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1.1 Plasma derived nanofiltered C1-INH (pdC1-INH) (HasanniiA1aadanuazssaziaainig
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1, 2, 25, 66

maANuINN 1 91ntslunissnulsa HAE

datiaduazaunnen
& NAUNILARIN
Acute STP LTP
C1-inhibitor replacement
1. pdC1-INH IV weight 20 gilm/nn. IV 20 gilm/nn. IV X
based (Berinert®) 1-6 G934
AQUYNARONIT
2. pdC1-INH IV fixed  » 2-11 T uaz 1,000 giln IV e vain: 500 giim IV
dose (Cinryze®) 1. 10-25 nn. 1-6 TN. N 3-4 U
500 gHe IV neawvininans e gluai: 1,000
e >2 1 uaz gilm IV )0
U, >25 Nn., 3-4 U

Alvie 1,000 giin IV

3. pdC1-INH SC X X >12 T uazhlney
(Haegarda®) 60 giln/nn. SC
NN 1 dlam
4. Recombinant o 521 meﬁmﬁi X X o WARAINNTLANE
C-inhibitor IV WU, <84 nn. enanalgizen
(Ruconest®) 50 gilm/nn. IV
o Ul >84 NN.

4,200 gilm vV

5. Human plasma IV 2 il 7o 2 giln wTe X I EYRPHIY: PIRETOR
(SDP or FFP) 10 wa./nn. IV 10 qa./nn. IV NARAUNANNLADA
NN 4-6 dalaa 1-2 dalaa o NgE UYL
AUNINANNT AAUMNRONIST AINITUINULEIAY
Az

IV: intravenous, SC: subcutaneous, STP: short term prophylaxis, LTP: long term prophylaxis, FFP: fresh frozen plasma, SDP: solvent/

detergent plasma, X: not recommend
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mAaNudNn 1 enntstunissnulsa HAE" ™ (cio)

datisduazaunen
& NATNLARI
Acute STP LTP
Kallikrein inhibitor
- o FAnaidsdluniaiin
1. Ecallantide (Kalobitor®) 30 un. an SC X X i
anaphylaxis
2. Lanadelumab X X >12 T uazglun) o wadngRBeNIZUTION
(Takhzyro®) 300 #N. am SC 73 |y U Auuad
N 2 dann
mnldflensnnisy
6 LARURARBNU
anNInlviENn
N 4 dann
3. Berotralstat X X >12 W uazflug) o anvies Aduld
(Orladeyo®) iy 150 HN./3U ANALU VDAL
(110 qn./94 o 3anTIETNAYEN
Tutlszanns UTHA
NANNLAR)
Bradykinin B2 antagonist
1. lcatibant (Firazyr®) o nang >2 1l: X X o HATILAENLRNITLITIN0
Tuidn aumen fian 1 1 fuung
Ansiin
o gluad: 30 un. Am SC
UTUNTNYI B4

SC: subcutaneous, STP: short term prophylaxis, LTP: long term prophylaxis, X: not recommend
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mAaNudNn 1 enntstunissnulsa HAE" ™ (cio)

1|

Others

1. Attenuated

androgen (Danazol)

2. Antifibrinolytics

(Tranexamic acid)

AUIUAY
3 A vide
2.5-10
HN/NN/IU
9 5 Juneu
YURANNIT
uay 2-3 MU
VAN
WANNT

ARLNTLALAUIAELN
STP LTP
200 . 200-600 N./A1

e LAN: 20 NN./NN.
UIURY 2-3 AT

)]

=5

weg: 1 n.

o) 2

UIURY 2-3 A

14 =
NAUANLAEN

AUBNLEL
Uszainaunalng
LaINIUARIUDS
AN U
(virilization)
vmniia
asnoiAeulag
LU TNLA N9377

Unavias pauld
AU 1Uan
ndaile
fiansdsdlunig
AnaNAan

NSAARN
NLA

Y
ANAULATIA
virilization,
LFT, UA,
lipid profile
N 6 Lhau
AARINTIIR
Auynl

LFT,
creatinine,
CPK,
aldolase )n
6 LADU LAY
ATIARNIAE
ANHUNNE]
Nt

LFT: liver function test, UA: urine analysis, CPK: creatinine phosphokinase, STP: short term prophylaxis, LTP: long term prophylaxis,

X: not recommend

e enueaialaidamhaludsamelng



Clinical Practice Guideline for the Diagnosis and Management of Hereditary Angioedema (HAE)

MANUINN 2 AtuMWwuDYKANTIWLANKUNAILLUEL

nIiIMURAAININUANFukazvinAkUz e uINIINTkaLaziiadalsan HAE 11388nsgnu

Grading of recommendation, Assessment, Development and Evaluation (GRADE)

