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3.2 REIDHIR

WisE4h k¥ 3 L N E100%
HIE R
[ERN ety ~ R O O
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4. RHEER IR
REEHRAHETIE

6. AERURAE
W DT OFERE AT LAAA O | B 5i%
4TS TREDDU A B 55 %0 a1 5 [DCI
T 2 A OBE ] 13 10% SHM L, 2~ 3 HIEISH
5%FOMME €5, HEEMIX25~35%L § 545 BHO®K
RBIZIE U Ol 5 o

1 H#&HKS % (mL=1H&2-vo»ray —Ei&E (DC)
(kcal) X DCIIZX 9" 2 AH|O#E & + 83 (kcal/mL)

7. RERVHAEICEEY 3R

7.1 FHIO 1 B GEOFNIIH 725 Tid, BHEOERS
REIELCTIAESZ)oh vy —#EEE (DCI) %k
T5Z e FAERKOALRTIE, Mo & L Tl
IR EICLEE BB Db b, BB, HELTHE
D7 O83kcal/ MLIZAFI D HALH 72 ) O TH %o

7.2 MR F U 7)) F O (MCT) 2o E#% T,
AR ORGARE (1 BkSR) 2EEOMCTOHRS &
e 522 EHNTE LD, MCTO¥KE - & A& THIGT %
Yty [DCUIHT 2 ARH OFIE | 23 BEE T H 525~35%
WCETLET, 2~3HWBITH5%T DHiwT DI Lo
[17.1.1, 17.1.2 ]

7.3 Bk EOREB 28T 5720, KRB T THbE
I BFEIRMERICEEIZ I HA L L CRE TS
T5HI &,

7.4 HEEESFEOEIIC L) ZHENDIE SN R WA,
IH®2) ofGnz 4BE L, 1Hb720) b
BRET S L, 72, RERGOLEE. 1HbHLHO
PG Z20~300 D LR TH 2 8. TS OMIBEIT -
THAHFUFBON R WEEIZE. 1HH) oG RE
WS 5 2 o R, JEIRAEE LG 11, B
FTWINT A L2 EET LI L, HEMEE TOMENT
Ve, KA ZMERT 2 2 Lo SR TICH
T b S AR SRRSO S M7 BT, TS IR DI R & E RS
52k,

8. EELERNEE
ARAOPLGE. SRR ER RS FRE (R L 72 BRI 3 d &
DI/EDH L TITH) T & RANT X 2 IRIHEE L E R L7z
T I ORBEFNHEIRFIEHE S E I EFONE L E N
WidhZle £/ AHOWBERRRAMEMNIC X 248 0w
B2k, AFRONBEREZFEODCIZHETZ L,

9. BHENERERTHBEICHT IR
9.1 AHHE - MEEZDH 5 B%
9.1.1 AN MRET LR ZBERNTROS 5 BE
BHEOREEPEIBE L. AAORGIRERIGT 5 S
Lo WLEICBY 2 KA D 5T 5 Y BAORBHEOL
TREANT S YBOWROETIZ X, AHOLEH R
BY 2 BETUDD 2,

9.5 143
IR SO HEE LTV 2 WO B 2 KIS IE, Wil Lof
WA EREZ M2 L HMF S A B A ICOAHKS TS 2
Lo HET v MCAK O50%DCIE, K OHEIR ™~ H F 124
HD30%DCHE % 3% 5- L7z & & (2hEhe MIAH O
IRA 245 L7z & X 019K K U095 14§ 2 ).
R B HhTw Y,

9.6 Il
R EOFEM R OBILREBOAEMZEZE L. HILOM
BeEHIEZBRETT 5 2 Lo

9.8 EmE
BHEORELZBR L 20 0 HEICEG 52 & —ikIZA
HRERESIET LT0a 2 &%\,

10. HHE1ERA
RANT ) S—EBDORETH b, T720 AAIOWHEAH D TH
BT F VERIZOATI R OAT3IZ 3 5 FEEH B 5
nTwz, [16.7 &)

10.2 HAEE BFRICEETS L)
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BThWWH 5720, &
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ROBEWEH D H 5N D T EHH DD T, B2 T2,
B AR DN 3G 2 Pk % 7% L) ALE %
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1.2 ZDfeDEMER

