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6 P | AR =g
19l 661,000 20,795 2,858 22,306
221 1,126,000 35,167 10,050 35,790
30l 1,456,000 44,898 20,093 45,603
491 1,787,000 54,796 33,477 55,080
5¢! 2,118,000 65,150 52,797 65,945
62l 2,448,000 75,834 71,834 76,490
7¢l 2,779,000 85,191 86,967 85,882
32l 3,109,000 96,146 102,553 97,367
9¢l 3,440,000 105,337 115,666 106,673
109l 3,770,000 115,615 130,141 117,052

* woldy|e R PE v F
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- = 2005 | 2006 | 2007 | 2008 | 2009 | 2010 | 2011 | 2012 | 2013 | 2014 | 2015
A 61 66| 72| 58| 48| 69| 81 48| 50| 48| 38
Z Ao} (W)| 435.0 | 448.2 | 492.2 | 465.9 | 444.8 | 470.1| 471.2 | 484.5 | 436.4 | 435.4 | 438.4
HAIAF] 14 15 15| 12| 10.8| 14.7| 17.2| 99| 11.5| 11.0| 87
# ZFHEEA] 0 M12007~2008 Fo} RAAD AL, Sar BAARS| A - B2 5 2009~20159-2 A%
* BAANEH] = BAANGS [ EA014 < 100,000

L 71243 (15~4941) 8] Aok He ¢

(91 %)
asd | A 50 | soms | 930 | 2y | 50h | @ed)
I 100.0 52.6 32.5 14.9 0.0 - -
2714 100.0 50.3 29.8 19.9 0.0 - -
3704 100.0 47.2 25.4 25.5 1.0 0.9 -
41714 100.0 40.6 19.6 29.7 4.0 6.1 -
571€ 100.0 28.8 16.2 24.3 14.7 15.9 0.1
6714 100.0 9.4 12.1 9.0 33.5 35.9 0.1
k! 100.0 4.3 6.1 5.9 36.3 47 1 0.3
871 100.0 2.6 4.3 4.1 38.0 50.7 0.4
9714 100.0 2.1 3.3 3.5 36.3 53.8 1.0
1071€ 100.0 1.6 3.1 2.6 355 54.9 2.2
1104 100.0 1.4 2.1 2.4 33.6 55.4 5.1
124 100.0 0.8 1.9 1.4 29.5 44.9 21.4
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¢ 3 A= NARSR 7=
A} o AR AARY (2535-302-330-01) EFEAR AFH
B8 AA A3ERE
ZIEHRZE AL 30%, AW 50%
ATl WY
(Ehel - &

R A () T Q]

7 210,440 422,500 227,500
A& 40,180 81,300 56,900
s 12,570 25,400 12,700
21 9,290 18,800 9,400
o A 12,380 25,000 12,500
3 T 6,110 12,400 6,200
g A 6,700 13,600 6,800
< 2k 5,550 11,200 5,600
Al F 640 1,200 600
7 55,280 108,800 54,400
A 5,120 10,400 5,200
T 5 6,410 13,000 6,500
T e 8,740 17,600 8,800
A& 6,830 13,800 6,900
q o 7,110 14,400 7,200
B & 10,590 21,400 10,700
A g 14,290 28,800 14,400
A 2,650 5,400 2,700
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3~54(16.3ke) 133 | 3,990( 95) | 189,900%
~8X% = o
6~841(23kg) 150 | 4,500(108) | 211,008 |, 4500 71
9~114(32~35kg) 166 | 4,980(115) | 232,100 15 :21,100%
’ = SR RMEY  PKU-2
0 oE|o?:-'| =
12~144)(46~50kg) 133 | 3,990( 95) | 189,900% 2R
1541014H(53~64kg) 160 | 4,800(11E) | 232,100%
% 3~11M : CH4R Q20| 100% S E4E52 ZISICHE J1E S0l HAH A
% 12M0]% : CHAEl TQZte| 80% S S4ERE ZIBICHS IS0l LIHA| 20%E EF SAl2 Eof
MEBICHS TSt AL A
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@ PK AID4(5+Y3)
¥ SR HUHERS
o g e
o] & = °© A7 eln al =
s e Azkg) | 1K) A =
Tl 94 o|AF ~
1 o1 23~38 700 1’20 168,300~224,400&
- 30~50kg (1.6~28) 1£5 500g 7|
1855 112,200€
50~1,600
- 50~70kg 38~53 1’1(2~315’) 224,400~336,600% | MZY : PK AID4
° UAK| 1 HZSHS
1,600~ ool : (F)eh=
- ~ 53~ ’ ~ 2
70kg (3-45) 336,600~448,800
% XMBSEZ SIF Test ciAlo 60%E PK AID-42 HEF[sict= 71HSMof ALt
¥ o1l PKU-28 5835l= 9M(0]4AF Blot & H|2F 52| ALFE PK AID-4 580| 238lAHL TAHE
3Ysks 29 uA ES(HEAl Aoy o] Hed)

B X 23242 (Propionic aciduria), W& %228 S (Methylmalonic aciduria)

@ MPA-1(=4h)

% R T2ISMEE HAYRMES
3 2k
w T - 20 Lk ol
0~5/19(6.5kg) | 65~95 | | ’9(‘2%2%’?50 88,000~123,200%
6~11719(9.1kg) | 93~125 27(3%3%;50 123,200~158,400%
1~ 24] 140~160 4’5%(1”1‘1‘%0 176,000~193,6008!
3~ 54 16a~187 | 03017 | 193,600~228,8008! 18 450g 71
6~ 84l 187~213 | °53220° | 228,800~264,0002 . /|\_|-% DJ c;ioog(T)
9~11 187~213 5’(?13972%0 228,800~264,000%!
7} 124~ | 255~295 7(???2%%5)0 299,200~352,000%
Wik 124- | 280~a20 | 80020 | 334,400~367,2008
% 1M OlXolE S+ER0Ie MFTiche JhEslol A A
% 14] ol B0l = Bt ElTe| 70~80% 8 S4ERE S5 M5 LIBIX| 20~30%E Ef 84l
S8 MBI J1Eso] A A