ANMNWARINANFIU (Quality of Evidence)
AMNWIBINANFIU uangunlanIaIn

AMNINUDINANFIUTEAL A  MIANELLL Randomized, double-blind controlled trial NAAMNINEGS
(szAUR; high quality)

o v = . . o Aa a
AUNNIBIUANFIUGEAL B e MIIANELLL Randomized controlled trial NAANINA
(szAuLUNans; moderate quality)

anﬂwmmuﬁ’ﬂg'\uixﬁu C o MFANENNITOLUN (descriptive studies)
(’ixﬁu&%’l; low quality) ° miﬁm:mm‘]_lﬂsd (controlled clinical trial)
o MIANEANLRURAARINMEILUMNG (cohort) WEaNTANENTATIER
AILIANNTIIEIAUNAY (case control analytic studies) Pasunseanuuw
ﬁﬁﬂmLﬂuaﬂ'Nﬁ%qmmmmﬂuu’?‘@mjmﬁﬁﬂmmdwﬁqLLm/mg';J

AMMNUBINANFIUSEAL D o FIEUIBIAMUTNITNNINTLITTY UseneaunuanuLiuieie
(szAUMINTN; very low quality) AUNNR (consensus) TBIAMMTHIT LTI LUNUT UL sTAUNNTOL
NNAALN

UIURNALUZUN (Strength of Recommendation)

AMNINUBINANTIU Alena
WunAILULLEN 1 AnEUlaresmwuzineglusTALg INFIENIRTNNT AN R T lemed
(A5vi/1aima59in; strongly recommend)  atineEenaiatuazANAY (cost-effective) vianaliiinlnadunse
agtlos
WIUUNAILULEN 2 AHsUlar e LUzt e luTE AL NN INTIZNIATNNTAINA1IBNAN
(11911; conditional recommend) dsdamisedihauszenaduatlunazannng
WuunALULYI 3 AnTulaliiveanalun T LU INTZHNATNNTAINANR S lHR

(@1aviusalsivin; neither recommend  wang waenalunsatiuayuvEeAnA L uilinaliiindunsase
nor against) Arhaiinay enaldvinflazuiuaniunsoiwazpuinzas

\
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mArNuNn 3 asumuu:thiumsquasnunUoalsa HAE

AMAINIRY  WIUEN

ANLLUZYUN o . .
uangIu  Auugin

flnefifiannnaserelyil paslarunsnmaadansadsn HAE laannaianzsidannmasziy D 1
complement C4

1. uaniimomis Wl 9 we uAazATIwAY 24 dalae Tnelainwufivuanie wazls
ARLAUBIARYNANUEAATU YT aaAtTRaR

2. Hansthaviesatnaguusslaglinauanig

3. filsyAmadumnladauuugaiuanmauasransesis

4. flansfil@sunnsidasedly NN9ZUATULS (anaphylaxis) Wi liRaLaueIsanIsinm
ol epinephrine

5. neNsasausnluiaianuiedasu uariennsuedulugaadaiasoiug
6. HannTnluAsaUATINNBINTALIMY

n3ataaelsn HAE A99ATA9926U C4 32AU C1-INH n1391N91u1ed C1-INH 58AU Clg Y3 D 1

genetic study

fnmnazlesa HAE MmiGudaunaulasfangannais lngla@uiusmumiaainisuas B 1
SUANLUNITFNENANREIIA HAE N3 UL@sunau Lawn pdC1-INH, rhC1-INH, ecallantide, A 1
icatibant

yntdNe AN axn30ld FRP Wlusnniaaants c 2
a 0% o o a < A v £% o o e o
nasonientleaiumemussezauiiegiaalsn HAE FlaavnmONTMIUNNELaE AN TN C 1
gvaniunstesiunnsnnBussazdaulaun pdCl-INH C 1
yNtNNEMAN axnroldaaflauLaulasausa FFP lusniaiaanls C 2
YV = s o a = ar v Y ar = ] v
AthapasieninmeinismBuiasunauiuuniesldviuiiednatien 2 lna D 3
NasanlendeasiunisinFussazenuiagtlaalsn HAE insmFuRsunaunuusavized D 1

ANANLRENTAZLALTIN ADINITNMBULALATY YTDDINITNEUAINANTENUABNITNINAIAT
132479 NN9ITEL UTANITNNNU

gnvaniunstlesiunnsmBussazanalaun pdC1-INH, lanadelumab, berotralstat A 1
mnldfzman anansoldaelauuaulagian vda antifiorinolytic uanaaanls C 2
FIMANLIUNITTNHNINITANELLRLUNAY NITHRINUNNIANEUTE LAY WALN1TTe9NWNNTANEY C 1

szeizendluniananssn 1aun pdC1-INH

PNIANENMAN @1x130 M FFP luennaidaninesnsnnsnBua s unaulasnistlaaiu D 2
nainiBuszazaulunanensssunula

oRananssmesriaalsn HAE asslasunisdnnsadlaanisianziaanninassal C4 ey D 1
C1-INH N1991131283 C1-INH ¥78R99aVN9AUgnI T

<
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5,7,9, 10, 11, 12, 13
14, 15, 16, 25, 28

