466



490 24 466
25%~75%

1
466 36.0% 380 44 2%

168

212

82

4
466
2 1
465
2000
+

% %
1979 39 3 1.7 15.8 16 18 2
1980~1989 55 4 7.3 105 34 17 0
1990~2000 118 36 30.5 38.3 58 24 0
2000~2009 187 86 46.0 531 76 23 2
2010~2014 66 38 57.6 57.6 28 0 0
465 167 212 82 4

141 83.9%
117 25%~75% 30.0 26
~33
54 12
51 11



29

25 10
23
18
17
12 39
12
39
TGA
5w -

39

30.0 25.8~33.0

30

TOF)

IUGR



TOF

212 146 29 79
117 26 20
17 15 9 8
6 2
421 38.0 35.9~39.4 200
39.0  37.3~40.0 145 36.0 34.0
~37.8
428 2,7329g 2,314—3,080g
202 2,862g9 2,545~3,187¢g 142
2,5199 1,989~2,926g
1 1980 2000
2000 15—~25 2010
25=
20+ | - NN N
@ o ] )
9 15+ N T
3 ]
g 10 — 1 {1 17 _ A[]
g | -
G _ ] _
ool oo Moo Aol 110 . . .
1970 1980 1990 2000 2010
year
255 122 50 39
54.7% 377 67.6%
3 XX 46XXY 7
85 293 18 70
83 VSD 23 TOF
20 ASD 8 PDA 6 DORV



5

29

445

21

129

VSD+ASD4
11

ASD+PDA2  ASD+VSD+PDA2
29 337 23 77
+ 11 4
1
44 329 15 78
18 9 2
1 4
116 245 31
28 28 85
119 158 189
115 81
12 5
9 3
7 3
7 2
6 2
5 2
5 2
5 1
5 81
445 15 6
1 0~2
8 284 S 92
8 4
1 129 194 143

0 0 H~0.65

24

PS

40

74



[EEN
N

13
10
8
6
6
5
3
2
2
Total Urogenital Mobilization 2
95
2 37 157 272
37 0.5 0—~2.25
7 5
1
3 16 149 301 16
1.34 0.29~3.05
5 Nissen 3
2 2
117 282 67
117 3.7 0~0.44
83 17 10
1 Mitrofanoffl
1 57 157 182
57 0.83 0.015—2.295
1
12 3 1
6 Mitrofanoff 3 1
5 2 1
4 2 1
3 2 1
3 1 1
3 1 1




2 13 157 296
13 1.42 0.18—8.08
10
10 2 1
Mitrofanoff, Malone
3 3 149 314
10 11 17
53 331 82
0 0—~0.16
27 1 13
13 6 11
11
1 45 201 220
45 0.58 0.02—15
11 8 2
2 2 2
14 12
12 1

hydrocolpos



2 146 309
11 6.5 1.038—~12.83
13
13 2
1 37 262 167
36 0.17 0.016—~0.93
4 3 Blalock-Taussig
3 2
14
14
CAPD
human tail)
BAS
VP
2 10 10
0.17—6.0
15
15

Blalock-Taussig

2.38



Malone

3 3
4 Blalock-Taussig 9
MRI CT
464 0.62 0—~6
16
107
44 17 27 0 328 94
15 6 9 0 351 100
72 37 34 1 304 90
136 64 58 14 239 91
12 363 91
15 9 6 0 346 105
30 15 15 0 339 97
3 0 363 100
11 0 343 112
59 223 184
VUR 14 7
4 2 3
3 2
prune belly 1
265 68 72 61
46 10.0%
17
17
233* 115 118
164 176 126
110 226 130



71 253 142
25 287 154
53 204 209
* 2
53 15
2 1
2 1 6
8 4 3
1
1 5
1
2 3
153 116 199
1.08 0.67—2.16
Posterior Sagittal Anorectoplasty (PSARP) 41
54 52
14 11
3 8 PSARP 2 PSARP
2 ASARP Potts Rehbein
41 129 296
41 2.8 2.0~6.7 32
12 9 PSARP 2 ASARP
Cut back 2
1
213 52 201
211 1.58 1.08~2.67
56 113 297
56 5.17 2.3~11.7
15 8
4 2
1
18

10



18 21
Gant-Miwa and Thiersch N _
Ladd
Pena+
( )
(
)
Pena
2 18 90 358
18 6.63 0.81~12.3
5 3 2
2 2
1
PSARUVP 170 62
PSARUVP170 1.25 0.83~1.9 62 1.13
0.67—2.2
Tum4 PUM1 4
1 6 4 Hendren 2
11 PSARP 3 5
6
144 Anterior skin
flap24 TUM41 interposition35 vaginal switch5 39
PUM2 PUM+Q Tlapl PUM+skin flap2
PUM+Q skin flap 6 PUM1 skin flap2 Q skin flap2 rectal flap
2 skin flap3
49 165
149 2.42 1.5~3.9
PASRP 4 3
skin flap 3 12 16
2
41 159

