PCT/US2010/029708

WO 2010/115055

1/22

| wJao4 jo udappd uojopaylip Jepmod Apia-¥

[pteylz.] uollisod

o/

Q_\ m_ﬂ. Quc\
] ] Lk 1 | E | _% 1 _ﬁ__ [ 1 I L|

A
“——

— 2000/

— 0000
/1L SEHoH

Sjunoy

SUBSTITUTE SHEET (RULE 26)



PCTAIS2010/029708

WO 2010/115055

2/22

ulw /M 9sqq

| wioq Jo} synsay Ayswiiopy Buuupog (pubiq

jen dwe]

Olcc 000 005/ 009/ O0r/ 00/ 000/ ooy o089 ovr oo

¢ Ild

o0 57—

7707 o

o055

o0 05—

o0 58—

o0 0c—

o005/ -

g0, —

a0 5-

aoyo

M 9sa

SUBSTITUTE SHEET (RULE 26)



PCT/US2010/029708

WO 2010/115055

3/22

HBWNG

%91

| W4o4 JO sisA|buy |puliay| [plustepilq/d14ewiADIg oLjswlAbBowsy

o0 os

o008

o0 or

o0 os

o009

o0

o0 og

o0 06

205
~

o5 dwe]
0 00& 005/ o0/ o0s
] I I

AL EY

|
|

1
i
l
t
;
i

|

f
i
i
f

|~.\ L
W2 .
1898 907 A&/

~ 00 0

o007 —

aoe

o00/¢

o0 o¢

ooog

o0 dr

o005

o003

AR Vid

¢ Old

u;w/ﬁl.u 91d

SUBSTITUTE SHEET (RULE 26)



PCT/US2010/029708

WO 2010/115055

4/22

| WJo4 Wody pauipiqo wnipoads eoupuossd dljeubpw Jpeonu H

p Old

Hdd
Q_.Q Q_.\ %“.N %_.M Q_nw Q_% Q_% Q_N %_.% Q_.m. Qmu\ Qm\\ %WW\ %.ﬂﬁ\ Q_wv\ |
3y i 5 o | s RS
» AN 3 2 s
X

a5
e

KT

ZHNO'00Z HI

SUBSTITUTE SHEET (RULE 26)



PCT/US2610/029708

WO 2010/115055

5/22

| Wwio4 Jo) synsey uoydiog sodpp oiWDUAQ

S Ol

(%)Hy jeban

a0/ o6 174

2 8,
M\MMﬁ.anmww duoseq |8oA0—m  diog 18|9A)—e—
g UoyI8YeS YOS YaH
2.L5E A lo|d wdeylos] SA(d

A
?

3
T

AN

r$00

\.1\
3

18y —(%) ssbN u| ebupy)p

N
N

o
N

-520

SUBSTITUTE SHEET (RULE 26)



PCT/US2010/029708

WO 2016/115055

6/22

|| wioq }o usseypd uolopiipip Jepmod Apba-¥

[pioyyz.] uoipisod

9 Old

~ 000/

— 200

— 0005

012000V

sjUNoY

SUBSTITUTE SHEET (RULE 26)



PCT/US2010/029708

WO 2010/115055

7/22

Wit 290

00z 000 008/

J IO JOf SYNSEY AYSUNION) BUILLUDIS JOHON]T

oogs 00r/

[37 dwss

oozt 000/ 008

ooy 00r

2 Ol

o0z

1

I

-y
MEJE ) —

1890 202

o0 05—

o0 sr—

00 OF—

o0 55—

o0 o=

o055~

o0 Og—

05/ —

o0 0/ -

77

oo0o

ML I57

SUBSTITUTE SHEET (RULE 26)



PCT/US2016/029708

WO 2010/115055

8/22

Za

|| W04 jo sisA|puy |DWwIBY] |DYUBIBLII(] /OHIBLIIADIS DlyBWIADIBOWIBY |

8o dwsy
2058 X174 7y7i94 a0/ zos
T T _ T T
g0f - ~ 005~
- GO0 T~
o7
- 000/ —
005+ ~ o0
-1 G20/
o205
—| P00
oo — 2008
— 0CF
08—
- o008
NAIL G-
1800 66/ | o
2L
— G0 0L
000/ =