4,5,6,12, 28

4,9, 10, 11, 12, 28

5,6, 10, 13, 14
17, 24, 25, 26, 28

57

4, 5,10, 11, 13

5,9 11,16

10
4, 5,6, 9, 10,
11,12, 24, 28
14

4, 10, 14, 26
5,6,7,28

aui

Uanag 5, 13, 25, 26, 28
flaein 4,9, 11,12, 13,
15, 16, 28

W
nadnaAEN 13, 14, 16, 24, 25, 26
AN 4,5,6,9, 10, 11, 13, 28
A 5, 6, 25, 28
Aoy 10, 11, 13, 14,
24, 25, 26

w
WUgNIIA 7,10, 17, 28
WATULI 5, 28

3]
dda 10, 13, 14
g UBAATL 5, 6, 28
ENNNIUADN 11, 12, 14, 28
FAVAN 10, 11, 12, 13, 14, 28
! 4,5,7,17
Lﬁ@q 4,5
wanlsn 5,6

S
n 16
TrRTEN9 12, 13, 16, 28
sveIvdu 11, 12, 16, 28
NEN 4,5,6,9, 10, 11,
12, 14, 16, 28
{sATan 6, 14
{sAvnenn 4
lsALadied 4

9

ANN L

a s
ALRLTRAEIRA

\AEITAm

4

a o &
NONAIATIN
WANNIT
NasgiFEng

WHONIT

Tunyms

N7

AIN13UN

AINITUIN

AINITLARA

LaUlATIAL

o
ABTlNU

Faniu

5, 6, 28

5, 28

5, 6, 28

5, 28
4,5,6,7,8, 27, 28

5, 6, 28
4,12, 28

14, 15, 16, 28
9, 11,12
7,8
5,11, 12, 16,
24, 26, 28
14, 15, 16

4,5,6,7,9, 10, 11, 12

13, 14, 16, 24, 25, 28
5

4,5, 9,10, 11,

12, 24, 28
4,5, 6, 26
11,12, 14, 28

5,6, 11,12, 13, 14, 28
5, 6, 28
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A
Abortion 16
Acquired 6,7,8
Acute 9, 24, 25, 26
Allergic 6
Amniocentesis 16
Anaphylaxis 5, 6, 10, 13,
16, 25, 28
Androgen 12, 14, 26
Angioedema 4,5,6,7,8
Angiopoietin 1 5
Antifibrinolytic 11, 14, 16, 26, 28
Antisense 13
Autoimmune 8
B
Berotralstat 13, 14, 25, 28
Bradykinin 4,5, 6,10, 11, 13, 25
C
C1 esterase inhibitor 4,6
C1-INH 4,5,6,7,8,10, 11,
12,18, 14, 17, 28
Clq 7,8, 28
C4 7,8,17, 28
Complement 7,17, 28
D
Danazol 12, 14, 16, 26
Donidalorsen 13
E
Ecallantide 10, 25, 28
Epidural 16
Epinephrine 5, 6, 8, 28
Erythema marginatum 5

F

Factor Xl

FFP

Fresh frozen plasma

Function 8,26  Plasminogen
Prekallikrein
G Prodromal
Genetic 8, 28  Prophylaxis
H
HAE 4,5,6,7,89 11, R
13, 15, 16, 17, 24, Recombinant
25, 26, 27, 28  rhC1-INH
Hereditary 4, 6
Histamine 6, 8 S
Human 10, 18, 15, 24  Sanger
Sensitivity
| SERPINGT
|catibant 10, 25, 28  Short-term
|diopathic 6  Symptoms
K T
Kallikrein 10, 13, 25  Tranexamic acid
Kininogen 1 5 Typel
Type |l
L
Lanadelumab 13,25,28 V
Long-term 12 Vasculitis
Virilization
M
Mutation 58 W
WES
N
Nanofiltered 10, 12, 13
NSAIDs 6

P
5 PCR
11,15, 16, 24,28 pdC1-INH

11, 12, 24 Plasma

<7

7

10, 12, 13, 16, 24, 28
10, 11, 12, 13, 15, 24

5,14
13
5

11, 12, 16, 24,

25, 26

10, 24
10, 28

4,5,7,8

11

14, 26
4,6, 8
4,8

14, 26
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s1wazldgamsaacia tunsaidovmisdvcaUoe (dnSuuwnsgrintu)

diloaany <18 1l diloaany >18 1l

ANANTTANHUN T5Alin uaz

- ay 117. 065-6082983
nengRANnuuislszinalne

. 3. 091-8390900 3. 02-2564000 Fa 80601
FN.AWIRINTDE FNINTA INe . .
b LINE: @757cssev E-mail: cuallergy@gmail.com
waelimnnns sw.quiaensal
ganmmaalng (@aUa1uiFaInngas n3. 02-2564132 Fia 503, 02-2564000 Aa 80342
»592 C1-INH level)

ns. 02-4195670 ns. 02-4198263
IW.AS5% E-mail: pedallergy.siriraj@gmail.com E-mail: allergymedsi@gmail.com
LINE: @960gvywo LINE: @allergymedsi

naelJURnsIneNNANTY sW.AT5Y
(@AUANIETRINS §IM59Q C1-INH n3. 02-4196662
level, function, C1q)

TN 8UA (USneuardaunnuisas
N1549m52a C1-INH level, function, n7. 02-2011760 ns. 02-2011779
C1q)
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TN AIUATUATUNS o N
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o o o ; = E-mail: drmch117@gmail.com
AWIALTEIS L
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