HIEH 10%LL 1 1 ~10%A i
PR | IS OO L R, |
ISLERR LR 2 £ 80) (45.5%).
TR (455%). Mk
BREDEE

141§ﬂxﬁﬁ®3§

1411 BB UIPEE TN Ly RAIOFER )T 3% O )5
FErfgy sl L,

14.1.2 KRNI O T LT HZ &,

142%%%%%@&%

14.2.1 AKRNZEEEOHLME (AT Y VA, AT A K
U7utv/\%EE%UI%V/(mwm\ﬁﬁﬁﬁ
VIFL Y, RUTLF Y ROV) V) OFREG §l=
M) v Uit h vy 72T, BA % 3%
T5ZE, RYAFLYRERYELE=V (PVC) B
DOFEL MY YV RUERRES v TR FICPVCE O
T4 =T 4 07 F =T, FarHtsrB8EZhrd
720, HHLEVWZ L,

14.3 BO/SEOIE
14.3.1 38Y) 2 A PEI AUk & LB R AN T,
Yy v IRitEmd vy 72 O TARA O 1 M558 %
LTz, SKRALTHIO®RGTHI L,
14.3.2 AH & LR USRAOREWIE. 3 <Icikb. L
WA EARE TR LIRS 5 2 &,

14.4 BERSBHOIEER

14. 4.1 WY AR CER AN I I V7 2 L3E AR
T, WY Y IRFHEA Yy TEHWTARAO 1 n$
HGazitaLlanz. I<CRALTHLT SIS 5%
Tl TG TELRWBARERTAI L,

14.4.2 74 —F 4 Y 7 F 2 =T DHL BT D720, KH|
BEEOF FHG Law &,

16. M EHEE
16. 1 mrhigre
16.1.1 BEAEKS
TRERE L NS AR#10.3125 % 1°0.375¢/ kg % 3 & 4 L CHilH
RS- L2 & SOARK O EE 2 FABW THb~T Y
VEBEOBEWBRE NG A =5 2R 1VIRT GHEAT— %),
F 1 BRI GROANT Y Y IBOKYBRE ST A — 5

b ggg|  Con AUCys, [ CL/F

(g/kg) (umol/L) | (umol-hr/L) (h) (L/h/kg)

03125 | 13 | 1789+145 | 33652223 |, 4%62501 6.05+2.80"
1.20 b

0375 | 13 | 2501134 | 5691189 |0 o0 14315102

SPIGEE AR Lt ¢ HHUME [HPH]

a) 6%, b) 106

= 3007 o

=2 -0-0.3125g/kg Hi[n|

[=]

g -=-0375g/kg Hi[F

w2004

=

i

AN

=~

w100+

4

=

®

E 0 T T T T T 1

H 0 100 200 300 400 500
V%
L I (4

AR R A 2 R 5o

16.1.2 R{E#HRS
R R AN A #10.3125g/kg% 1 H 4112 AR A% & RE
L CRAERROHRSG- L7z & & oRA O FE 223G C
HBENT Y VTROEWETE T A — ¥ 2 £ 21TRTY U
EIANTF—%),
22 RERIHEGEONT 5 BROEBE T A —5

ERacR Ty Crnax AUCys, Linax
(g/kg) (umol/L) | (umol-hr/L) (h)

0.3125 13 | 319.9+164 789.8+346 140 [0.00, 840]
TPIGMHAREAER L g PO [HEPH)

BI%L

16.3 9
N7y U (405 M400umol/L) Dk MAE Y 87 fEE
L, ENENTTSU% R V80.7%TH - 72,

16.4 X3
ARENE) X—=BIZ X WK G M EZT. 7Y ka—EA
Ty UBBIIRHENDL, AT Y UERIE, TEIT Y VCoAR
IRIEFIC LRI T DTS ) A VCoAITEBE N, [
2D, REBS DR ) L VCoA, REHIOT 1
EF = VCoAR P RER 2 DT £ F WCoANERHM I N5,