11



41 6.1 2.9~10.4
interposition2 S 2
20
McIndoe 2
72 124
72 1.9 1.2~5.0
4 35 ACE
2 2 10 19 1
19 10
56 209 1 200
55 8.5 3.4~11.9
Anterior skin flapll TUM6 vaginal switch2
interpositionl?2 22
19 Partial Urogenital Mobilization PUM 2
2 cut back2 flap vaginoplasty 2 McIndoe
10 20
20 10
Mcindoe
pull through+
skin graft
vaginal pull through
50 157 259
50 10.8 5.5~15.9
38 7 4
30 127 309
30 11.8 7.3—~15.4
28 21
21 28

reconstruction of vegina with

ascending colon glaft

12



S
2 2 103 361
27 12
7 352 107
6.4 6.0~8.5
5 2
CIC 3
CIC 15
VUR 70
70 2.1 1.2~5.2
Cohen 37 Poliatno-Leadbetter 8 21
13 Deflux 5 1  Paquin
2 Paquin detrusorrhaphy Grenn-Anderson Hendren
79 190 197
79 4 1.25~8.5
31 13 7
5
2
12 Mitrofanoff 7 VUR 3
2 2 6
3 3 6
2 3
28 136 302
28 8.8 4.1~12.9
22
22 2

13



(tapering)

(Monti)
VUR 5
(P-L)
19
1

S

(Lapides cloaca

40 343 83
50 1.1 0.17—~2.4
9 VSD 7 PDA 2 Jatene
2 Blalock-Taussig 2 ECD 3
Fontan Rastelli
50 1 332 83
49 1.1 0.42—~4.1
15 12 5
2 VP
1
19 353 94
15 4.4 1.9~11
18 23

23

Posterior fusion ¢ Harrington roll

14



39 241 186
38 1.6 0.40—8.8
38 4
3 26 24
26
Nissen
Glenn
MACE
V-A
11 155 300
11 2.5 1.2~14.3
11 25
25 2
316 11.4 6.3~18.3
Permanent stoma 34 299 133
Temporary stoma 52 266
5 26
26 5

15



46 145 114
55 96 68 92
22 13 70 142 52
30 150 121
134
1 149
139 203
34 20
9 94 43
23 9 4
3
366 10.4 5.4~16.6
362 115cm  57~145cm
363 19.5kg 7.3—38.4kg
31 2 147 193
95
VUR 115 229 3 117
VUR  grade grade grade 27
VUR
grade
24 13 16 15 033~45
21 13 15 1.7 (0.5~5.0
grade
21 6 5 44 (1. 3~107
12 12 6 5 42 (15~124)
51 1 7 109

16



uptake pair 76 %uptake
50.8% 35.6~72.0% 49.3% 27—64.4%
%uptake
1001
801 s //
N\ 7 A
604 \ /
% = ———
3 — —
401 = 3
¢ . N
& o
%Uptake
28
28
25% 75%
Hb g/dL 304 12.9 121 137
g/dL 253 43 41 45
mg/dL 310 0.44 0.3 0.44
BUN mg/dL 313 12 9.95 152
Na mEq/L 305 140 138 141
K mEq/L 304 4.2 4 4.5
Cl mEq/L 300 105 103 106
Ca mg/dL 208 9.65 9.3 10.1
IP mg/dL 127 4.4 3.7 5
C mg/dL 43 0.94 0.81 1.2
B2-MG mg/dL 23 1.9 1.6 20
Fe pg/dL 63 63 39 90
TIBC pg/dL 25 315 251.5 353.5
intact PTH pg/mL 8 145 42.25 301
ferritin ng/mL 22 33.6 10.23 106.4
263 86
29

29

17



) + 1+ 2+ 3+ 4+
189 41 23 4 3 1
39 44
4001
3004 *
% 2004
1S [ ]
1004
*elere
....FIT
o “’“‘_‘!h:\p-'_‘“"
&
152
193
CIC 105 1 CIC 1 7 2 12 3
4 14 5 19 6 16 5 8 3 2—~3
3 2~4 1 5~6 4 6—~8 1
15 357
5 4 12.3 10.7~15.0
3 8 10 27
2 3.4 4_.1mg/dl
9 7 10 8~19
1 11
9 266 68 123
178 166 121
130 12 11.2~13
63 161 242
40 145
58 104
56 1 1 95
75 1 76
104 64 2