V. o} AR of| i 73]
@ MPA—Z(%’&)
SHEHAEY  TZ2O|2ME S HELEMES
9 g @
21 = o () [e)
3 G | A Lt ol 3
A~ 54 16 480(4E) 91.200¢
6~ 84 20 600(55) 114,000 1= 450 7|
9~114] 28 840(7E) 159,600% 154 22,800
AAE: IfLRE(F)
oJ} 194~ 36 1.080(85) 182,400 e
Uz} 124~ 44 1,320(10E) 228.000%
% 4N O|Z0|= T3 ChNe| 80%E S4ERE S Mskn LIHA| 20%E Ef SAI2 54
MEBICHe JhEslol HA A<EITALE © 3HEol HoRMA7|E WEE 2010, 3HEHossts]>
B W2 (Maple syrup urine disease)
@ BCAA-free(=2})
% HEESY  OEYRE
o] # 483 ] oly H
[e) 7 ._’
K S | 9 ATl I
2 850~3,450
~57 ~ ~ 2|
0~54L(6.5kg) | 95~115 7—55) 123,200~140,800
3.720~4.,380
~117129. ~ ’ : ~ 2l
6~11719(9.1kg) | 124~146 O-10%) | 168.400~176,000
4.,200~4,800
~9x ~ ’ ’ ~ 2
1~24] 140~160 | T | 176,000~193 6002 | |
~ 185 450g7|&=
3~54] 16a~187 | 92075810 105 600~228.8002 | 1= : 17 6002
(11~13E)
OLEET
5.610~6,390
~Q X ~ ’ ’ —_ _?_
6~84] 187~213 | (1 T oo " | 228,800~264,0002
5.610~6,390
~114 87~213 | ' 298 800~264.000%
9~114] 187~21 13158) , 4.000
7.650~8,850
2+ 1241~ D55~2 ’ ’ 299.200~352,000%
o172} 124 55~295 10 e 99,200~352,000
8,400~9,600
k=4 A~ ~ ’ ’ ~ k=)
2} 124 280~320 | "o7 2 | 334,400~387,200¢
% 1A oMol e 4290t MASICHE TFatol H AR
% 14| ol %0l s TR clAle| 70~80% S E4ERE S5 AX|5kD LIHX| 20~30% = EFSAIS
S5 M3 SHChs THIstol AlAHE



20173 EAR ARG oY

Q43| 2 AA3H(Urea cycle disorder)

@ UCD(=4H)

¥ ol EHRletH | QA2 AR S
28 3
o % A7) ) 3
° AzKg) A7Hg)
0~5A865ke) | 70~153 | 20RO g8 000~193 6002
-1k 76175 | ZE0D20  105,600~211,2002
1~24) 75128 | BP0 8 000~158, 4008
3~5 ti2~160 | SO0 | 140,800-198,6008 | 15E 4500 71
= 158 17,6002
3,930~5,430 .  ololol (=
6~84 131~181 Ooraay” | 158.400-228,80080 | Ak DlelRR(F)
o-114 | 131181 | P P2 20% | 158,400~228 8002
o 124~ | 1e7~267 | 20010 | 228,800-316,800%
w124~ | te7~aar | SO0 228 g00-~404,800%
% 14l OMolE S4EFRIE MATCHE JFEsl AN A
# 1M Ol%ols WR3 chiTe| 70~80%5 SHERE Sof 35D LIBA| 20~30%= Ef 24l
S MABICHE TSl AA A
@ Protein-Free(=4})
% RS BT MHN S BoA| HUREE M E
2 9 3
a4 A-50H] H] 11
A7Hg) A7Hg)
188 450g 7|1&
HEolE | EEU|E | EEJIE 159 17,600
OH] 0]}\.} oHo Ho [ K=X Al - olooi(=x
HATY HAT HA'ES Acl;ll_l-I:IHE'I'I't:i(—l_)
# UCD, MPA, Lucine Free St A& Jts

* oAl w2t AME Jhssioi, UCD &2t
M 452 tALRIEH Blote] A € UCD 115 71X AlH0| 71=35tht, Protein—Free 3§58

HAl UCDE 832t X

OflAl) 5
Al

—

Loakol WA EHasl0f A

AFAA

il o



M WA 28 w35 (Homocystinuria)

@ Methionine-Free (=+A})

% HNEY  SBAIAELS

V. o} ARlslA e

H] 11

184 4509 7|&
185 17,6008
Mk hARA(F)

9403
% = A7
d7H(g) H7Hg)
2,400~3,600
~571< ~ ’ ~ 2
0~5704(6.5kg) 80~120 (6~8%) 105,600~140,800
3,300~4,170 °
7 ~ ~ =
6~1170€(9.1kg)| 110~139 (8~10%) 140,800~176,000
4,200~4,800
~Ox -~ ’ ’ ~ k=]
1~2A4 140~160 (10~115) 176,000~193,600&
4,920~5,610
~5 ~ S ~228,8002
3~5A 164~187 (11~135) 193,600~228,800
5,610~6,390 °
~Q ~ ~ 2
6~8A 187~213 (13~155) 228,800~264,000¢
5,610~6,390 °
~11x ~ ~ =}
9~11A) 187~213 (13~155) 228,800~264,400H
7,650~8,850
zZ 2|~ ~ ’ ’ ~ %
o3z} 124 255~295 (17~20%) 299,200~352,000
U2} 124~ 280~320 8,400~9,600 334,400~387,200&
(19~228)
¥ 1M oo [AF AFE

% 1Ml ofoll= st
=7

Sai A#/sict

LIHX| 20~30%= EF 2412
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M o] 2~he| gl 2k = (Isovaleric acidemia)

@ Leucine free(=%})

Y ol 2L NES

7 g
o & A7) 8 H] 2
© A7Hg) A7Hg) ik =
2,190~3.270
~ (=} ~ ’ ’ ~ k=]
0~571¥(6.5kg) | 73~109 (5-55) 88,000~140,8002
2,580~4.080
11 - : : ~ 2
6~1171€(9.1kg) | 86~136 (6-10%) 105,600~176,000¢
4,200~4.800 ~ R
1~2A] 140~160 (0-115) 176,000~193,600%
3~54] 164~187 4(?%(:221)0 193,600~228,800% | 1E& 450g 7|=
£ 5106 290 1£Ct: 17,6009
6~8A 187~213 (13~15) 228,800~264,000% | M o AFA(F)
5,610~6,390
~ ~ ; ’ - o
9~114) 187~213 (13-155) 228.800~264,0002!
7.650~8,850
~ ~ ; : ~ 2
o3z} 124 255~295 (17-20%) 299,200~352,0002
8,400~9.600
U ~ - ; ; - o
A} 124 280~320 (19-228) 334,400~387,2002

# 1AM olFol & Ex=watH
C

= s
# 1M O|F0l = Tst cmel 70~80% 8 S+ERE Sol 445K LMzl 20~30%E Ef SA12
7

B Elo] 2418 Z(Tyrosinaemia)
@ TYR Anamix Infant(0~14l]) <5YAk>

% SEEY : Elo|2MES

% H| H 3

4717

o

U3Ke) 43K g)

HZH : TYR Anamix Infant
(¥= SHS)

Tof : (F)erS

0~1A] | 126~154 | 3,780~4,620 | 940,000~ | 1&E 400g7|&
(6~9kg) (108~128) | 1,128,000 | 18E : 94,000

E
fo
ok
Q
i
a
i
=
2
>

M HYHE Losh P2 3l eI MFZR| 100%E STERE Soll MFISchs 71sloll AL A

52U o

[ex K=%
HA'ER

Ikl



V. ok Ao el
B 27 e A Z(Glutaric aciduria)
e Glutarex-1(ZFEH ~-1) <FYA>
% lgReE  3eRMRS
4%

S Q717 W @

© Sg)| A | o U o
0~5719(65kg) | 63 | 1,963(5%) | 323,950%
6~11702(9.1kg) | 90 | 2.790(7E) | 460,350%
1~24] 80 | 2.480(6%) | 409,200%

M ZY : Glutarex-1
3~5A 107 3,307(8%) | 545,600¢ 1EG 400g 7|1= | MZA}: O 2E
6~84] 133 |4,133(108)  682,000¢ |15 60,0008 | Hof - 782 =F0f

