Hachiya Y, |A Case of Osteogenesis Neuropediatr|d3(04 [225-228 2012
Hayashi M, [Imperfecta Type II Caused |ics )

Negishi T, by a Novel COLIAZ Gene

Atsumi S, Mutation: Endoscopic Third

Kubota M, Ventriculostomy to Prevent
Nishihara T. [Hydrocephalus.

Saitoh M,  [rutations of the SCNIA 15, yperr |53 |558-564 2012
Shinohara M, cene 1n acute .
Hoshino H, encephalopathy.

Kubota M,

Amemiya K,

Takanashi JL,

Hwang SK,

Hirose S,

Mizuguchi M.

Hoshino A, Epidemiology of.acute Brain Dev |34 337-343 2012
Saitoh M, Oka egcephalopathy in Japan,

A, Okumura with gmpha31s on the

A. Kubota M, association of viruses and

Saito Y, syndromes.

Takanashi JI,

Hirose S,

Yamagata T,

Yamanouchi

H, Mizuguchi

M . .

Hayashi M, ]érallin vascular change in Neuropathog |32 113-117 (2012
Saito-Miwa N, ockayne syndrome. - v

Tanuma N,

Kubota M.

Miyata R, Oxidative stress in patients |Brain Dev. |34 124-127 (2012
Tanuma N, |with clinically mild

Hayashi M, |encephalitis/encephalopath

Imamura T, |y with a reversible splenial

Takanashi JI, lesion (MERS)

Nagata R,

Okumura A,

Kashii H,

Tomita S,

Kumada S,

Kubota M.

- 138 -




Kubota M, Thermolabile CPT II Brain Dev 34 |20-27  [2012
Chida J, variants and low blood ATP

Hoshino H, [levels are closely related to

Kashii H, severity of acute

Ozawa H, encephalopathy in

Koide A, Japanese children.

Hoshino A,

Koyama A,

Mizuno Y,

Yamaguchi M,

Yao D, Yao M,

Kido H.

Chida J, Ono [Bi00d Lactate/ATP Ratio, |7 ooz |8(4) |e60561 2013
R Yamane K. S 2D Alarm Index and

H’iyoshi M " Real-Time Biomarker in

Nishimura, M Critical Illness.

Onodera M,

Nakataki E,

Matushita M,

Kido H. . V

Sakai C, ECHSl mutat%ons cause |\ muman Mut In press (2015
Yamaguchi S combined respiratory chain

Sasaki M. " [deficiency resulting in

Miyamo t(; Y, Leigh syndrome.

Matsushima

Y, Goto YI ;
Nagashima O,[High prevalence of gene | 77y 00 pig s lo7-30 013 -
Ohashi R, abnormalities in young

Fr?;g;l)cli{i& patients with lung cancer.

Tajima M,

Koinuma Y,

Iwakami S,

Iwase A,

Sasaki S,

Tominaga S,

Takahashi K. A

%/[0,1,”1 T, K The n-erc index is a novel |J Thorac Dis |5 145-148 2013
Hail%gnn?a M monitoring and prognostic

Sato T, Kido marker for advanced

IS<’ IW}?kSaml S, imalignant pleural

%’ mesothelioma.

Shiomi K,

Maeda M, Hino

I% Takahashi

-139 -




BED 4, fEx
RE—, #F
[, FHIRE
BL, R fE—

BB, BT,

i ERE L, O A
I & BRI A3 L
G R SRR D |
i

36

1317

2014

P 3 AR,
Eh R, B
W E T,
B, & O,
b BE,
R
Afg—, Bk
W, mfE

S - NANTRIIC 51 % b
PP CRIG 2 DB AT
OB,

79-84

2013

A AR,
e 2 RfE—,
R 2, AR
M, BT
E1nss

/Vocardjé wallacei D3 H &
U, ST aflke 5 cigik L
SUE SHEARIE D 1 1.

Research

Therapeutic

759-760

2013

B &, Ex
K E—, Bk
%, BIE
Z, M IE
Z=.

Wi 2 fE D IS FRAE L T2 i
FAERMEMI R SR D 1 4.

0

s

ENERE

AN~
= R

N

607-611

2013

Nishimura H,
Okusa Y.

A verification of an
overestimation of “deaths
associated with influenza
pandemic of 1918-1919,
Japan” claimed in a
demographic study.

JJID

In press

2015

Katsushima
Y,
Katsushima
F, Suzuki Y,
Seto J, Mizuta
K, Nishimura
H, Matsuzaki
Y.

Characteristics of
mycoplasma pneumoniae
infection identified by
culture in a pediatric clinic.

