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s ik R By & ¥ o HAE nC1-INH 4- factor XII (FXII) -
angiopoietin (ANGPTI) # plasminogen (PLG)e A FIR %73 M o
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Reprinted with permission from Morgan BP. N Engl J Med. 2010; 363:581-583.
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Plasma-derive
d C1-INH(x- '}—)‘?-
C1-INH)

Recombinant
C1-INH( 7]
£ efam
C1-INH)

Ecallantide
(Contact
system
modulators)(
PR RS &
)

Extensive
clinical
experience
Replaces
deficient
C1-INH
Long
half-life

Replaces
deficient
C1-INH

No human
virus risk

Scalable
supply

No
infectious
risk
Subcutaneo
us
administrati

on

Infectious
risk
Needs IV
access
Limited
supply
Expensive
as

prophylaxis

Needs IV
access
Short
half-life
Potential
for allergic

reactions

Antibodies
may cause
allergic
reaction or
neutralizati
on

Short
half-life

Box warning
for

anaphylaxis

B i (g *

Acute
attacks
Short-term
Long-term
prophylaxis
Prodromes

Acute
attacks
Short
prophylaxis
Prodrome

Acute
attacks in
office or at
home with a
health care

provider

PP

Berinert®: FDA
approved for acute
attacks

Cinryze®: FDA
approved for
prophylaxis
Cetor®in the EU

rhC1-INH(Rucones
t®): FDA approved
for acute attacks

Kalbitor®: FDA
approval for
administration by

health care provider



Icantibant
(Contact
system
modulators)(
PR RS &
)

Antifibrino-lyti
cs(Fush i F-v

7 13 %)

FFP(37 2 i}

)

Androgens(z&

#E)

No
infectious
risk

Stable at
room
temperature
Subcutaneo

us

Inexpensive
Oral
administrati

on

Inexpensive

Inexpensive,
oral and

effective

Short
half-life
Repeat
dosing
Local pain

or irritation

Adverse
effect
profile
Minimal to
no effect

Higher risk
of viral
transmissio

n

May worsen
HAE attacks

No
controlled
studies

have

demonstrat

ed

effectivenes

S

Adverse
effects are
frequent
Risk might

outweigh

benefits for

doses
above 200
mg a day

Home
treatment of
acute
attacks

Ease to use

during travel

Not
recommend
ed

Short-term
prophylaxis
and for
attacks

Short- and
long-term

prophylaxis

Firazyr®: approved
in Europe and
recently in the
Unites States

Not recommended

Used for acute
attacks and
short-term
prophylaxis in HAE

Danazol: FDA
approved for HAE



FAL KR ¢ Modified from Xu YY, et al. Clinical & Experimental Allergy
2013;43: 395 - 405

2018 = FDA znz 7 A 7€ 28 2 eh C1-F# %% (rhC1-INH; Ruconest®) » % ik
A IR S et o a1 B g R PR(HAR) B T 0 B
Reamd enClar@lmdpr » AFE w Q=+ o Cl-#rl B 55 et £ (3]
pF VS24 -] p# )°2018 = FDA * 322 #7155 % HAE ¥ $x+88 Lanadelumab (Takhzyro),
*OrER AR 12 g% - )% - ) HAE # 1F o Lanadelumab £ - & B
P e dr A (plasma kallikrein inhibitor) o Lanadelumab ¥ - f&% 2 ¢h
A JgGl HikFuhl > d £ 0@ WA RPE w2 g o