AT ELT

uiw /Bw 9ig

§ Old

SUBSTITUTE SHEET (RULE 26)



PCT/US2010/029708

WO 2010/115055

9/22

| WJoq wiodj pauibjqo winijosds eoupuosald ojeubous upsjonu H,

Ndd
op oY 07 o0f 0¥ 0¢ 09 gL 08 06 00/ 04l OF/ OF/ O/

T TERTI RSTL PP TN T RN T PR E TR A LA L AR L Ny rrrT M T FUTTE TS TN FINNT TN FONTT STRT ITETATTUT] INTTR AN TR IRURS FRPR EUTHY |

SUFY
3050,
TYHOILNI

F2.74.74

ZHNO'00Z Hi

6 Ol

SUBSTITUTE SHEET (RULE 26)



PCT/US2010/029708

WO 2010/115055

10/22

J ULIOS 1O) SYNSEY UOHAUOS 100D IIUIDUAL

0l Ol

(e y 1obi0f
7774 1773 0% V774 o9 ¢ oF ac oz

L 1 1 i 1 1 i L] I

/74

IP91Z1 /I
OFS YeiDS diossg /a0 —m-  QIOS [8)IA) —a—
Buig Ueyoas/es 4oS “ylap
2062 ‘og/ A0/ LUIBLIOS) SAGT

l@ )
Y

~
<

JoN—1%) ssop Ly sbuol

e’

iy
AN

S
AN

Ny
N

Lo

SUBSTITUTE SHEET (RULE 26)



PCT/US2010/029708

WO 20168/115053

11/22

as

W WO O UISWDET LUOHIOIP I80MOT ADs—}

[o18412,] vorisod

&/

PILI00F

—00%

— 00/

~J05¢

SIUne

SUBSTITUTE SHEET (RULE 26)



PCT/US2010/029708

WO 2010/115035

12,/22

uiw /M 0saq

ovee 000 008/

[l] wio{ 40} sjnsay Aspawio(p) bBuiuupog |[pHbBI]

o009/

[89 dwa]

oor/

ooct

o900/

o008

a9039

oor

f

1225 508

Ol

a0 09—

a0 05—

777

o0 05—

o0 02—

o004~

oo0

MW 9sd

SUBSTITUTE SHEET (RULE 26)



PCT/US2010/029708

WO 2010/115055

13/22

%91

]| w404 Jo sIsA

ooss 00z

o9 dwsa]
7§77 o900/ o5

o0z

o0f

o 0F

o0s

/N7

774

008

o906

I I 1

coot

buy |puldey] [pyusdeiiq/oMiewiAblg olfswiabBowsy]

20 04—

oeo

o000/

oo o

o0 0f

o0 o7

o00s

2009

E0 OIH

AN V1d

uiw /Bw 91a

SUBSTITUTE SHEET (RULE 26)



PCT/UGS2010/029708

WO 2010/115055

|I] WJ404 woJdl pauibjqo E:._an_%&mo:cco@‘_ oijeubow Japsjonu H, %N U.NHN
o 0% 09 0x 0% 08 004 04 08 0% 0¥
IRETITITE AT L snlaiigiteaneling

NETETS PP PRI FETWRTY RRTRURTHNA FRTTT RN FENTSRNET] NTATI RATNE NUTT RTwT PYNws I

TVHOILNI

CESPE

]

o
D
G

L0858

2L,

14/22

ZHNO'00Z HI

SUBSTITUTE SHEET (RULE 26)



PCT/US2010/029708

WO 2010/115055

15/22

[I] wJo4 4o} sjnsey uondiog Jodpp olwbUAQ

ST Ol

(%)}Hy tebup]

lm.-Ql
17774 17/7) o8 (74 9 os W\.\l/%@h; JQot\ 7 &
{ 3 [l 1 L \ o 1 %

[
¥
0

50 @
®
=1
=

- \ w
w0
S

-5 4
e

4

- &g

%NMM.MMW% dioseq (o|oA)-—m  dios |8j0A)—e—
BLug Uaya8i9s JOS JYeH
207 e/ jold WIBL}os| SAQ

