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ERRETIT) DB L NG,

APBHRER ST 2 JERRE O WIS IZ D W TR ST W2\, FFEE 2 ) s
HHERI G FRBIE AR & SN2 23 252 T EE S CHRREEIR % 21k & 3 2 ER T
SRBREEIS ISR EN 2 RRESD 5o FERDEE CHBEEICSOLEZ LVWESIE, T
R EHRREICHER LTV A 20, FBETL A BIETEL L@ ES W 9, &
720 ZO &) BEFIIBHEBOAIERERIE C FHRAR L ST D, Ly Lk
JiTiEk, IR RS T 2 ERRE bR SN P BEMRENECIRVWEAR
BT LD, RENCDOIEFOERE L BIRESLETH S,

KEFHPERTHLI L, BWMIPLTLOAS TRV &, BAMICIZNEHAEYSE
MTHDHI e, FL— FEITIEREREE 2 A ER IO 2 IR OB LS SRR &
NTn5EIE, GEPLFBIRED ) LARED ED BEEIEE v, KT 1987 4
25 2008 SEDEIFBMEBIOESIZ 0.6%Y 12 EF, 2010 FEIFBIENEE O EEFCII/NE
FEARRFRE R 2,148 B0 59 61 (2.7%) T Y BATEBNIZHIM L T P, FEFICEM &
WRHINEEDS S B 125 b b THBARRCKRI Y 7T 4 7 ¥ 2 X o THESPUTL
JFARE DEAL % K72 L 72720 BRI % BIEBID S 5 6
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3) TRHEF

MELD score, UNOS status 25 P E T & % 5 HE 0L 2 5 2 WEHE V25 ) BRO—F %
A TWRWHS, MERBIERD 5 5 FEF TIRAHENSE o 5, EEC b BB
bFRINE LT BHENTL D,

BMATEERA & BRI OBMBED LB TIZ, £F%E - EFFIIEETALNE D
572§ A HE Ve BRI BEFAEIC N TEBRICAR L T 28E D, ¥
KEEEI VS DOBIENRAEFOBRESRVETo8HE sz SETchs, B
JFEEE CREIFREZS) B0 % 20 BB LR HAEIRG] . & 51213 APOLT #l 72 & F &N
BEFEINTVWEEEHRBRIARELZLDT, MNEICFDFIHTRILTVEER
BND o /NEBIOHDEIFIEDOIRE I VA, 2010 5 F TOERMEO/NERAES] 59 #1
TORF T, BT 5 &) ICHETEIIRDO Do 72,

4) {GFRILE

REEIZAT B/NBORIFEIFREHE 51 B1I2DWVT D UNOS DEFDH 5, 14E, 5 FEAEFE
A 90.1%. 89% LEESNTHE Y BUIEELTIZZNZN 100%. 100% 7205, BIE
REBITIE 0%, 87.5% & EMNR SNz, SPLIT registry D/NE 36 B TH 14, 5 EEFE
1£96%. 91.4%. 14E, 5EAERIT 6%, 91.4% & BIFTH 5 3, EEIFBHEOHEICD
W, BAZETL 261DV T 1B L U5 FEFRD LT, 75%. 1EB LU 5 EE
EHENT6.1, T5% L DMENDH Y O, EHOBIELY ¥ —05 b 26O 1EBLUS5EE
FEENZINEN 906, 83.7% & DIERIESL TV 5 2D, FBHEE A0 &EEETIE 2010
FEFTORNEE D 109 BIOEKTFBIED 1 4F, 54F, 10 FEFFIL 90.8%. 87.8%. 86.6%
T o720 /MR 59 BUZER - 728RE Tl 1 4R 5 4, 10 SRAEFSRITIBIEFFBEE ST 97.7%.
97.7%. 95.2%. BUERARLHBITIE 100%, 93.3%. 933% L 7% 0, WMETHEZIIEO L,
272,