H|&
9~114] 187 | 5,787(14%) | 954,800¢
A7} 124~ | 240 |7.440(195) | 1,227,600
Uz} 124~ | 293 |9,093(23E) | 1,500,400
% 1M |0l = E4Egote MEBICHE TRl AlARAY
% 1A Ol %0ll= WL chifRlo| g0%E SE4ERE Sof MX|5kD LIX| 20%E EFSAIS Saf A4
SITh= JHBloll HlARAKE.
B 28 E A8 3 (Galactosemia)
@ Babywell-soy (=+4})
¥ ol EY  detEARE
1 o %
o A7hln W] 31
° 2A7Hg) A7Hg) FTs b
0~548(65ke) | 83~130 | 2490~3.900 | proc
OVE e 40097|F
B ~ 4.050~4,620 70,400~ | 1Egt:6 4009
6~11749(9.1kg) | 135~154 (118~128) 76,8002 AL T2l 901(F)
14 o]= 100 3.000(8E) 51,2002
% 1M OlMollE S4280tS MABICHE J1Eslol HA A,
% SIHUTIIKE ofo|la (el e WS =8
% 1M Ol %0l = L3 ChiEle| 70~80%E E42RE Sof AX|otD LIHX| 20~30%E EF 2412
Sa MEBHCHE ThEslol At Ak
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piadl

B 22}o) A S (Hyperlysinemia)
@ XLYS Analog(0~14]) <5 2k>
% SHEAEY - D2lo|A" S
S
o A7 H| 31
A7 (g) A7Hg)
ELT
0~14 | 126~154 | 3,780~4,620 | 550,000~ | 152 d00g7|E | 1= z(;g’sﬁnsa)log
6~9 10E~125) | 660,000¢ |1E&F: 55,000¢ | _ - _
(6~9ke) ( ) mhoj © () 3H3n|CiZEE
% H OlRIIE 2 TOEr B2 O CHIR MA(ZI0| 100% S S4ESE S5 MESIThe Jslol HAF A
% DA P EZ glS.
@ XLYS Maxamaid(1A15-8) <FJAak>
% S|EE e DololMEE
129
S A7 H| 31
A7Hg) A7Hg)
=241 1 204 | 9.720(20%) |2.860,0002
(10~13kg) e
~B X o=
3~=5A 453 | 13,500(28%) | 4,004,000 MEE XLYS
(14~17kg) 158 500g7|F | Maxamaid(Z= SHS)
688 | oo oo |14.560~15,500 4,147,700~ | 1SS 143.0008 | Teh - (F)er=eiciz
—~ AL
(19~25kg) (295~31E) |4,433,000¢ £
9Ao) = °
(kgopy) 550 | 16.5001338) |4,719,0008
% M olRiIH 2 TOE | U CHET ME|0| 100%S S4ESE S5 MESICHS JFRslol] Al A

=
* UM S E



of AP

o&
o

B 12=2}o] A" = (Hyperglycinemia)
@ NKH Anamix Infant(5F4FH)
sigR s nZelolMES
49 %
= Q] 1
4% AMg) | AHe) L Al
2,400~3,600
0~571€(6.5kg) | 80~120 6-55) 612,000~816,000
3,300~4,800
~1170<(9. ~ ’ ’ ~1,02
6~1170€(9.1kg) | 110~139 (8-105) 816,000~1,020,000
4,200~4,800
~0k . ’ : 0 ~1,122
1~2A4] 140~160 10-115) 1,020,000~1,122,000 185 4007
1£5+ 102,0002
4.800~5.610 S 10,000
~F A ~ ’ ’ ~
3~5A] 164~187 (11-135) 1,122,000~1,326,000
105,390 HZH : HEZY : NKH
6~84 187213 | 7., ;5’5 1,326,000~1,530,000 Anamix Infant
(13-158) (&= SHS)
5,610~6,390 mof : (F)eH=
~T11 X ~ ~
9~114] 187~213 (13-15%) 1,326,000~1,530,000
7.650~8,850
Al A~ ~ ~
oJ 2} 124 255~295 (17-20) 1,734,000~2,040,000
Uz} 124~ 280~300 | £:400~9.600 1,938,000~2,244,000
(19~225)
% 1M O|Mofle E4E]0tS MA[SHCHE JhX St H AMEY
% 1Al OITOHE Lot cllAlo| 70~80% 2 E4E£9E S5 M5t LIHX| 20~30%= EFSAlZ
S5l M3 sk TER St H AR
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M IEH W55 (Short bowel syndrome)
o B gl(F4H) DAY AR, A
9 g
= Q) )
. S | A | ST Al
1~2A(10~13ke) | 217 6.510(75% 626.250%
] kg (75%) 15 879 71 %(1box=10%)
3~54|(14~17kg) | 304 9.120(105%) | 8767508

Tbox : 83,5008 (12£=8,350%)

N _ B 9,780~10,440 | 943550~ | g zoy . g
6~841(19~25kg) | 326~348 | (Tiaz 130m) | 1009 0002 AiHIM h ,\fggvé%z;ﬂi)
S )ed T

9Alol i 26kgol D) 370 11.100(128%) | 1,068,800
@ HeAE <Fat> * S FARE  FHFFE, A8
o] & 48 Ql 7}=Loln H| 71
R QMg | Mg | ST I
ZAJA1(3.5kg) 90 2,700(75) 385,000
ke 15 400g 7|1E
3714 (6kg) 120 3,600(98) 495,000 1£Lt : 550009
4~67012(7 5ke) 150 4500(125) | 660,0008 | %= : Neocate(d| 27H/0|E)
7~9719(8 5kg) 175 5.250(145) | 770,000 EQHR' (: C’)éfESHS
moj : ()
10~12712(9.5ke) | 200 6.000(158) | 825,000 B

¥ H2AOIE HMEo| = Feeding GuideE ZHEZE MF[sichks 71 S0l AHlA AH

@ Elemental 028 <4-¢> * AR HHFTF, AEY
7 g e
3 = ° 9] o]
a T | A | ST =
1~24(10~13kg) | 234 7.020(71) 1.015,300¢ | 1ZE 100g 7|Z(10Z=1box)
- o | 1ZE 14,3008
~R A —~ =
3~5A1(14~17kg) 328 109158??(??3';;0 11211‘2;%%" HZY : Elemental 028 extra
6~841(19~25kg) | 351~375 O~ 11,29 R (2] I EH028%H AE2Y)
(106;‘t~113i) 1,615,900?;‘1 O-IAFXI . o;]i_ SHS
9A<]]O]/;>1—(26kg0]};>]’) 398 11,940120%) | 1,716,000 | mof : (X)3+=

| 10Z(1box) el 2 AMA(ZER WEZH 71
* M ol e EF ®Z o A ME| ol 100%S STERE Soll MABICHE Hsl0l Mo MF