18



40 12 11~13
22 54
14.1 11.8~15.3
21 30
30 1
Partial Urogenital Mobilization
pull through vaginoplasty
Anterior skin flap
40 12 11~13
120 85 257
2
26 113 309
21 31
31
follow
1 12 121 333

19



15.5 12.1~26.1

32
12
Gant-Miwa
2 5 82 379
31 15.2~34.3
33
33 5
12.9 7.4~18.0
299 167
34
34
34
89
50
40
19
9
49
9
0
49 37
1 4
1
82 195 189

35

20



35

67 49 171
59 48 175
18 14 205
35 30 148
12 20 23
36
36
1
GE
5 [/
MACE
GE control
3 1
22 15

21



13

16

20

37

10

10~23

17.1

179

294

111

61

13

13

27

38

38

O N o M A A

22



ST

R S N = T T T = =

27 52
14 47

17 84
10
10 30

20 14

11
157
100
22

405

365

25

421

9.7
108

165
44 146

23

386

19.5~27.3

5.0~18
258
279
276

19



24

229



247 18 229
25%~75%
229 36.7% 182 46.2%
84
98
45
2
229
2 4
255
+
b b
1979 11 0 0 0 6 5 0
1980~1989 3B 2 5.7 10.0 18 14 1
1990~2000 70 20 28.6 339 39 1 0
2000~ 2009 76 38 50.0 585 27 11 0
2010~2014 33 24 727 774 701 1
225 84 97 42 2
77 91.7%
59 25%~75% 26.0
~29 3

58
29

25

23



19

19 4

- Prune-belly syndrome

VSD

6 5
29.2  23.3~32.0
2 1
91 74 11 53
50 9 6
6 6 2 6 2
3 2
1
198 36.0  35.1~37.2 87
36.3  35.2~38.0 72 36.0  34.6
~36.8
201 2,441y 2,141~2,722g
84 2,500g 2,239~2,743g 72
2,307g 2,015~2,608g
1 1980
1990 5~10 10

26



15+

No of cases
=Y
'
]

g

C oo o Mg L] Hﬂﬂ I H an

1960 1970 1980 1990 2000 2010
Year
164 33 11 21
71.6% 197 83.2%
8 21 trisomy 2 4p monosomy  46XY inv(9) (P12, 13)

46XY,1(9;20)(q21.3;q12) . ish Yp11.3(SRYx1) 46XY.Del(3).ql2.2 g13.2
46XY,13p XXX

19 165 8 37
14 PDA 5 VSD
2 TOF TGA + ASD
+VSD TGA+ CoA +VSD VSD+PDA +PDA +
+ 1
23 154 12 40
21 10 * 8
1
105 88 6 78
51 20 6
18 6 2
97 69 28 35
22 26 69
85 69 75
* 28 11 9 5
2 3 4 3 2
1 1 7
7 5
7

27



122 57 49
105 61 1
65 102 62
69 95 1
91 116 22
209 13 7
209 1 0—~50
51 104 13
2 19 20 8
4 2 2 stomal 1
1 78 84 67
76 0.16 3.3 H—~1.06
6
21
6
6
4
3
3
4
4
2
3
56
2 20 74 135

28

62

64



20 0.86 0.06—~2.19

2 5 3
3 7 74 148
7 1.33 0.17~13.6
3 3
185 30 14
185 2 1~60
79 56
6 9 4 6
1 1 2
72 109 48
70 9.0 1 H~0.7
42 20 14
5 2 1 Young-Dees 1
22 104 103
21 2.0 1 H~0.5
5 1
1 1
15 113 101
15 0.25 2 H~1.8
6 2 1
1 70 79 80
70 0.58 0.03~3.4
7
1
6 5 2
2 1 1
7 7 1
7 3 1
7 3 1
1 4 1
2 3

29



2 22 87 120

22 2.6 0.53—~6.6
8
2
3 2
3 1
2 1
2 1
1 1
1 1
1
3 9 84 136
4.8 1.9~8.8
3 2 1
1 1
1 31 86 142
28 0.8 2 H—~6.4
11 8 2
Mialler 1
2 1 201 220
3.9
73 92 64
113 63 53 101
51 50
0—~4.5 0.5 0.05—~0.94
2 23

0.88 0.40—3.8

30



1.92 0.91~5.5
4 5
165 39 25
1 0~45
104 2
Non-suture Ladd Gross Gore tex
1
MRI CT
227 0~4
90 73 25 41
10
41 18%
10