16.7 EMHEE/ER
N7 5 VEEIZOATI R CCOAT3CH L CHEEH 2R L 72
(IC50:30.1umol /L2 ¥833.1umol/L) (in vitro) . [10. . 10. 2 1]

17. BRPRFHR

17.1 FHIHROCRESMICEET 55
17.1.1 B E THEEER (UX007-CL2015KER)
6 7 AU Lo ESIRIRAHETEE (LC-FAOD) &
#2960 (CPT I RIBREHEH 4 B, VLCADKIBAE #1261,
LCHADXKABAE B H106], TFPRIBRERHE 3 ) %151
ARFN OIEE WL RBRAE N S 7z AF o - i,
DCIN25~35%% HELE LT, 1 H4 M5 TEW X
EERHIRA L. BOSUIRERS & shiz, RENEZ
FUAMREL 2250 HER SR Tl L <ik535 2
Ll E, REFESENSBEBEIMCT 2 I L Tz 8
Tl AR OG- RIIMCTOmEFEE TLH I &N
WHEE S, N—2 T 4 VEHIIMCTOH G d 1k S iz,
AENOBREPBO LN VAT, 1HB2) 0
G5 & BN 3 5 LA E % 5 o 3% 5- IR 1 %E 3%
ZrlEh, ERTHEARAMPRD SN VEAITEAR
Al O ATTRE & %@fﬁbiﬂxkiﬂﬂfﬁg%‘fﬁﬁﬂ’é
ZrEEht,
HRIEISDOWT, ERFHEE & S AR A 571788
R OARR P G- AT BN B 5 FEBHIRA X b
(MCE)™ 04554 X > b SSHIS G OIS 4 N> 5
BHEEEIDEBY TH-7Y,
) BB R, R IUHE L OIEE DO W 0%
LoFJUTI D ABE, BEEHES L EHERO
ZHNIIRELE (BT EERERE TOLC-FAOD
RS 5 F @O R DORES)
%3 : MCEDAIREIA R MEBIE B OMEIRSEA N
ARG (29%1)
AP G HITSHAY | AHIE S BIA 78
AR A N P SEBEE (/4R)

KE-70E

sy [AEA] 1.33 [0.00, 6.00] 0.66 [0.00, 3.96]
I A 1.69+1.61 0.88+1.14
R A NV MEBLHE (H/4E)

rpoefti [4EBR] | 5.33 [0.00, 23.99] 1.24 [0.00, 14.74]
S fil A i 5.96+6.08 2.96+3.97

a) ANFTTREZ WS 5 15 1) S (HHUUE L 72,

b) AHIFG- PG TR RKIAEIIRERE S Nk o 7o
TEMIZOWT, @ITER3655% (19/29%1) 123 5,
FARREIWERE THI41.4% (12/2961)  iE5%20.7% (6 /2981)



RN S B W 4103% (3 /298) Th o 18, S
720 7.2 B 18.1 YERMEF

17.1.2 @SB TR (UX007-CL2025K5%)

K% 6 7 H UL EOLC-FAODE #9461 (CPT T &RAEAE B
% 160, CPT II K48 31961, VLCAD KB %E 23 3241,
LCHADK {8 it i %2861, TFPXR 8 4%E i %106], CACT
RIVERE 4H) MRS, REOIEG MR R B AT
Wi S 7z ARERIZUX007-CL201 5 ER A & 81T L 72 J8 %
ZRAANTZCL01BIT 2 — b, RFAIREGOEH %
HMAANT AR RS G 2k — b, A FEREE 3o
WS TARA O GEBE AT 5 8% EMAANLIST/Z
O R — SRR SNz,

KA OME - HEE, DCID25~35%% HiE L LT, 1 H

LC-FAODIZ, R#HBEHROAHICHT 2MEOMKBTE
BAC X 2 W kB o EEEETH Y. iRk g#
LS dE S, TCAY A 7 VOBEEIME T4 5, ARHIZ,
7)) YERICHEBSBERRCTH 2 NT Y V35T
WAL TBY., BOKGBICERNTANT Y VIR S
NDe NTZ VNS EITCAYA 2 VORETH LT £ F
WCOAETCAH A 7 VOHBATH L A7 ¥ = )VCoAD
ENLZD, AR OE5IZX D, LCFAODIIBIT 5
TCAY A 7 VOWRENLET L EEZ LN S,

19. BRI ICE T 2 IE{LZIFER

25T TEYSOIHBHIRA L, O RE RS —iEEIR: hUAT Y 4 v (JAN)

a3z, RANIBAEMZ MR L 2250 BERGRFE T Triheptanoin
Wi L CHR G35 2 Lk S, REIBGENEESEMCT 1t % £ : Propane-1,2,3-triyl triheptanoate
ZHENL TV BH TR, AR O BEG-FIZMCTO& 4 F X CyuH,O4
LHE LTI EMTHEL S, R=2F 1 YKIZMCT 2 F £ 42860
O GHh Ik E N7z, RFENORBEMEDRD S5 bic: R~ R F O
fid. 1HSH72) o5 mEENT % F 2385 kS5 1EEEER
ﬁ@%‘i@ﬂ#f"ﬂ’a‘:ﬁ(ﬂ‘%’kkéﬂ ZNTHAEND o o