P s AT s FDA REHAE in R B BT

C1-INH(& 7§ = 7 C1-INH) : BERINERT® IV; HAEGARDA® SC; CINRYZE® IV
+ if &7 : BERINERT® IV 500 1U/10mL, 20IU/kg, 4 mL/min; & - * §8x
ﬁiff:i"' v e dg Cl P pdmdl &) o % 52 inf N ~ 6 FRtrgdteni B2
& gtk (HAE) 3 17 éhup & - HAEGARDA® SC 2000 1U/4mL, 3000
1U/6mL, 601U/kg, 2/Wk #5330 a6 o % 2> L B 3p i 12 gk b HAE 4 1%
o CINRYZE® IV 500 U/8mL, + 3 & 4 % # %15+ 10000, a5k 30 i & -
Por Bl S E e A @i B HK R e F PokoE (HAR) -
AFE QX e Cl-#gA ¢ rhCl-INH; Ruconest® IV
. ﬁ%ﬁ:ermmRmm%w,%%%ﬁ%qﬁiﬁ%ﬁ’%%m%é
P8 @ g R (HAE)# (Fe 12 g+ HAE % IFIP’G BB ]\4”’ 4
Cl-#r@l#4pr » AFE e @3 hCl-FrEHEF e 18 (3]
VS24 -] pF) o B0 U/kg > BB A& 42000 > %1 8F5 4o =2 doses
within 24 hours -
Contact system modulators (c*xil ¥.3% &% ; Ecallantide) (JL’ RS RS
pedr @A ;plasma kallikrein inhibitor) @ KALBITOR® SC IOmg/mL/Vlal 30 mg
st, =2 doses within 24 hours.
i#f sk - KALBITOR® (ecallantide) i * »tinsf 12 gt :B e g4
k* (hereditary angioedema, HAE) Jﬁa,&i%ﬁ@‘ % o
Contact system modulators (GFc®xid .33 &% ; Icatibant) : FIRAZYR® SC 30
mg/vial qbh, =3 doses within 24 hours.
it s © FIRAZYR® (icatibant /iét#n) &— 8% jcvs B2 % Maus -
*arin R 18 Rt S A g @ ka g ok (HAE) &8 17 o
Contact system modulators (Fc*xil ¥.3% &#]) ¢ Lanadelumab; Takhzyro ® 300
mg SC 2 to 4 weeks
i ¢ H k448 Lanadelumab (Takhzyro ®), * *tE #p3pkr 12 g1
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(plasma kallikrein inhibitor) - Lanadelumab ¥ - &% 2> 4 [gGl
Hikybut - d £ 09 A RPL mig = o

Ba @7 s> HAR in g FH chiim i
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Lo T EMIEE 12 & HAE 4 17 o)
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FERR G 2R, ReEdteg @M ? M-koE (HAE) % f%é’ﬁ:}ﬁa B oo

2. %% § :BERINERT®* £ 3 G# % astiE % 2 7 5 20 M%EE =(IDAE -
AR 20 10/5 2 THE -

3. * #4357 : BERINERT®= 5 # § 500 W% # = (1)1 Cl fiapis 412 » 5
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a4 E o

4, W RE L X AR CE T Lk, 412 = HAE(E #4 F & 10
316 & B )enaft 8%, ie 7 BERINERT®:h% 2 4 frf »afbimi o &% Rir
BoME - N Py %Y, 18 =F HAE (A& B 5 3 11 A F) 2
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8. % &K M:BERINERT®TRA séoh sk 3% ¢, § § 4 2 Bkt 7 UF BALEHE
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BERINERT®: & 4 5 A2 4% ch g4 > P30 EX X FAHRIFH > 8 A
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9. # &k : BERINERT®# # i * %3t Cl fapsdrd | ® @A 5 &1L r Bihp b o

# CINRYZE®

1. i &7z © CINRYZE®E - faClapadr {A > * WP 5 > £ fo A f B2
0 ’:F.; ’]\:}_’}( Pjﬁ_);"} haha 'F.' ]\:}_ Pﬁ (HAE)

2. * % g  CINRYZE®* >+ = 8 sg # HAE2 ® & % & 3284 % #7572 5+1, 000U -

3. * #d4g5r  CINRYZE®# 8mL-| 1@ 2 500U# & #> * > “ﬁ’ﬁ USPR#2 e % =
W FL R FAL Tt ok o CINRYZE® Wi % i s¢id * » @ 5 2 & dalE = o

4. * > 82§ CINRYZE®:h% 2> 2 frj sxfda A A7 52 B2 023 ¥ 2 o
B LR X AR O P HAES TR RS 24 L X R
33 A EI8F T (9K - 1416k ) -

5. HATEEA L AMPLR ~ X AR P T FHHAERL G ¢ 3 gk
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» Contact system modulators (jg?<i .3 & &) ; Ecallantide) : KALBITOR®

1. if J&sz - KALBITOR® (ecallantide) & * *%jnf 12 gt b @ ¢ 3ok
!¢ (hereditary angioedema, HAE) T o2 &g 1T e
2. wx* g 12 AE KALBITOR®Z i :x# & 5 30 T (3 H), Tz
FR 10 E s (1 ) A48 WA TAHLE - FirhEFg
4 P pER At 30 E 5
3. F &g
E KALBITOR®¥® it o ¥ HEEEAR A RIEA D T EATF el
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KALBITOR® o -4 + cidteg 4% 5 1§ * 30 4 T 1 sfendtep > 23K
% =L 27 BiengtEp o d PRI s A WA BRegd B Udos
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Fe X BFRNG o A IR 2 BRI 2 Bt (5 o4) %o
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BB Tk SRS R H LR T LF BT R o
E  KALBITOR®™ Z it 12 f e B2 % 2o sefid R Gags o

5. % %k i A
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wa 2e:C
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R fﬁs‘ﬁé’zﬁ Mz dF 4 e
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= + Contact system modulators (J*xil ¥ & ; Icatibant) : FIRAZYR®

1. if i : FIRAZYR® (icatibant ii s+#]) .- 484 jrs S2 % b Fih] > #

2.