19 11 0 138 72
1 1 0 141 87
19 13 0 134 76

56* 26 23 6 93 80
2 148 79
8 5 1 141 80
15 7 1 140 74
2 140 87

31



0 136 93

4 4 0 0 129 96
56 86 87
1
56 26 13 13 VURG 2
2 2 2 2
2
peritoneal incision cyst 1
57 32 6 19 15 21 136
29 17 6 6 20 39 141
46 21 6 19 12 28
143
60 30 11 19 17 17
135
42 21 165
12 9 2 1 2
7 3 2 6
2 4 17 208
2 1
3 1 17 211
18 180 31
1.18 0.3—3.2
Posterior Sagittal Anorectoplasty (PSARP) 2
8 4 2

1

32



3 108 118

10 144 75
1.0 0.5~2.7

37 87 105
3.3 1.0—8.8
15
5 2 2
2 10 68 151
8.5 5.6~15.2
3 2
1
24 99 106
7.7 2.0~11.5
12 6 3 1
1 1 1
1 pull-throughl
24 62 143
12.4 9.1—~14.8
7 1 pul I-through?2
5 2 1
1 1
1
2 5 55 169
12.3 6.5~13.9
11
11 1

33



VUR

Cohen

12

PDA

3 Norwood+Glennl VSD 1

62 140 27
6.3 5.6~9.2

9 6 44 20 +Mitrofanoff
8 3 3 + 6 + 1
35 144 50
6.0 3.7—8.2
16 Politano-Leadbetter 7 10
1 1 1
37 93 99
1.3 0.5~3.7
7 18
5 115 109
2.8 1.1~9.2
3
17 102 110
2.8 1—~6.3
2 2 2

72 69 88
5.6 2.0~9.5
16 12 8 3 1
5 4 4 4
2 2
Studer 1
2 28 74 127
7.3 5.2—~10.9
8 5 4 2
2 1 1
7 171 51

0.08 0~0.33
PA banding - ASSD+VSD

34



101 97 31
0.58 0.17~1.8

56 40
VP VA
66 114 49
62 1.2 0.48—~3.3
27 8
6 4 2
1
50 85 94
2.3 0.88~7.2
6 4
2
18 70 141
17 5.7 2.0—8.2
17 12
12 2
= Deflux
-5
4 0—~13
Permanent stoma 169 34 26
Temporary stoma 13 68 148
5 13
13 5
9 7 11

35



2 2 0 15
2
8 0 0 7 8
7 9 7
6 16 105
28 106
1 2
0 18
4 9 2 1 1
277 9.8 3.8~18
142 122.5cm 93.7—~141.6¢cm
146 24.1kg 12.7—~39.4kg
19 2 1 2 67
89 52
VUR 62 104 2 61
VUR  grade grade grade 14
14 VUR
grade
17 9 21 0.38~56
18 12 2.0 (0.2~58
grade
40 1.3~105

6.0 (2.8~10.8)

36



18 1 76

uptake pair 15 % uptake
49.0% 36.3—62.4% 51.0% 37.6—63.7%
%uptake 2
100~
80~
> 604
g
o
D
S 40
20+
o, T T
3
& ¥
%Uptake
15
15
25% 75%
Hb g/dL 173 125 115 138
g/dL 155 4.2 3.8 45
mg/dL 173 0.39 0.29 0.56
BUN mg/dL 175 12 9.0 15.9
Na mEq/L 175 140 138 141
K mEg/L 173 4.1 3.9 4.4
Cl mEg/L 173 105 103 107
Ca mg/dL 139 9.5 9.1 9.8
IP mg/dL 87 4.6 3.7 5.1
C mg/dL 24 0.83 0.72 1.4
B2-MG mg/dL 9 1.8 1.3 4.4
Fe pg/dL 60 41.5 23.3 75
TIBC pg/dL 27 367 335 408
intact PTH pg/mL 3 28 18.6 40
ferritin ng/mL 28 8 28.8 52.9

37



83

146

16

16

5+

3+

2+

1+

(-)

59

12

35

35

36

27

A A

A

A

400~

300~

Ip/Bw

67

23

139
96

68

65

CIC

51

175

13

6.3

75

127

10

XX

121

41

45

11.8~14

13.0

32

172

30
22
18

27

25

19
12

38



14

15

17

17

34

29

13

12

19
14.0
7

1

19

27 195

11~14

11

12.8~14.8

178

1 7

15.4

18
18

29
10.3—~25.6

193

XY

63
64
12
19

25

39

148
152
186



19

3 39 187
2
10 11
20
20
17
6 2
3 7 8 211
2 5 11 211
21
21
22
GH
6 10 213
6
11
6.0 0—~15.8
136 93
22 1
22

40



16

30
13
9
17
3
31
14
1
5 4
31 26
1 3 1
53 67 108
23
23
41 28 57
60 42 39
14 12 78
35 30 78
31 3
29
2
1
9
2 2
17 14