2 28 Teze| 50%AAUs 7o
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M Aol AL A A (7F)
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B=(C+D)
A&(C) 1,860 1,867,000 560,000 1,307,000
27(D) 6,957 6,982,000 3,491,000 3,491,000
A 582 584,000 292,000 292,000
Ry 432 434,000 217,000 217,000
Sk 520 522,000 261,000 261,000
45 265 266,000 133,000 133,000
kil 273 274,000 137,000 137,000
& 203 204,000 102,000 102,000
A% 36 36,000 18,000 18,000
77 2,229 2,236,000 1,118,000 1,118,000
4 229 230,000 115,000 115,000
e 256 256,000 128,000 128,000
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RS E 0.38 0.37 0.30 -0.07 -19.7
Aol A9 3 1/6,128 1/6,274 1/7,760 0.0 -19.2
Sl 436,455 435,435 438,420 2,985 0.7
%@Oig 3%35*“0]%) 20.2 216 23.9 2.3 10.6
it A 31.8 32.0 32.2 0.16 0.50

, 2016)



0.0
7.9

0.0

T3
4.2
8.3
4.2

4.0
4.0
0.0

38/100.0 100.0 100.0
36| 76.0 81.3 94.7

48
39

50
38

2013 20149 20154 |20139 20149 20154

A
| 7|t =d ol

=
[

q

=

20173 EAR ARG oY

© Q M~ ©o o O
~ o <t (@N) Lo Lo
o ~
A e B
Lo (@) N~ o [e o) (o] ~
IS¢} o~ — - —
<
© o o ola o o
N (@») @V (@N) < < =
N on [aN] (aN] N
o ©
N—
[aN] o M~ ~ N [aN]
~ - S =
. <
~ o ® o o o X o
-
e o
— o © — o~ N | T
ha © = Sk a]
1ﬂ.~.0 \.I_IL
< (o
— = |~ J
ol o |- e
RL B =0
2 2| gl
<l <l I MB
L F | m°
= T | %
Ko = 0 | Wm
M o o . 0
) NI
Ko w Rt o
= [T [T e =
ol TR ~ | B° H_H
= S = o | 0
Mr_._ S ok omm ok muL
TH N R K= X
LT R T, S S o
oK | F__m = u__u__m .- <
wowoM oL o ﬁ 5
RICIH K- G (B o | —
[ [ _ N X ,Ur

(291 - %)
0.1

38.7
34.5

BB 2}

28.8
36.0
=
h

9.8
8.6

54 A% F4He 1 7}

11.8
12.2

RS

A, 201

S

10.9
8.6

RNk

]

&

=
=

v|%/<]

*




4z
8

7h EAokr B =)= E

» 20159 Ao} = 439 8% 49 WHo g AdET) 3H ¥

o|\
N
-
%

» Z(F)EAEL 8610 T AAF FAS 52

<# 1> Aol 2 23AYE
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ZAo} 472.8 | 435.0 | 448.2 | 493.2 | 465.9 | 444.8 | 470.2 | 471.3 |484.6]436.5(435.4|438.4

Au | & 4 |-17.8/ =377 | 131 | 45.0 | -27.3| -21.0| 253 | 1.1 |13.3 —481/-1.0| 3.0

o] S4E|-36| -80 | 30 | 100 | =55 | =45 57 | 02 | 28 [-9.9/-02| 0.7
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<3 2> R(RHol = ks 3 dAEAE
(991: 4ol 19 B, 9 ool 13 3 %)

2014 | 2015
(A) | B) |B-A

SASAE | 1.08 | 112 1 1.25 | 1.19 | 1.15 | 1.23 | 1.24 | 1.30 | 1.19 | 1.21 | 1.24 | 0.03

2005 | 2006 | 2007 | 2008 | 2009 | 2010 | 2011 | 2012 | 2013

15194 21 | 22 | 22 | 1.7 | 1.7 | 1.8 | 1.8 | 1.8 | 1.7 | 16 | 14 | —0.2

20—24A4| 17.8 | 17.6 | 19.5 | 182 | 165 | 16,5 | 16.4 | 16.0 | 14.0 | 13.1 | 12.5 | —0.6

25—29M| 91.7 | 89.4 | 95.5 | 85.6 | 80.4 | 79.7 | 784 | 77.4 | 65.9 | 63.4 | 63.1 | —0.3

30—34A| 81.5 | 89.4 [101.3|101.5|100.8 | 112.4|114.4 | 121.9|111.4|113.8|116.7| 2.9

35—39A| 18.7 | 21.2 | 25.6 | 26.5 | 27.3 | 32.6 | 35.4 | 39.0 | 39.5 | 43.2 | 483 | 5.1

o > i\ 1 ot &

40—44A| 24 | 26 | 31 | 32 | 34 | 41 | 46 | 49 | 48 | 52 | 56 | 04

45-49411 0.2 | 02 | 02 | 02 | 0.2 | 02 | 02 | 02 | 0.1 | 0.1 | 0.2 | 0.1
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2005|2006 | 2007 | 2008 | 2009 | 2010 | 2011 | 2012 | 2013 | 2014 | 2015

7 Alx 435.0]448.21493.2]465.9|444.8470.2|471.3|484.6|436.5435.4|438.4| 3.0 | 0.7

Ao} 223.21231.21262.2]242.0(230.2|235.3|239.6 | 248.9|224.8225.4|228.6| 3.2 | 14

EAo} [166.9|171.2(181.9|176.1/170.1|181.9/179.0{184.0165.7{165.3|166.1| 0.8 | 0.5

Aol

o]/bl—
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» AAfolo] XM= 52.3% % AdH T F7) Ao}, Ao} oAke] AN = FHAsh
@ AAote] FARIE 523%E AR 0.4%p 71
- ERjole] TARIE 38.0%E HART 0.1%p ZA3A Ao} o]ae
9.7%= HAARTF 04%p A3

{0

<} 4> 29 A
(39 %, %p)
14 ThH|
2005 | 2006 | 2007 | 2008 | 2009 | 2010 | 2011 | 2012 | 2013 | 2014 | 2015 ———
=74

Al 1100.0 | 100.0 | 100.0 | 100.0 | 100.0 | 100.0 | 100.0 | 100.0 | 100.0 | 100.0 | 100.0 -

AR o} | 51.7 | 52.0 | 535 | 52.3 | 52.1 | 50.4 | 51.0 | 51.5 | 51.6 | 51.9 | 52.3 0.4