HERFFRRAETIE N —25E8E THh 5729, Heterozygote carrier 25 N+ — & 2 55605
b, Carrier K+ —D8MRHICELVERENDH 72565 TH, EE N =200 B EED
5RVIAHREORIEMEND 2 Z LAHE ST 7, BHEFEES I3 E L
Va7 I AI A 1 AT, RPEPERIIRBRERZ 6 2L 9 » ATERILL, 3612
KF > 7 bBHE#% 9 ¥ HT80%BMHKET 2LDHMELH S DX ) %I/NT A —FH5E
SRR EFELED-720 . FROMEEENSED T THFTIEMNLH 247, L7i
CLLBRHEBRICBENIEEOERBRE S L 0HmEII RV,

AR I3 2 BB OZhR1d controversial Td 5, BIF 2 BHIFFHEEE L AR B ok E
&0 5 PIAR TR E L, BRI ERT 28E hhs—hT, F
FELIZ LB TH A EEMBERDOUED LD b 60% ICEEITERINEER L72b DDE
MIEROUBE IR NS S hoBELH2 D, ENTLED L T AEMREIETHE S
55 DOYEICGFERMOMBEEELZY O, MR 5 & Lo RIREL B R
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BLTHHELAVEELH S Y, &6 IZAEEIRIEHZER central pontine myelinolysis 12 &
BICTBIH B 5 7 EMLEIEDLNZ  RONTFHEAR T, MESERDOEELHER TE20
FA50 1 LOWELDHL Py INLIFVTIORABI LT, FHEIE OB WAREER
BICIIAT SN2 b 72 LT Y BHEICRAE DD 5 Db Fiiz v, /ANBOREEHEIR
WA B RREOEERIER SN T b 00 P, BEYEEFZEETLLOROH,
FERBROBERTH %,

BB, HEE N ORI~ 2 AR EME N — & L TOEFREEEDINS. R
DEEB L U heterozygote N7 — & L COFHBDLE & 72 5 o NIEDERIKIEIR R FFHRRERT
DEEE BT, SAHITET 2 L FHREDOET 2R T 5 LETH S, Heterozygote

FFr—TiZLITLITHAHORE 2L ) T ePMON T B0, $fUHICBREORENR
bivfz K —LIEHE P — L OlEB TR, BERICL YYD Y OMHORIEIZIZED
HALNTVRWN D,
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2. Urea cycle disorder (JREY 1 7 VEEIE)

1) B E
1. BE
REABBEBEORBRICAERNLZERENH) ., BT VEZTIEDEIRE: ETHRET S
—HORETH D, EEFTIE, EBREADANOFHAIRRICER LT T Y E= T MELF
fEL. BlREE, WAL, AR, HIBRET2EOEHTEERLEREET 5, BEHR
WDIRFY A 7 VEERE (Urea cycle disorder: UCD) X, #7133 )V VERAREESZ RIEAE
(CPSD) . AN=F Y b T Y AHNMINI F—EREFE (OTCD) . TIVF=J aNsBé
BEEEREE (Y VY CIMETRD) | TAUFED any BORBERERIEE (7TVES )
INTEEREE) « TAFF—EREE (TVF=VME) . BEP, N-TEF VIV 5 3
YEEAEER/KIBIE (NAGSD) %2 ETh b, BERESLVEMIIZLEEET V€T
MENDEEE D EL 25720  FEEDEEEDIEFE. &\ 25 NAGSD, CPSD, OTCD,
YNV VIGE, TNVEFZ INTBRRE, TVFZVIMEE b, WINOREDFE
HORMBEEZOLNTWE, ZNHIZDOWTUTOEIIRT,

8% A | wiemen s | A COBRAR
e IREEEE D o ma | T TR et 12 51
SO Aa Gl IRV T TN At X et (RS 5141
S RbY g T A ussHA | g 27| et 9 4
L LS VOTA | ¥R s R 401
TNE= ) TN BIRE 1/80 T A g’%;;;;é;% NI i S R A e 1%

TV F = S E V20HN | TVEF—F o eeR N 141

2. EIRB L G HHE

EELGRT VEZTIMEOH T, ROEENEF VO UCD Th b, UCD DERRIEIRIE.,
MH7 €= 7 RED 100umol/L Ll E TIHZA R IR, 300pumol/L Ll |k THtFEE o Hi 3,
500umol/L DA EC, LIk, SR, BlE, L2 L, P 7 Y EZTRECGLLET
=7 MUE DERIRFER BN B,