24

24

41

18



12

206 0 0~17
39 50 140
7 10 1
7 11
25
25
5 33 1 191
6 13 2 208
5 36 188
2 20 24
7 1 8 1 212
13 216
3 2 6 218
12
1 18
13
228 0 0~11

42



93

137

131
50

18

43

86

89

74



Mayer-Rokitansky-Kiister-Hauser

MRKH 21

44



Mayer-Rokitansky-Kuster-Hiuser

MRKH
27 6
MRKH 6
21 466
1.6%
25%~75%
1 21 4.8% 19 10.5%
1
17
3
21
1
10 5 2
4 3
1
15 38.3 37.3~39.6 10
39.4 38.0—~40.1 5 37.4 33.7
~37.8
16 2,620g 2,303—2,882g 10
2,6209 2,246—~2,898¢g 5
2,6029 1,754—~2,790g
1980 1990

45



No of cases

1

LU [

1980

I I I
1990 2000 2010

year
MRKH
16 2 1 2
12.7% 18 88.9%
13 5 3
13 5 3
13 8 5
6 5
4
4 13 1 3
VSD 1 VSD+ 1 TOF 1
1
16 2 3
1 16 1 3
10 7 1 3
6 3 4 11

46



hemivertebra L4

76,9,11 S1-5
Caudal dysplasia
sequence
10 7 4
4

5

A

C

C

C

BPFM
17 2.0 1.0—9.1
20 5
4 3 17
17

129 MRI
113
95
8.7
85
73
2.6
20
18 MRI

47



15

13 ASARP

10

10 CT

10

05 VUR - -
0.3 VUR

1.43 4 S

11 11

48



20

12 11
5 11
4
MAPCA
1 8
2 3
1
MRI CT
10 10 1
2 16 3
1 17
1 17
6 13
12 8
1
17 3
13 7

1.4 1.0~1.9

11

13

Posterior Sagittal Anorectoplasty (PSARP)

49

9 3

28
1~11
5



2 2 Potts2 ASARP1

1 11 9 1 9 Potts

3 6 12
S
3 9
0
4 16 1 3
5.7 11.3 16
Frank posterior thigh flap
Raffensperger (abdominal perineal vaginal pull-through) Ruge S
1
VUR 2 15 4 2 Cohen 4
8 4
2 2
1
4 1
4 1
push back 4 7
2 11
15 8.0 5.0~14.0
Permanent stoma temporary stoma 2
5 6
5

50



2 3 4 5
2
0 0 3 10
1 9 4
4 3 10
3 14
1 1
14 7.9 3.1~10.5
12 126.3cm  74.0~151.9cm
12 23.9kg 8.0—~45.7kg
3 2 1 12
VUR 4 13 4
VUR  grade grade grade
VUR
grade
v
0 1 0 1 1 0.17,6
grade
0 1.8
0 0 0 7.8
2 9 10
uptake pair 3

6.5, 45 0, 20.8 64.34, 35.66

51



25% 75%
Hb g/dL 16 135 12.7 13.6
g/dL 13 4.5 4.2 4.8
mg/dL 15 0.37 031 0.67
BUN mg/dL 15 12.0 9.8 145
Na mEq/L 14 140 139.8 141.3
K mEq/L 14 4.2 3.8 4.7
Cl mEg/L 14 103.8 103 106
Ca mg/dL 7 9.5 9.4 9.7
IP mg/dL 6 4.2 3.3 5.6
C* mg/dL 2 0.96. 0.58
B2-MG* mg/dL 1 1.38
Fe pg/dL 5 68.0 345 200.5
TIBC* pg/dL 2 239, 475
intact PTH* pg/mL 1 25
33, 556,
Ferritin* ng/mL 3 166
*
12 4
9
9
(-) &+ 1+ 2+ 3+ 5+
7 3 2 0 0 0
1 27.9 mg/dl
124 mg/dl
16 5
CIC 14 7
6 6 9
3 3 11
2 7 12

52



10

19 12.7 5.9~17.0
15 6
10 1
10
3
3
2
3
2
1
1
5 11 5
11
11
2
14
13
3
1
11
8 18.0 15.8~22.0
1 7 13
5 33 1 191
13 2 208
5 16

53



1 20
2 2 17
17
2 19
12
8 7.5 4.5~13
1 12 8
12 9
2 12 7
MRKH

54

1 2
caudal regression