EAo} | 38.7 | 385 | 37.1 | 38.1 | 385 | 38.9 | 381 | 381|380 381|380 —0.1

Aol
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2005 | 2006 | 2007 | 2008 | 2009 | 2010 | 2011 | 2012 | 2013 | 2014 | 2015 [ =7}
A A | 302 30.4| 30.6) 30.8] 31.0 31.3] 31.4| 31.6] 31.8] 32.0/ 322| 0.2
§ Aol | 29.1| 29.3] 29.4| 29.6 29.9] 30.1] 30.3] 30.5| 30.7| 31.0, 31.2| 0.2
% Ao} | 31.0, 31.3) 315 3L7| 318/ 32.0/ 32.2| 32.4| 32.6| 32.8 330 0.2
% AAel | 333 335 336 33.8) 339 34.0 341 34.2| 344 345 346/ 01
2| Ao}
o4 35.3| 35.4| 355 35.7| 35.7| 358 359/ 359 359/ 359 360/ 0.1
A | 435.0] 448.2) 493.2] 465.9) 444.8| 470.2) 471.3] 484.6) 436.5] 435.4| 4384 3.0
204 WRH 310 3.3 35 28 28 29 30/ 29 28 25 22/ -03
~ 20—24A41| 32.8] 30.7| 31.9 28.2 249 245 246 246 221 21.2| 205/ —0.7
z 25—29A4 | 174.7| 172.8| 186.9) 168.9| 155.9) 147.2 137.0| 127.2 102.8| 96.2| 94.6| —1.6
‘j 30—34A] | 177.3| 187.8| 205.7) 198.7) 192.1| 214.6| 221.4| 239.2| 220.3| 221.1| 216.3| —4.9
N 35—3941| 40.5| 47.0] 57.6] 59.6| 60.7| 70.8/ 74.2| 79.0 77.2| 822/ 921/ 9.9
40—444| 51| 53] 6.2 65 7.3 88 101 111 107 115 121/ 06
454 o1 040 04 04 04 04 05 05 04/ 03 03 03 00
8 A
(3541 o) | 10.6] 11.8] 13.1) 14.3| 15.4| 17.1] 18.0 187 20.2| 21.6 239 2.3
G W
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AAolE P v S-S 69.4% % AR} 1.6%p7A3t.

- AAo} 44 i AEAYE VIS 1.83 3072 AdRY Frlskal 21d9]

Aol Aol F4Fete HIES 69.4%E AdRT AT

- Ao} Z2A] AEAE 7] 21 d wIwkl 79 Bo] H AL 3054 =
AERT 024 353

« Aol AE(El)odFet aAglol dA AEdE AZM ELtX| el SAH7|7E

i
N

AN
2
(@)
\%
g

e Rl B AEARI s

2005 | 2006 | 2007 | 2008 | 2009 | 2010 | 2011 | 2012 | 2013 | 2014 | 2015
7 345 | 344 | 341 | 343 | 340 | 3.52 | 3.51 | 345 | 342 | 340 | 3.39
A Ao} 179 | 1.78 | 1.78 | 1.74 | 176 | 1.79 | 1.76 | 1.76 | 1.77 | 1.79 | 1.83

EAo} | 454 | 457 | 4.61 | 4.61 | 453 | 4.56 | 4.60 | 4.55 | 4.50 | 4.48 | 4.50
Ao} ol 7.92 | 7.94 | 7.93 | 7.94 | 7.85 | 7.90 | 7.87 | 7.71 | 7.65 | 7.56 | 7.44
+ AEAL7IE ) A9l

<3 7> Aok FAA] FELe) AE AR ] (9l %)
2005 | 2006 | 2007 | 2008 | 2009 | 2010 | 2011 | 2012 | 2013 | 2014 | 2015

A ]100.0 | 100.0 | 100.0 | 100.0 | 100.0 | 100.0 | 100.0 | 100.0 | 100.0 | 100.0 | 100.0
od vk | 715 | 719 | 73.0 | 741 | 724 | TL7 | 729 | 725 | 721 | 7L0 | 69.4

2-34d 202 | 196 | 180 | 179 | 196 | 20.1 | 185 | 188 | 19.3 | 204 | 217
4-54 5.4 5.4 2.5 4.8 4.7 4.8 5.3 5.4 5.3 | 5.5 5.7
6—9d 24 2.6 2.9 2.7 2.6 2.6 2.5 2.5 27 | 26 2.7
109 o] | 0.6 0.5 0.6 0.6 0.6 0.8 0.8 0.8 06 | 0.6 0.6
* A7 nd A9

<E 8> ot AN RO AERBIE 2| FFAY s )

2005 | 2006 | 2007 | 2008 | 2009 | 2010 | 2011 | 2012 | 2013 | 2014 | 2015
A A | 29.08 | 29.27 | 29.42 | 29.60 | 29.85 | 30.10 | 30.25 | 30.50 | 30.73 | 30.97 | 31.2
21 w|uk| 28.48 | 28.67 | 28.78 | 29.00 | 29.24 | 29.47 | 29.62 | 29.89 | 30.12 | 30.34 | 30.5
2—39 | 29.84 | 30.06 | 30.31 | 30.55 | 30.69 | 30.96 | 31.24 | 31.50 | 31.82 | 32.06 | 32.3
4-51 | 31.38 | 31.55 | 31.85 | 32.15 | 32.42 | 32.66 | 32.84 | 33.05 | 33.31 | 33.60 | 33.8
6—9 | 33.48 | 33.53 | 33.74 | 33.92 | 34.12 | 34.38 | 34.72 | 34.89 | 35.00 | 35.20 | 35.5

10\ o)/ 37.06 | 37.09 | 37.20 | 37.19 | 36.74 | 36.53 | 36.96 | 36.82 | 37.04 | 37.37 | 37.9
« o] Ay mg A9
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2006 | 2007 | 2008 | 2009 | 2010 | 2011

AN
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2012

3}
h=
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(29l A ¥, %)

2013

2014

2015

445.5 | 491.0 | 463.8 | 443.1 | 468.2 | 470.2

483.5

435.8

434.8

438.1

91 %9 A

438.7 | 483.3 | 455.4 | 434.4 | 458.5 | 460.2

473.3

426.4

426.3

430.0

21 9fe] A

68 | 78 | 84 | 87 | 96 | 10.0

10.1

9.3

8.5

8.2

Zox 1 | r Loz

Al

100.0

100.0 | 100.0 | 100.0 | 100.0 | 100.0 | 100.0

100.0

100.0

100.0

100.0

F9 4

98.51

98.47 | 98.42 | 98.2 | 98.04 | 97.94 | 97.88

97.90

97.86

98.05

98.1

91 A

1.49

1.53 | 1.58 | 1.80 | 1.96 | 2.06 | 2.12

2.10

2.14

1.95

1.9

*

ERVEE W Al

(H3)
12.0 -

2005

TrEolel EMoE T AgH|

10.1

10.0
9.6

2010

(%)

2015

- 3.0

[23 6] &919le) 2 24 0]

> ZAANE 105302 Al fA

e SAH|(Ho} 1008F Fol )= 105302 AdF FAHE.

