H28-

-021

CPG

CPG

26

28

CPG

— N M < 1O © N~ 0 O

o
—



8)

9

10)

11)

11
12

1
Minds2014

2016
3160
53 2

Alagille

PFIC
11

35

142

26

25 60

2009 2014

CQ

25 CQ

2014

PFIC2 15
4
12
24

51

113



29

12)

CFTR

— N M < IO © N~ 0 O

13)



CPG

12

26

CPG

082

26

NN ©O© i~ O O

10
11
12

28

D

CPG



2)

3) CPG

4)

5)

1)

2)

3)

4)

A)
B)

C)

A)

B)
C)

A)

B)
C)

A)

B)

5)

A)

B)
6) N
B)
7) N

B)
8) N
B)

A)

B)

0)
1 N
B)

)
11 N
B)
12) N
B)
C)

13)

14)



D

2)

11 00 15 00

2

11 00 15 00

) 1

2)

28 6

Minds2014

413

Q

28

28

901

12 11
901

18:00-20:00

Co1

CQ2

CQ3

CQ4

CQ5

CQ6



Q7 K
€013
K
TMP/SBT
K c
D Q14
Q8 30
30 c
c Q15
Q9 PTBD
PTBD
Q16
B
€010
2~4 Q17
SP02
D
Q11 UDCA Sp02
D
UDCA Q18
D
Q12

10



CQ19

2
2016
s 1 2014
5
C 53
CQ20
2
Alagille
1. Alagille
C
CQ21
as low as
reasonably achievable (ALARA) 2.
C
CQ22
C 3
CQ23
D
CQ24
D
CQ25 PELD score 10
4.

11

51

3160

113



100 270 152 118
18.1 5 23%
20 68% 32%
20 60
20
10% 50
100 25
PRSS1
:26/128 20.3%  SPINK1 :23/128
18.0% CTRC :3/128 2.3% CPAL
:5/128  3.9% PRSS1
p.R122H
SPINKL CTRC CPAl
16/31
51.6%

4
1.
JHBPS
24
in press
Minds
2.
CBD
3.
2013
1027
2013
232
5
PFIC
1 24 2 26
GGT

12

2017

2800

15
PFIC2



15 0/4 077

11 0/4 2/7
4 2/4 2/7
1 7 0/4 0/s7
1 4 0/4 2/7
0/4 2/7
(©)
ARPKD ARPKD
0/3 2/8
1/3 1/8
)
ARPKD ARPKD
0/3 1/8
35 12
1.
(1)ARPKD 142 24
ARPKD 4C 2 2 4-11 )
ARPKD 8(C 5 3 2 -16 ) 22 12 10
)
ARPKD ARPKD
0/4 4/8 2.
0/4 2/7 22 16 2
3/4 4/7
0/4 1/6
0/4 1/6
1 1 3
®
ARPKD ARPKD 1
4/4 7/8
cT 3/4 4/8
MRI1 3/4 4/6 13/17 1/5
4 15/16 3/5
ARPKD ARPKD 8/15 2/5
2/4 777 2/15 2/5
Cwnreal Dot Sign 0/4 4/7 13/16 5/5
3/4 6/7 4.
) (1) Alagille
ARPKD ARPKD
0/4 0/7 5/17 1/5

13



@

®

8)

26

9/17
5/14

4/16
11716
0/8
7

1/17
6/16
5/12

7/9

0/17
0/17
1/17
0/15
0/16
1/14
0/17

2/18

2/18

3/5
1/2

1/5
4/5
0/1
0/1

0/5
5/5
0/3
3/3

0/5
0/5
1/5
1/5
1/5
0/5
0/5

0/5

074

14

APRI
APRI
3.
Alagille
4.
5.
1.
25 60
3
56
28 1
2.
@ ( )
29 ( 12
D
6( 5 1)
3C 2 1)
3 2 1)
2C 2
1C D
20
)
CT 45 33
44
24

PFIC

27

16



MRI 15
6
5
81.2, 89.5
1
15
30
4
7
@
9 ( 7
38 (7
2)
4
5
1
IVR 7
10
1
6
4
1
1
@
1070
1050
1035
1
2)
6
1
€))