EREGITIE, MAER, WAORGBLE &I, HRAR - HIAER - REt7Z EOfERA T
HL., BEZ LRTIUSKREICERIRE L 2 5, BER T, FLYEBELE, &1 E3IE
. SRR, REEE, BEELELR OB THLNL LR S, SBIZE/NLL TEFTER
EHEEYELLY, BRABICZ > TERPHBE T ABEb3H 5,

APHEE LCIE, B7 Y ESTIMEIC & 2 FRMEREESERI) ) b, ZORER,
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BT UESTMAEORE &N, BRI BBCERLTY S, bS5V EaES)
FEBEETH D, TOM. REWE, ZHWE, TAVAREDN DL, BEOHLE. B
ENVDBRELYEEL LD,

3. Bl

UCD OFWHE, BRARAER, M7 A5, P - RT3 BT, RETHRER LT
190 RIRBECTRIPNALI L L%V, M - JRET7 IV BOHIE. BLEELRETD
D, YRMVY VIMETIE, FUE) ansBRE. TVES VIETIE. ZRAFNRILRO
YRV YL TAES I ANTER TVFS BRI ERT B, P P LY YO
fiil. CPSD. OTCD, NAGSD TR &1L, OTCD TR 0 AT %0 itk Jasiic
EMEND S Y FLAYAAY Y=y /TR, ¥ PV VIUELEL, 7VF ) 300 BIR
L TV F SV MEDBIGTHETH B4, b EAE(LL £\ CPSD, OTCD, NAGSD
ERERMICA S ) = 74 % 2 EIEATRETH 5o CPSD. OTCD, NAGSD DFEEZ T
L BIRTFRECIERIC X 2BEEREHIIZEIC X > TITb b, OTCD DX IBOEE ., #Hitk
ZERIE BRI TCRIET ABEDZ WY,

4. IREE

CPSD %X°> OTCD 5 2417 & O A& BIFE D EJRE UCD 12X L Cid, &7 ¥ &= 7 M8
T 5 R RIEENEECTH S, BRIEIRS 7 ¥ €= 7E T UCD 5eb N7 54a . 1GEERA
2 WFfEC 10% 7 RS (30mlkg) . ZEEEET MY 74 (250mgkg) & IEEET V¥ =
> (200mgkg) DEEZIT) o WHEETT VEZTHEOKTAAL T,
1,000pg/dl(=560pumol/) DL EASBIES 2 AL, ENEERDISC 7T v RT7 7€ AN T—F )
eEA L. BRI EENT (CHDF) % Bita3 %,

BV L 2B oOMEIC B 2 EHIIRERS: E BYEE L R D, EKERETIE,
EBHELLZY Clo0OEE OGS L EAGIRSF.LTH L, 7y E=TE, EIR., BFIK
RE% A7 56 EHEIE (1.0~ 1.5g/kg/day) R BEA T — % PE L EHRE IV 7 (8-23)
E— MBIV EHWTHRGETZRET S,

EYRIE TR, REVA NV E R ST Y ETHHEZ RS LBEEFRFT P 7 4
(200-300mg/kg/day 2-3x) . 7 )V F = B H#|(200-500mg/kg/day 2-3x). L-7 b =F »
(30-50mg/kg/day 2-3x), E A4 F ~ (1-2mg/body 2-3x) . 7 ¥ E=7 OAERLHWILE HHI4 2
HW<, 727 vu—2 (1-2mlkg/day 2-3x) . EE# (0.1g/kg/day 2-3x) . HF~A >
(50-100mg/kg/day 3-4x)7% & DEF ZEH T 5,

TE, KFETH UCD GEETHH 7 = VIR M) 7 2 MR REIC R o7, 7 2=
VEEERT N ) MIRBEFEEBRT M) U AR REVA 700 x4 S Bk cE2 #A
WeATH D REEET M) 7 L0 2 BOPREHFEEH L Twb, UCD IZBWTi, Lk
FERCBERL EOBRYE (sick day) 2 ZUHRICEELE 7 v E= 7 MEL KT EMRIH
B, T ZVEEERT R ) T LADOARRICE D FEROEDY AT SR . AR E O EE
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