€ <«



20173 EAR ARG oY

- RAFote] M= Addiu] 039 =7}, ER”ols AR 019 7243
- AlFjo} o)) ZAARIE 106,602 AdHT 119 7HAhste] Ado) o]o]

B 2L 4A%,

A
ke

10> A Aol 2 24
(9): A o, oJo} 1007 ol )

2005 | 2006 | 2007 | 2008 | 2009 | 2010 | 2011 | 2012 | 2013 | 2014 | 2015 | =7}

Al |435.0 448.2493.2|465.9 | 444.8| 470.2 | 471.3 | 484.6| 436.5 | 435.4 | 438.4| 3.0

o} |225.7232.2|254.0|240.1 | 229.4 | 242.9 | 242.1 | 249.0 | 223.9|223.4 | 224.9| 1.6

2o )
EeAR- VD)

oF 1209.31216.0|239.2 | 225.8|215.5|227.3 | 229.1 | 235.6 | 212.6 | 212.1 | 213.5| 1.4

Z A+ 1107.81107.5]106.2 | 106.4 | 106.4 | 106.9 | 105.7 | 105.7 | 105.3 | 105.3 | 105.3| 0.0
Aol | 104.8|105.7 | 104.5]104.9 [ 105.1 | 106.4 | 105.0 | 105.3 | 105.4 | 105.6 | 105.9| 0.3
=Ao} 1065 |106.0 | 106.0 | 105.6 | 105.8 | 105.8 | 105.3 | 104.9 | 104.5 | 104.6 | 104.5 | —0.1

Alsjo} ol | 1285 | 121.9 | 115.7 | 116.7 | 114.3110.9 | 109.5 | 109.2 | 108.0 | 106.7 | 105.6 | —1.1
* Tk v 2

I o o2 M)

(010} 1005t top)

200.0 -

180.0

160.0
AUmjof o] & gH|

140.0
1200 | K| AH]|
— 105.6
113.
100.0 Z I L L 110.2 L L 107-8 L iUb.é n ;'|_o5_§
1995 2000 2005 2010 2015

of. thejor(Zdejo} o)) =AY
» & =40t T thejole] M= 3.7% R 19951 tiv] 2.8u] S7HEH
e Tejol= 16,1662 AW R} 9867 =713}
- Z Aol T tHlo} TAHIE 3.7%=2 AR 0.2%p 57t
@ Thefjo} o] Hit 8L 33342 Trefjo} Ro] HiF ARG 114 2



4z
8

<E 11> vhelo} £4

(29 5, %)
2005 | 2006 | 2007 | 2008 | 2009 | 2010 | 2011 | 2012 | 2013 | 2014 | 2015
7 431,8811445,170/490,787|463,743443,045|468,150|471,023|484,229|436,209|435,193|438,154
ZA| dEol  |422,422|434,403(477,331|450,953|430,983|455,309|457,171|468,608|421,837|420,013|421,988
o Chejo} 9,459 | 10,767 | 13,456 | 12,790 | 12,062 | 12,841 | 13,852 | 15,621 | 14,372 | 15,180 | 16,166
T GRS 9,393 | 10,683 | 13,280 | 12,653 | 11,905 | 12,633 | 13,583 | 15,321 | 14,115 | 14,898

15,774

Meol ol | 66 | 84 | 176 | 137 | 157 | 208 | 269 | 300 | 257 | 282 | 392

A 100.0 | 100.0 | 100.0 | 100.0 | 100.0 | 100.0 | 100.0 | 100.0 | 100.0 | 100.0 | 100.0

w"“* gefo} | 97.81 | 97.58 | 97.26 | 97.24 | 97.28 | 97.26 | 97.06 | 96.77 | 96.71 | 95.61 | 96.3

H]" tejol | 219 | 242 | 274 | 276 | 272 | 274 | 294 | 323 | 329 | 349 | 37

Bejol | 217 | 240 | 271 | 273 | 269 | 270 | 2.8% | 316 | 3.24 | 342 | 36
Aol o4 | 0.02 | 0.02 | 0.04 | 0.03 | 0.04 | 004 | 0.06 | 0.06

0.06 | 006 | 0.1

« Thejo} o3 vl Ale)

<E 12> thejo} R(e]) BFAY
(&) A
2015
31.8 32.0 32.2

318 | 32.0 | 32.2
329 | 332 | 333

2005 | 2006 | 2007 | 2008 | 2009 | 2010 | 2011 | 2012 | 2013 | 2014
A A= | 302 | 304 | 30.6 | 30.8 | 31.0 | 31.3 | 31.4 | 3L6
efol | 30.2 | 305 | 30.6 | 30.8 | 31.0 | 313 | 314 | 31.6
chefjol | 311 | 31.3 | 31.8 | 319 | 32.0 | 322 | 325 | 32.7

(#) CHEHOF S0 5 ——adu| )
3.7 40

16,000 -
66
- 3.0

13,000 -
- 2.0

10,000 -
- 1.0

9
7o H EEEBEESEBESBESBEBESESESBEEEEBEEBEBEBNBEBN oo

1995 2000 2005 2010 2015

[715 8] Thefo} 4 5]
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» 375 "YF EA)ole] U= 6.9%= 20050 W3] 1.4¥) Z7)1E
» Thejole] A9- 375 w|Tk EAoke] FAN|7F 59.3% % Ad R S
e 377 Hgk EAYote] RIS 6.9%= MRt 0.2%p S
- Gejole] A, 37-415F7F 94.9%= 7P B2 dhH, trejol (28] o} o] 9]
ALE 373 vwre] FAHI7} 59.3%=2 2008 ©]F 50%E Ar3)sla ¢S

A 71ZHE 2o Pyt A¥ 2 37F vl A7) 32.8M|E 374179 Hit
2 32241} 0.64 2S.

re oS

<3 13> RI7|7HH EAol E HAdH]
(&9 4, %)

2005 | 2006 | 2007 | 2008 | 2009 | 2010 | 2011 | 2012 | 2013 | 2014 | 2015
377 19 120,498 | 21,654 | 25,286 | 25,654 | 25,020 | 27,304 | 28,097 | 30,356 | 28,206 | 29,057 | 30,408
A | 317415 405,622|418,084(460,300]435,793|1416,131|439,156|441,349|452,493|406,983|405,234/406,812
107 o | 4,326 | 3,694 | 3,348 | 1,970 | 1,641 | 1,455 | 1,246 | 1,163 | 873 | 714 | 641

377 U5k 116,255 16,968 | 18,859 | 19,117 | 18,693 | 20,411 | 20,596 | 22,004 | 20,087 | 20,354 | 20,826

N

ks
ﬁ j 31%-417% |400,444(412,033|453,317/429,546/410,403/433,217 435,009|445,229 400,732/398, 761400, 236
& 407 o | 4,316 | 3,691 | 3,341 | 1,970 | 1,638 | 1,451 | 1,240 | 1,163 | 871 | 714 | 641
o | VR | 4243 | 4686 | 6427 | 6537 | 6327 | 6893 | 7500 | 8352 | 8119 | 8703 | 9582
B | 37%-41% | 5178 | 6,051 | 6,983 | 6,247 | 5728 | 5939 | 6,340 | 7,264 | 6,251 | 6,473 | 6,576
Yoz w0 3 7ol 3] 460 2] 00
N | 48 | 49 | 52 | 55 | 57 | 58 | 60 | 63 | 65 | 67 | 69
A 0% | 942 | 943 | 941 | 940 | 940 | 939 | 938 | 935 | 933 | 932 | 929
PFo | 10 | 08 | 07 | 04 | 04 | 03| 03 ] 02 | 02 | 02| 0l
! g | WEOE |89 | 39 | 40 | 42 | 43 | 45 | 45 | 4T | 48 | 48 | 49
B o307 | 951 | 952 | 953 | 953 | 953 | 952 | 952 | 951 | 950 | 95.0 | 94.9
of

7o | 1.0 09 | 07 | 04 | 04 | 03 03 | 02 | 02 0.2 0.2
g TS | 45.0 | 436 | 479 | 511 | 525 | 537 | 542 | 535 | 565 | 57.3 | 59.3
B | 377415 | 54.9 | 563 | 520 | 489 | 475 | 463 | 458 | 465 | 435 | 427 | 40.7
+ 7o | 01 00 | 01 0.0 | 00 | 00 0.0 | 00 | 00 0 0.0
* JAI7IZE B thEfob o W A<l
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<3 14> JAI7IRPE R(RD)e] HtdH
(o1 )