3.

4.
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d 3t H W AR TR SR P AP R AR et EfrEE R F L B % 2 4
Lo 2REFZAFHL -

2

*

ia 18 b E Ll s § Ok (HAE) & 424 it -

o B

= e -
T 72 30% s A SRR T iLbt o
T 4% F B3 ks RIE8MI S 6 Fanfl Ige LR oLt
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T B&24 /[ pFp A &3 IAZE 3 o
T BE7 fp Aniri HAE 108 (FpFp (748 o
* Ein o
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e EREF D TR PR ERF -

i 36°F I 77°F (2°C 3| 25°C) 2. & » ?‘ﬁ—)’y Ak
g * 2o ¥ FIRAZYR® 3 A n Al £ ¥
* &

P# oY S nHAE in R B

oo #o AP R G 223 (Danazol) » b B F0 A fRE (ML EF 7 50
e AP en A ) JoRTEE L of L (FFP) ¥ o 4 # % e

Lot A8 @i Fokmagh 0 L7 A BE PP i o 2
BV EHFES T B R OIRAECL Aok R A A A
PEREFEEAR G MANPLEARHE  FERLF AR
FRE s atic o § PR A B RSl s S B B {of F B
e o

2. W EHPIFY | BBLBMFFFF (LS 5 FFRET G BAGH
F+ ) o FHFFF e HE T FE g "’Wﬂiiﬁ?‘f‘"?‘f%@ A A EEE o H
Wy gl 0 AP pFER * Danazol * % 200 - 400 F oA B
FlF 5-TaAmrEEgiis2xo

3. ¥ E ISR Danazol * £V FiE 200 . 0 F p = St fe FLAA
WFH T M 4 @@ % Danazol F % 400 F s o e R (LTI
v) & xR 200 F oo dok TRA AR E 0 AP € i B0 Danazol B S 3
43 % 200 £ 5. o Danazol eE| & L1 TRk F A K @ 2 23395 C4
RHEFHRFTRRESAE

P S % Danazol k& 3k HAE 5 ¢ fRmk ik e % ZEan i @t o
KrRgE AR R G A2 %d (aFP) et N g TR AR A ERD
R E 6B RREER TR ARAF 128 &7 % -



HAE % iR et * pris
# % /5% (On-Demand Treatment)

“rF P HAE 3 (PR A R ER B 55/ 0 P e/ & 2 5 2R 50 A 2R
G (TR REFRF ISR oA IMBEEGT TLAL A% MG
PP HAE 48 1% > AV i cRAS S @ % T ISR AR o Ak v Cl-pr A

ecallantide 2 icatibant s inf HAE &8 (Fende /0% o 3 0k &S
HAE 75 ~ 7 % PSS s R AE k’fﬁﬁiégi,&dﬁg@i 5 ag g m%g%#g*#
BFoFp L EREFH I SRR EDRAEY RES R S F RN

24y /a0 g B (Short-term/Preprocedural Prophylaxis)

ERAI G ol RS £ 22 v L ko0 L HAEF FehaiibkE R
Flo B2 L pirip bl e R W F A AEEF A543 30 PpF e d R VA
R (2R “ﬁ%ﬁ‘ Flet 7 E e HAE ok e g ok R 'foﬁ A8 R F]pt
TAEHAILE K A HAE Pt kR TR L H T g 2 hfE el § o
k'

HAE [Iia *"‘ il 4 ”é"ErrJ[,i;Q BT Zj_gfg =N ’?ﬁ’JE:[’% g g+ e BT
A S S iﬁir i dEE e R AL E R Gadgisy RS
PERAEE o BPIF L AERR Y TG R L T RN UFRDR b R
g o

EANb e N Cl—a‘»’r’”@lfﬁf' /;r“% (Danazol # Stanozolol )z Tranexamic
acid (TA)# i HAE m¥p/psm Spp e o o vm [ 2 6/ pF > @ * CI-INH
i (102 20 U/ ke ’E_g__.ﬁ 1000 U)o zeje2 & HAEF se A8 F 28 42w 5
:&’fr_"’?ﬁ‘-‘fﬁif; 235 =xi#* (Danazol 2.5-10 mg/kg# & /=% » &% 600 mg)- v
PRTA (A 2>2>) 220mg/ kg #p 232 3= >#pk?32%6bg-

i IAR 2 ek Flp A iR L B 0 RO R /R > TR &
¥t chE jisis s w4 HAE o A chE g e Pedwg k-3 L8 3138
S o dprrerg hHAE o 4 R iTipl £ YRR G T e O F
P oo

3¢ I (Long-term Prophylaxis)
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