PCT/US2014/066784

WO 2015/077543

1/15

1 2an3iy

UBWIINIIAI Iydosnan "g-11
‘9-11 ‘e4NL ‘GI-1} :95EDD.1 BUPOIAD
Xajdwiod yoene aueiquising

{sd04) 102 panjossiq

6-9450 .
s :ﬁ unsseld =g .:md HNI TD Aq panguus ff
vd}
&5 — uasounuseld » avas 1
qsd i uadouuqey
89D Si§30 10124209V <
ffff wosf Isoas yg? i g
SSEWAAUOT ) ISTRBAUO) 5 sa)pjnwins Ec&mvui i uiquiosyy MquuolipIvsg
qeaq8e) ™™ ¥ qeezardy % peos! L4
N
35eLIBAUOD £) . ] uied PA/PX & oA, A
APy I&Fou 2 ~ 'lllwwm_um..uu,MMM_uu £ ~ N I S$SO7 pINt4 4 ex
d9a€d LS o e2qvD s " ewoap3 L WL
A < N < ! ﬂ BHIA/VX] S 21 A S A
~
mu +GiD 2 +980 " fc_c_u_\ﬁém WWMAIH  uoneAndECINY exi Xi
gy e N {\ 5 Mw\\
| e v P _ SI3/413/D10 uBpe) """ ” m__x é
‘
uIxel0nU3 £-T SASYW xadwio) i ey * <
i . W peNaLd
sapueydIesijod dow Apognuy:uasnuy
asepndad sjuel .uma uMOURUN fewne sy o X
anpeuIsny uR [BA5SE1) AxoquediApold  Aq pasodxa areuns aaneden UOKIBAIIIEOINY
wawajdwo) Peo) uonendeo)

SUBSTITUTE SHEET (RULE 26)



PCT/US2014/066784

WO 2015/077543

2/15

Z 2an31y
p06Aed €4 -0ZAeq |-
]
1
suonenjeay
JUBWIedIL-150d

edNV

€1 Aeq 1T Aeg 6 Aeq L Aeq G Aeq € Aeq qf A €] Suiuaans e uanoud

# ‘ Asdoig
poliad uoljeasiuiupy 8nuq Apms uejdsuen

Aauppy
pozI|suas
-ioUO0p V1H

SUBSTITUTE SHEET (RULE 26)



PCT/US2014/066784

WO 2015/077543

3/15

€ AN

FAOHOY, SAVA
SISTHMAVINGYId oMY

TOFOIGT

2 AL

/

ReRelsls)

BUOU

Lo

fu TGZOI0T

B A

57 pure 77 UyFnosys 7 shep vo A pong

IT°0T°6°%
‘t'a’s

z 4y

$110707

SARD 4O g4 SN
i«

Coconrence

TT yEnosyy T 5Aep U 2U QO0E

DU

"G E 77 SARP RO 344 5

[EIN

iT £11070Z

IREDYADY

TZpur 6T LT 91 P SASp U0 BLi Q0L

£ 6 'Z5ABp UG DG BUN T

12D Z14BN0R]]
T SAZP U0 44510

BT LT 9T PTITTT
GLE'R T T

TTI0I0NT

pug gy ‘o' e U0 BUEQC

60107027

DUCY

opoxd 3

{az-1 shep) dial

LI

{0Z-T sAep) povig

€1 i ] 2010TDT
T A T BT-EL'ETTI'0L'8 2 b e

i {071 P O -1

shephiuawooeidos euserd 07-T Aep g sisoroudewselg  (5)Aep sissaaydewsed 1algns

SUBSTITUTE SHEET (RULE 26)



WO 2015/077543 PCT/US2014/066784

4/15

Raseline Corvected
{C0.5h and Clh post-infusion levels)

,,,,,,,,,,, 7 — Linryee
e Placelio

]

7
o
e

1.0 A . T .

Pt
ey
s
;
e
»

Q.5 4

g4 4

Bean (800 Plasma ©1 INH FN Concentration (UL
ra

Figure 4A
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Subjects Treated with Placebo
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Baseline Adjusted Unadjusted
IC1 INH Antigen (U/mL) [C1 INH Functional {U/mL)[C1 INH Antigen (U/mL)[C1 INH Functional (U/mL)
2010102 0 23 10.1 169
2010105 6 127 15 181
2010108 0 0 15 197
2010110 1.6 49 17 134
2010112 0 42 13.8 115
2010113 2.5 24 16.9 105
2010115 7 13 21.2 127

Subjects Treated with Cinryze®

Baseline Adjusted Unadjusted
IC1 INH Antigen (U/mL) [C1 INH Functional (U/mL)|C1 INH Antigen (U/mL} [C1 INH Functional (U/mL)
2010104 7 78 17 164
2010106 8 129 16 185
2010107 9 180 14 202
2010109 15 105 27 191
2010111 6.8 87 225 173
2010114 3.9 73 20.7 169
2010116 6.6 44 22.9 166
Figure 8
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C1INH Fnct (Baseline Corrected)
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C1INH ag (Unadjusted)
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C1INH Fnct (Unadjusted)
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