0, 22.8, 76.1,

D
29

2 IVR

39
13

36

15

Pa02 80mmHg

51

Sp02 93-95% 1

3
(4)
44
25mmHg 35mmHg
35mmHg
7
®)
38
13
3
2009 2014
3 1
2 10
.7 ) PT INR
2.29 24.3
1) 6 (75%)
2) CT 4 (50%)
2 CT
1 CT
1
3) MRI 6 (75%)
T2
3
5.
1) 2
2)1



11)

2 (25%)

2) C

3)

4)

1 (12.5%)

5)
2 (25%)

6)
7 (87.5%)
Igh

PCR

PCR

7 7
Igh
8) 3
TPHA
9)

(87.5%)

(37.5%)

Q
CQ

CQ

16

12)

CFTR

2015

12

D

2)

7

17

15
CFTR

CFTR

39

11

12

®

27

2016

19

CF

29

12

®

2016

2016



32 AZM
2 CAM 14
EM 2
iy 2013 ~2016
4
18
2) 5 Cl- 60 mmol/L
3)3 40-60 mmol/L
4) 4
14 2 2 3
3 3
5) 7
6)
52
D
CF
n=28
n=8
2) Pl CF n=17 10

0.7-25.3
0.8 0-38.6 P g/g

3) pancreatic
sufficiency PS n=11 7
4 25.5 8.9-37.1
510 280-795
Hg/g
4)
5 3 6.6
0.2-39

579 458-681 u g /g

1) 18 9 BMI Body
Mass Index 18.5 8
89
2) BMI
p<0.05 BMI 16
3) Pl
4)
5)
BMI
6) 18 13
BMI 50 10
T7%
7) BMI 10



13)

PFIC

12

18



Sato T, Kazama T, Fukuzawa T, Wada M, Sasaki
H, Kudo H, Tanaka H, Nakamura M, Nio M.
Mediastinal tumor resection via open or
video-assisted surgery in 31 pediatric
cases: Experiences at a single
institution. J Pediatr Surg;51(4), W.B.
Saunders, 2016 Apr,

s 51 2
2016 2 1
. ) 48 3 ,
, 2016 3 25

Fujiwara S, Wada M, Kudo H, Yamaki S,
Fujishima F, Ishida K, Nakamura M, Sasaki
H, Kazama T, Tanaka H, Nio M, Effectiveness
of Bortezomib in a Patient With Acute
Rejection Associated With an Elevation of
Donor-Specific HLA Antibodies After
Small-Bowel Transplantation: Case Report,
Transplantation Proceedings 51(2),
Elsevier Science Inc 2016 Mar

Sasaki H, Tanaka H, Wada M, Kazama T,
Nakamura M, Kudo H, Okubo R, Sakurai T, Nio
M. Analysis of the prognostic factors of
long-term native liver survival
insurvivors of biliary atresia. Pediatr
Surg Int 32(9), Berlin : Springer
International, 2016 Sep

Nio M, Wada M, Sasaki H, Kazama T, Tanaka
H, Kudo H. Technical standardization of
Kasai portoenterostomy for biliary
atresia. J Pediatr Surg. W.B. Saunders,
2016 Dec

Morimoto T, Yata Y, Nio M, Yonenaga Y,
Hanaki K, Mise M, Higashide S, Kanda Y, Noda
H. A Case of Squamous Cell Carcinoma of the

Esophagus with Achalasia -- Conversion

19

10.

11.

12.

13.

14.

from Chemoradiotherapy to Surger, Gan To
Kagaku Ryoho 43(4), Tokyo :
Ryohosha, 2016 Apr

Tanaka H, Muto A, Shima H, Katoh Y, Sax N,

Gan To Kagaku

Tajima S, Brydun A, lkura T, Yoshizawa N,
Masai H, Hoshikawa Y, Noda T, Nio M, Ochiai
K, lgarashi K. Epigenetic Regulation of
the Blimp-1 Gene (Prdml) in B Cells
Involves Bach2 and Histone Deacetylase 3.
J Biol Chem 291(12), Knickerbocker Press,
2016 Mar 18

;48(9), , 2016 9 25
s ;48(7), , 2016 7
25
Q Hirschsprung
, ;48(3), ,
2016 3 25
48(4), , 2016 4 25
;52(1), 2016 2 20
;71(3), 2016
3 20