Pediatr Int

57

doi:
10.1111/

ped.
12513

2014

- 140 -




M Yamaya, Magmtu(il.e otf.mﬂueélzaﬂ Resp Physiol202 |16-23 2014
K Nadine, C virus replication and cel Newurol
Ota. H Kubo Tdamage is associated with
Mal’iiguchi é interleukin-6 production in
Nagatomi ’H primary cultures of human
Nishimure,l—* tracheal epithelium.
 |E Hatagishi, | Stablishment and Clinical|p 6 ong log) |e108560 [2014
Ok . Applications of a Portable
amoto, . :
Ohmiya, H System for Capturing
Vano. T’Hori Influenza Viruses Released
W Sa,ito, H " through Coughing.
Miki, Y
Suzuki, R
Saito, T
'Yamamoto, M
Shoji, Y
Morisaki, S
Sakata, H
Nishimura.
Yamaya M, Ambroxol Arch Pharm 37 |520-529 014
INishimura H, linhibits rhinovirus PRes
Nadine LK, {infection in primary ]
Ota C, Kubo Hcultures of human tracheal
Nagatomi R. [epithelial cells.
Yamaya' M,  [Formoterol and Reso I
’ t. b2 251-260 2014
Nishimura H, |budesonide inhibit esp [aves
Nadine L, rhinovirus infection
Kubo H, and cytokine production in
Nagatomi R. |primary
cultures of human tracheal
enithelial cells ,
M Yamaya, L. [Effects of neuraminidase . .
’ J Med Virol DOI: 2014
Nadine, H inhibitors on the release of ed vuo 10.1002/j
Kubo, K Saito,joseltamivir-sensitive and mv
R Saito, H  |oseltamivir-resistant 239'7 4
Nishimura |influenza viruses from
human airway epithelial’
cells.
Takashita B, |Acommunity cluster of Furo Surveillllo i=206660014
Ejima 1\1\/_&, influenza A(H1IN1)odmO09 UEO UL VL. i
ura v, virus exhibiting cross-
gﬁgﬁfﬁhﬁ; H, resistance to oseltamivir
Odagiri T, and peramivir in Japan,
Tashiro M. November to December
2013.

- 141 -




A New methodology for

Nishimura H, . . PLoS ONE |8(11) |e80244 2013
ISakata S, studying dyl}amlf:s of
Kaga A aerosol partlgles in sneeze
and cough using a digital
high-vision, high-speed
video system and vector
analyses.
Yamaya M, [Tulobuterol inhibits .
Nishimura H, rhinovirus infection in Physiol Fep |1 e00041 12013
Lusamba primary cultures of human
Nadine L, tracheal epithelial cells.
Kubo H,
Nagatomi R
Mizuta K, Molecular epidemiolpgy of |Microbiol 57 400-405 2013
Abiko C, Aoki |Coxsackievirus Al16 strains |/mmunol
Y, Ikeda T, isolated from children in
Matsuzaki Y, [Yamagata, Japan between
Hongo S, 1988 and 2011.
[tagaki T,
Katsushima
N, Ohmi A,_
Nishimura H,
Ahiko T
S Yamayoshi, Human SCARB2-. J Virol 36 5686- 012
S lizuka, T | Dependent Infection by 5696
Yamashita, H | Coxsackievirus A7, A14,
Minagawa, K | and A16 and Enterovirus
Mizuta, M 71.
Okamoto, H_
Nishimura, K
Sanjoh, N
Katsushima,
Ts Itagaki, Y
Nagai, K
Fujii, S Koike
i Jakeyama, [Rhinovirus load and | J. Med. Virollg,  |1135.  bol2
M Sato, S > |disease severity in children 1149
Kanno, K with lower respiratory tract
Takano, M infections.
Ito, M
Katayose, H
Nishimura, Y
Kawasaki, M
Hosoya

142 -




and F Taguchi

region sequence of the

. |spike protein.

Yamaya M, |Levofloxacin inhibits Antimicrob |56 4059- 012
Nishimura H,rhinovirus infection in Agents 4061 \
HatachiY, primary cultures of human Chemother
Yasuda H, {racheal epithelial cells.
Deng X,
Sasaki T,
Mizuta K,
| Kubo H,
Nagatomi
Ebina M, Gradual increase of high  [Pulm Med 91 64-86 012
Taniguchi H, |mobility group protein bl :
Miyasho T, in the lungs after the onset
Yamada S, of acute exacerbation of
Shibata N, idiopathic pulmonary
Ohta H, fibrosis.
Hisata
S, Ohkouchi
S, Tamada T,
Nishimura
H, Ishizaka A,
Maruyama I,
Okada'y,
Takashi K,
Nukiwa T
M Yamaya, H [Inhibitory effects of Furopean 40 199-132 12012
Nishimura, Y [Tiotropium on rhinovirus Respiratory J ‘
Hatachi, H |infection in human airway | ,
Yasuda, X epithelial cells.
Deng, T
Sasaki, H
Kubo and R
Nagatomi
K Shirato, M [Differences in neutralizing J Gen. Virol. 139 1908- 012
Kawase, O antigenicity between ] ] 1917
Watanabe, C |laboratory and clincal
Hirokawa, S fisolates of HCoV-229E
Matsuyama, fisolated in Japan in 2004-
H Nishimura {2008 depend on the S1

-143 -