SUBSTITUTE SHEET (RULE 26)



PCT/US2010/629708
16/22

WO 2010/115055

A Wioy4 jo useypd uolopayp Jepmod Api—¥ .
91 Oid
[pjeyLz.] uolisod
oF o5 oz a/

“___________ﬂ_“______Q

— J0Z

- J0F

- 008

L T4 EI000M sjunoy

SUBSTITUTE SHEET (RULE 26)



PCT/US2010/029708

WO 2010/115055

17/22

Ul /w9503

A WJo{ 40} synsey Alpwiiolp) Bujuupog [pyibig

o0ZE 0008 008/

0094

o dwej

007/

ooct

o000/

oof8

209

o0or

t

+
HEL -

18I0 967

|
_
_
i
1
i
i
1
|
|

N~

i

L/

L1 Ol

o0 05—

o0 §¥—

o0 vF—

J0 55—

o0 08—

o0 s~

o0 05—

o0%/-

o007/ —

o0 ¢

o000

MW 2sq

SUBSTITUTE SHEET (RULE 26)



PCT/US2010/029708

WO 2010/115055

18/22

%91

A W04 }JO SISA|DUyY

auose

000z

1o dwsa|
005/

200/

o9os

|DWJBY | |DIuBIs LI /OlIBWIADIY OljswWiADIBOWIBY |

00z

o208

oor

005

o009

0oL

008

ovE

o000/

ZEEF

_
I
I
I
]
i

A762 68 AN
/B3I EOZ

-1/}

oo v9-

oo o5~

=100 OF—

— 0005 —

oo 0z-

200/ -

a0c0

oo/

WooZ

—0 08

—0 0F

AR Y1Q
uw /bw 91q

§1 Old

SUBSTITUTE SHEET (RULE 26)



PCT/US2010/029708

WO 2010/115055

19/22

g4 07
1L Li —__-——-_-

A WJ04 WoJj pauipjgo wnijosds eoupuosed dljeubopw Jpejonu H,

Ndd

ox o 0Y 0w Qr 08 08 00/ 04 0Z/ 0%/ Q_.\.\
[PRETH IRTTTRTRT] IVUTE TRTWL PRI TTITE N TP FYUTE TRRR PRUTI NETTN I0T1 ATHT FTT L TTH FEUTS RTTNE I

[y

wl

61 Ol

ﬁ

_..__:.__......__
.

TYHOILINI

N
, "

LI80L
£550F 1

ZHKO'00T HI

SUBSTITUTE SHEET (RULE 26)



PCT/US2010/029708

WO 2010/115055

20/22

A W04 J0} sinsay uopdiog Jodnp oSlUDUAQ

0C Ol

(%)HY 1ebup]

7774 o6
L AN
\\\Mﬁ.ﬁ\\&a diosaq 18940 - diog [8|94) e
BLlg Lolas(es YOS e
2,057 o3, jold WHey4os] SAQ

N
S

NS
N NN TN
AOY~(%) Sso w sbuLyD

"
Q3

SUBSTITUTE SHEET (RULE 26)



PCT/US2010/629708

WO 2010/115055

21/22

a0
I

i

o/

ek

8]DOZUBY BUIYLUIO—T] Jo DIpoadg H, aAlpiussalday

Add

oz mumm. %_wv Q_H. Q_w Q".\ %_.%.. Q_.m. Q._Q\ Q“\\ QW‘\

1 1 | ') L 1 | H 1 1

a

vl

=/

2orl

or/

[ OlA

ZHAD'00Z HI

V493 LNI

SUBSTITUTE SHEET (RULE 26)



WO 2010/115055

PCT/US2010/029708
22/22
L
AN
- S
wg 3
N ZIFEL 5_

©
i
\
h
I

s
9
13[
|
T

I AARLERALAZ AAN

1H 200.0MHz

i 1

l

H Spectra of L—ornithine phenyl acetate

B ARARAARAE SRR RAAMLAMARY BAARLEEA B
Lo
Representative

40 130 720 710 00 S0 L0 70 60 50 40 IF0 20

N EREI

FIG. 22

SUBSTITUTE SHEET (RULE 26)