2005 | 2006 | 2007 | 2008 | 2009 | 2010 | 2011 | 2012 | 2013 | 2014 | 2015
7 A 30.2 | 304 | 30.6 | 30.8 | 31.0 | 313 | 314 | 316 | 31.8 | 32.0 | 32.2
375 7IRE 31.0 | 31.0 | 31.3 | 31.5 | 31.6 | 31.9 | 32.1 | 32.2 | 32.4 | 32.6 | 32.8

37F—415| 30.2 | 304 | 30.6 | 30.8 | 31.0 | 31.3 | 314 | 31.6 | 31.8 | 32.0 | 32.2
427 ©)4| 29.8 | 30.0 | 30.1 | 30.4 | 30.8 | 31.1 | 31.1 | 312 | 316 | 318 | 318
* Bof Y m A9

zk Z=Aoke] Al
> ZAole] i AT 3.20kg, HolrF oJobrr} 0.09kg ES
e Jo} @ ojojo] HiF AF& 27t 3.25kg, 3.16kg S E 2005\ d0) HlE| Hol=
0.05kg, “o}= 0.04kg FAgh

<3 15> EAole] HAt A
(2] : kg)

2005 | 2006 | 2007 | 2008 | 2009 | 2010 | 2011 | 2012 | 2013 | 2014 | 2015

7 A« 3.25 | 324 | 324 | 323 | 322 | 322 | 3.21 | 3.21 | 3.20 | 3.20 | 3.20
oo} 3.30 | 3.29 | 329 | 328 | 3.27 | 3.27 | 3.25 | 3.26 | 3.25 | 3.25 | 3.25
o] of 3.20 | 319 | 319 | 318 | 317 | 317 | 3.16 | 3.16 | 3.16 | 3.15 | 3.16

» 19954 diH] 2.5kg W5 H]5 1.98) 571, 4.0kg o]/ HlF2 Adto g 7h43)

e AA FAJo} = AxZoK2.5kg PITH T 5.7%, ZHAFoH4.0kg o)) T
AR= 32%2 AW SARSE 4239
- GEjo} F ARAFOE 2.9%E AFRI} FASH
- gejo} T FAAIT ol 42.8%2 AWRTE 0.2%p AAg W, AAF 4
o= 57.2%% HAARTE 0.2%p =713
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<3} 17> Aol AT 0]

(24 %)
2005 [ 2006|2007 | 2008 [ 2009 | 2010 | 2011 [ 2012 | 2013 | 2014 | 2015
A Ao}
4. 44 | 4. 4, 4, 4. 2 . . . .
(2.5ke 1) 3 7 9 9 915 53 | b5 | 5.7 | 5.7
. x%)&;ﬂ]%o}
X% * [ele)
A A (9.5~4.0ke 1]TH) 91.1 | 914 1 91.2 | 91.2 | 914 1914 | 915 | 91.3 | 91.2 | 91.1 | 91.0
Bz}
4, 42 | 4.2 . . . . 4 . 2 2
(4.0ke o3 6 39 |37 136|333 3.3 |3 3
HAEt 3313313335 |35 |35 |37 |37 38|38/ 38
(2.5ke T . . . . . . . . . . .
quljﬂ%o].
Tﬂ— o [ele)
cHefo (2.5~4.0ke 1) 9211924 1924925927 192719291928 |92.8|92.9 | 92.9
Aok
47 | 43 | 43 | 40 | 38 | 37 | 34 | 35 | 34 | 3.3 | 34
(4.0kg ©1’3)
A 50.3 | 48.2 | 52.7 | 53.3 | 54.4 | 54.5 | 55.4 | 54.4 | 56.8 | 57.0 | 57.2
(2.5ke T . . . . . . . . . . .
c}efo} CER 49.6 | 51.8 | 47.3 | 46.7 | 45.5 | 45.5 | 44.6 | 45.6 | 43.2 | 43.0 | 42.8
(9.5~4.0kg T%H) . . . . . . . . . . .
T %0}
(4.0ke 1) 001000000 007]0071001]00]1|007 007100

« Thefo} o} 51 AT 1) A9l
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AR Al

w X B o T T N O ur e
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oh Aed AHAAL ol 2 Tha

1) A dAE=E(PKU) o] =2

e HAERSS AddTids thiTle E4Ql dAddshd shol =542
(Phenylalanine hydroxylase) A<=°.2 A HE PhenylalamneO] g3 7t
3, Aol HHEe] A5o] 255074 WolAe HAAA 5 ke

- F S EE FXo] Adtal mejrieto] o Ao g wWetal,
)37} speka o) vk, mEgk Holut AWl A Fgolut Fw WAt
U= Zo] EAQ

- S 1 1/47,68178 (2013 BtoPrA) 715E)

¥ HEYAERS REXAx2 B 02) 455-9286, 02) 464-8827

2) MHAA A 75 A5 (TSH) o] &2

o)
O S e P
3to] 34 2R dE9 TSHE 716k T49] Atz walshs 23]

- A% QR o) ¥, BRWEe] F4L Holn AF 14 ool
Aotgtae] o8 ALHY F7F =2 sty A= A HEal o

-G Ale, A= AR B E9) MFERS Fuey A2
%9} AL $2e)A7] 98 v Boln A- A/E FAW 4

- ‘?:}*3% 11 611‘33(201314 Soputay 7))

¢ ZHEXAYEZL galactose-1-phosphate uridyl trasnferaseo] Aol do g ZHet
22 ¥xrgog WA 2= QA HEz Are D39

o 23 AE2IL Aol FH 3 Ave] MAHR, Y¥E gal-
—phosphate”} ¥ o] & Foll FZF o] Hu} 71 & doT]A

—_
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=
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S
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T
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4) GEFis(MSH) o] &

e A opu) Ak APl e] PFOZ T Y AMFE-Q alphaketo AFo] ZA =] o]
2R gl S e] WA v A9, BE B AR ok,
) Fo] Yeh XF3HA] ko A 2701 olyjel At AHdF oz Al
- RS 1/152,579(2013F ShopikAl 7))

e 840 Fofjol o3t Ao v|5Ao HH, B 5o HANAE FAih
FRA g, AlEA, 24 59 S el dgd
- HRAE 1/228,8699(201313 FholakAY 7))

6) x4 FA19EH 3 (CAH) o] =72

e AHAG Al AYPAHFTLE FAloA ThEojRjof & T 2R 50| ¢F THEojx| 1
ARE 54 o|He EAE0| SUIE] 28 ERF R ) SAFe] vE
WA . vk 27] AR E A @AY oFs & HA] s Atolle AAF]D
ZEH2A] Ui FEojstar 45 A-9oll= dsto] "ol AE 4 3,
ofole] A9 Gt Ao R o|xdA o] gla E9o] UEhE & o,
Hole] 7ol e A X o2 o] 7)= Eef ofo| SR AT
Axole A4R1717F ZolAA 2.