RO LN WA IIIARFOBEITiEL S, 0k

cnﬁ:nﬂfﬂi;%%ﬁ%a‘% ZErEn,

BRI OWT, CL201AT Ik — b L OVARAI K G- 2
F— MIBIF2, MCE® O 4 R MSHER N OE o)
A NY MEBHBIE, ZPRENEALRVPESDEDS 20. BURW_EDEE

V)’(“&)O 7:4)0 \ N
20. 1 B &M, IR THR HZTk,
) MO RUFAE, AR UHEE S D E D WSRO % 0.1 AR SCrT
21. AGIRMH

QORBUSED . AR BRBAEES L R

DZH XITRANE (HE X ITEHEEE TOLC- 211 BESEE Y A 2 S TENE % 2 0 . MY ERT B 2 b

FAODIZHT 2 PRIND WA OB T) 12 £ > 12y 212 A0 BF A XG0 [ ] S e U2 5
mu WP OB SN I, R R

#24 : CL201BAT 2R — M OMCEDEIREL A N ¥ N FEHIER K OV4E
3 o < ¥
PILA N> PRAHR PHRIT B & & b1 PEIRBLE Y R 5 < &

CL201RAT R — 1 (2451)

rhyefi (PR ]

153 [0.0, 6.0]

062 [0.0, 34]

I PR (2

1.76+1.64

1.00+1.00

A XY MEBHE (H/4R)

Hefi [ipH]

5.33 0.0, 24.0]

293 [0.0, 54.7]

I BEE ff

6.31+6.35

7.92+13.02

a) CL2015RERD AHI$ 51

b) AFWHEZBHERD» OB A ST
¢) CL2013REROD AF B 5Bl da > © D

TR L7

d) AFEGBRIR TR IS M BNIRER & Nk dr o 720

FAEGHY | AR RO 22, a3k
BEWIE (1 A) 500mL % 1
(Pt [RGRH]) 18.0 [10.5, 18.0] 685 [22.8, 76.5]
ST A N BRI (I/4E) 23. EEXEK

DAL« RSB (CTD 26.66)

2) R REFPKABR S (CTD 27.23.1)

3) AP © UX00007-CL2015RER, - Ed b TAHGRER(CTD 2.7.62.2)
4)FEPVE R 1 UX00007-CL2023KER g5 45 TAHRRER(CTD 27.62.3)

24. XHREEKERUEWEDHESL
Ultragenyx Japantkat et
BT Y MHBED
T1350063 HEHRVIHIXAH =T H 7 %2675

HWH7a 547 CUVBHL9 R
7Y =¥ 4 ¥ 1 0120-635-111
SAFEER 0 9:00~17:00 (+ - H - 8 H R OSHKH 25 Q)

26. REERTTEEE
26. 1 BUEEREEE
Ultragenyx Japankkal&th:
T135-0063 WRHVIRXAW=TH 7 %267
HW7a 747 EIVBHI RE

#5  ARRIAREG Tk — N OMCEDFERF A N> MBI RO
A NV PRIHE

AH ARSI R -~ (336)
ARFBe -7 AN Bt 1

B (7 7)
(frofefii [HERH])

AR A R M EBLE (Il/4F)
sy (4R ) 2,00 [0.0, 12.0]
SPI R (2 249+2.66
EREA XV PIRBIHE (H/4R)
rpoefili [FEPR] 866 0.0, 105.9] 0.67 0.0, 365.3]
I AR 1559+23.64 19.55+67.14
a) AThE%# f?’ﬁﬁ 5% A I S IR L 72,
b) ARAEGFAG T BN S Nk dr o 720
TEMIZOWT, BITEHI2681% (64/9461) 12380 51,
F % BIVEHNE TI38.3% (36/94%1) . ISR 16.0% (15/94
Bl BEBAPKIL7% (11/9481), WiiH:10.6% (10/9441)
Thotze [7.2 ZH]

180 [18.0, 18.0] 180 [0.1, 18.0]

067 [00, 121.8]
5.64+21.40
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