- S 1/254307 (20131 oA 7))



olgk?

=3
H

e ATt ARl Aol

20173 EAR ARG oY

K
A8

—_
o)

ol
3

g a7t =

3

AARH-E-ol o

L
L

9

| =

| .

)

AL A e, A2 ekt 244
AR

AR

=~
=

Al
a
- Al
Al

@

iy
K

ot 71E A

4

o]t}

o] ohjola] fRAUAL

]

=

[ A=
AR

of o7}

[}

T

dHez 7]

o

T

‘l_

S

B v

7Nl aavt =

}

°
pal

T2

7N70<

)

7
Nlo

)

Aol o]zt 3171

=
T

sl hats ool

S

A5l 7k A5 e, et opuel 7ol

o7} e, B3] 37} lg o) 4922 §A4UA]



- B EEUARY ool mhet of2] 7HA] E-o] Aol ot S it ofyz}
AAE ZolE Bon] o] Bo] QAle] F2F Sl o] Bde] AYow

oA 7HA AN E ZestA Hrh o]ek o] thA} o) ol st Xéﬂ@,

Al xﬂ Z x]—o]] 7]_ uMg o]_t ]% _[01. ]

83 =do] Y99 K= B F AV lenE %POH-CH A Aol

mel 28 Wyl thach

e TfE ol =4t 18] 31 tiAKmetabolism)

- ARAE TS RS TRY 9HAES Ay B2 7Y opv|AE
G FHE ol A%H e Agste] WEIW TEA ol
dd] ERAE 283 A ES vHEojul= A ofnike] FRE B
200 7HA AA] =

- olu|:=4k 200 7}A] Fol|i= Phenylalanin ©|2} -2+ 3lue] olu|i=Alo] Qi)
HEE o] opm|igte] -] F&olA 43tE §, FEE I (HHARFE) A
73;5 olx|ate] @y A agls 23 oJulA =E Aol

- 29 O FAHCE dHEAL o E 7F QRHo R A4S AFHTH
Gt 4, 1 §AE 4] DA AR L) Sl
Be 259 £54E250 oI5 shpy BaE7] g, 2Tl 2
Shte) ofplealEE mY HalHh

- A9 el ool
A Zkzte) o
SERIEE R
B(H20)7 2L
e, 27 ol

IS AA oA HF

£

=

P>
rlo
53
o
o\
i
Lﬁ

Ztel 74 AAE A H=d, o] X
o FlAZS AA ok v =
ol 4 X|(ATP), ©|AFs}ErA~(CO2),
714 QU%, o]t A4S tAKMetabolism)Z}
9] 31321 Phenylalanine(¢ ] =Ah = 9]¢} L3k
H(cHAhE T

2
tlo

r‘-ll
I

tlo o

tﬁ
b

f‘ g
;?N
Mo
o
>

0

A
O

2) AR P ge] 7] wE 25

@ 849 Aoll(Enzymatic defects(metabolic block))
- FE2HE9] AR (product deficit)
* Cretinism(T3, T4),
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* Adrenogenital syndrome(steroid)
* Glycogenosis I(glucose)
- A543 % (Accumulation of precursors)
* Alcaptouria(homogentisic acid)
* PKU(phenylalanine precursors)
- Substrate accumulation(storage disease)
* Glycosphingolipidosis(ceramides)
- Overproduction diseases(increased enzymatic activity—enzyme induction)

* Acute intermittent porphyria(ALA synthetase activity)

@ Wl (altered receptors)
- Congenital chlorridorrhea(chloride)
- Menke's kinky hair disease(copper)
- Nephrogenic DI(Water)

@ 2849 Aol(Cofactor defects-—vitamin dependent)
- Homocystinuria(pyridoxine)

- Hartnup disease(nicotinamide)

@ Pharmacogenetic disorders(hereditary variants in response to drugs)

- Suxamethonium apnea(pseudocholinesterase)

3) g ge] T

e Aol 7)o Wdsle= FHdNAME RS
- B2 AR thAFE Sko] Al olA] 7 Oﬂ Est=t 1 Sl Ao} sfdEE
245 B} A2 A B0 S o, 58 FE} HERRS
oM = A4lg Hola g F 4 FRAAASE: A= H o2 SAY A9
718& FHkelA] oy d 9% Qi) AlAolr 7ol S-S YEhlE i
Al FAAZUAESRES T 25Ut
s 71423 (o : Methylmalonic acidemia)
« 9438 tAHEE (o 1 OTC Z29%)



1z
Jhu

« obm| =it thAPE O (o 1 EERE)

. Q—EZ =

¥ specific diagnosis is important
* |ethal if specific therapy is not initiated immediately
* genetic counseling of the family

et x| BA|RF XM, A SHOH XX

oln
0

of AIZE ol2| ¥of MZH!
¥ postmortem examination is not helpful
o AW FAAUAIRRE
- olEAoZE FEALFES BY} e BHE 1 39 Wo] mo)
-2 lysosomal storage disease s A A13] F8Ysl= 7dgko] Qo HAIX|A
YA, FHo] EF Folth
- An inborn error of metabolism should be considered in any child with one or
more of the following manifestation
* unexplained mental retardation
* unusual odor, particularly during an acute illness
* intermittent episodes of unexplained vomiting, acidosis, mental deterioration or
coma
* hepatomegaly

* renal stones

@ Severity
- varable expressivity
- genetic heterogeneity

- % residual enzymaatic activity

e IHAH 1 Ao 7], AL
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) %43, X-linked codominant

Yold= AEAI2

=H

%

Le]
wjr

D A

T A
A

o
Al

th. pH, ketone, reducing substance

oll—
=2 E -

=

itk dui WAl

(Benedict test), ferric chloride test, DNPH test, nitroprusside, CTAB test, sul-

L=
(¢}

fitest(Merck), nitrosonaphthol test, 2~% 2] crystal

H
7

0
o

lactate— pryuvate,

ammonia,

glucose,

ABGA-electrolytes(anion gap),

Ca/Mg, uric aicd, RN =T

- CBC,

E2} vacuolated lymphocyte -5 74T

3
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e

e

X

A
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1=
o

SoIAY dlFTE ERF AP S T}

3%, Bt B44914] ofdAS
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@ 99 /v];‘d/\h:ﬂ/\]-o]/\]— MEAALS] &3

- WS HES AFH] AE S 2070 ZTelAE 300] 9 ARE AGAE
=55 %‘—é‘ o7 FRgUAREge] AEHAE AlgE o] ghom] dREoX =
1970t S5k, S0l Xt 1980t tol] AJRFE Az AR AlA] oF 40780014
7} H1Zo| Z3lat 2o} AHAAIE A9 Sltk 19701 Fhbol] Sojelx
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A4 Arp1E A | s + 2 Agis | H 3
e - S4318t KAl HET ui2R|2 412 HEx g/
1) ezt 240l 06742 | 02)3497-5235| ¢y
oo T AL o o YT/
M2 ojstpy | 0631 [AIBAl 2T A2 81 102)3410-6470| 7
o oAl = YEAE/
Mgl WE2EIATE | 04619 | MBAl ST MOHZ1Z 17 102)2000-7645| =, )
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