SZANIKKE!

2IVREEREIF

2022 £ 3 A 28 BiuE
(% 45 Bl HA/NERERES @ 2 HF#HEO6
B S HREMHAE)ICR T 5 RTDEE]

PR RZEXER REHE
£gE Bk =
MBI

MAEVEERE (LLF AE) 1, VS ER F 723K T /R TR O & o R Fr iR & i
B METCHENS K DAARIERR 2 0 0 MBS CTh 0 | FRIC BT IR, METH T 0% R <0
EREAET D ARERE JEROEIEAOT A > Th D, FEOHIEICEZ 527 h -
T BERTEEL LT RAYANERZ A DN RINCEE L [0 A4 7] L bE
#ThHD, MEMHEZEOSFITAE 2 R FEFEPRB SN TN D08, 1GFTROBLE)
57 7VF=0H L e AZ I U R EDIEMRERO AT 4 =—F ThHDHERAZ I U7
EIZHEB LIzmENIE AN Tnd, 77 V=i AR Of ¢4 @ aitim & vk
FFHE (LUF HAE) 13 Yt R BB BIFRE S & 5 AE TC1 A > & B4 — (LU C1-INH) i#1x
TORE, BRELITZEOMOBRAIERZRDOTZOIZAE L DB ERIEREE TH D, HAE X
APEICDIZD . B, IHIRE ., MEBR e EITTRIEIER S R T D FAED THIOHE LR T
HY ., FHCEIER PR A RS 720, BT HAE 2220 L@ 25842179 Z EBNIFET

HOHN, FEEMPCHOEREFEE L DARBORRIT 5 L 133 2720,

C1-INH IZ X % HAE D53%H

1888 4%, EAZ2NEHE William Osler 23 5 AT 0 R AEME, RIGHEOFEL 255
—Z% % %" hereditary angio—neurotic edema” CEL CTHE L7, 0%, ELLEHA
R TH 7278, 1963 42 Virginia Donaldson 53 BFIMIFH D C1-INH D RKIEZF R L
7o CI-INHIIHifER, BV 7 LAV - =R, BEE - RBERICBET28H0O®) v T'm
T 7 —BEEEZIHTS2EATH Y, TOETITH LTS 0MEIMER 2461 5,
HAE CiZ C1-INH O KB/ HERER BRI AE LD 720, IS T 7 PF = ORI




ENAEL, 77V RMENEMBO T 7 V%= B2 Z/RIKCHEEGT D Z &2k Y
AR OEIEN AU 5, C1-INH O KRB/ HBERER 2N BRI E LD ¥ A 71X Typel HAE &
Type2 HAE T& YV | C1-INH OEAHK FIZ L D56 D% Typel, HWEEMIKTICLD2 D%
Type2 & MES, —J5 C1-INH O KIB/HEEER 2R EIZAIIZ 72 < CI-INH DM, EHEN & B
\ZIEH CEMRBICYE U T 1RE

WHRBUE RIS F R D

b B IR EREL LT HAE with &1 MEEZE (AE) D4R

normal C1-INH (\\bid 5 (WAO/EAACIHAKRSA> 2021)

type3 HAE) 233JHfEHE &

TW5A, HAE-nC1-INH B 77 V% = v ERMAE EEME A T ¢ T— X ER A
”’Cliﬂﬁl{fﬁ@%% 12 %fﬁ{ﬁ CI-INHRAE/EEERE CI-INHIEE

“ R N Bt wARM B HwRE IgEE A JEIgEREE
T TV RTT -1 E
— o — ~ Sy ek p— HAE-1 AAE-C1-INH  |HAE nC1-INH ACE-AE 7+ 745 SRS LS
of. 77AI /=7 R HAE-2 (HAE-FXII, HAE- (i MEEZE

¢ N ANGPTI, HAE-PLG,| Otherdrug- 5 M&E %3
F. ==, IF7 HAE-KNG1L, HAE- | induced AE B, SRR
MYOF, HAE-

= U, HS3ST6 DiE =AY Biﬁ(f;Te, HAE-

Arqa
% A~Ef

HEE

HraHESLTHD (F

HAE-1, C14 ¥ EE4—REBICL 2 BETHMEMZE ; HAL2, C11 ¥ b B4 —i

_ _ S BEEE(C & 2 BEMMEEFIE  AAE-CI-INH, (11 ¥ EEFZ—RBIC L 5% RE
1) HAE-nC1-INH D5 C MEPEZEE ; HAENCL-INH, C14 > &£ B2 —IES 0 mEMZEE (FXI, ANGPTI, PLG,
1E. U< DD R R 1 b KNG1,MYOFHS3STEERFERIC £ D ATEE) | ACEIAE, 7> P F 7> EERE

FEZEEEZRAEMEEZFE; Other drug-induced AE ATIE B HFAEH, gliptins,

WBEA T a T Typel/2 neprilysinfEEF] £/ 3R 7 7 R/ -4 ViEECE TR EDBOELRIL T F

CHE - VEREAEDERRE ST D

HAE Ll TH 5,
WMEHFICIVBEENRS LM, HAE-1/2 1385 T A 1 ADORBBEREBESATWS, =
D EMHAIUTIBNTD HAE-1/2 OHEEA R HIZ 2, 000~3, 000 A L HEFE STV D
2N, ERZRBW 2521 TV 5 BT 400~500 AFRFEETH W . BREIZWNS%IChT 72 E
FRFRETH D, F728 20-25%DIEFI Tk, CI-INH BT ZH 721 U E R (de novo
BH) NREKTH D, —J7 HAE-nCI-INH 1T 10 T AIZ 1 AFEE L AL 5T 5,

HAE-1/2 1% C1-INH K4B HEREFEEIZ L 2B TH Y . C1-INH O FZa— LT
% SERPINGI AR 700 LA EOFEFEDER % 72ERIZ L > TR Z %, CI-INHiZ® Y 7R
TT—BA e EF—RA— =T 7 IV—IZEL, W ODOMETrT T —8, N
<V )= AREE VI FUBEERY e T T BB X OMIES Y 7 LA kS L O%RE
XIla [N 772 EORfhR 70 T 7 —E¥OEEA L e X —Thbd, 77 VF= T HAE IZE
FOREAZEZTEARNAT 4 =—FTHY, 77 V= HIEEMES Y 7 v A g
DFITX= 7RG D L ZICAERINDIRS TR S NTFRThDL, 77VF="
X, T ATV U EREEREE SN A Y u T a T T —RBIC ko CAREICRE S




DI,
SREEN LTSNS (K1),

T I VFX =N Ko THER SN D IMEFBBIEOHEMN & EE, EICT7 7 V%= B2

51

CHEA{$

Fibrin 3 82EH L&
{D-dimer, FDP

_p _D'
Prekalllkrem Kallikrein

‘ {4118 (Contact activation) ‘

Factor
bl

ey
Factor
Xlla

[ et |

i [t ]

Fibrin

Bradyklnln

/ /

Inactive product

; activation

»
Bradykinin B2 receptor
Endothelial cell

T | :';“'
ﬁ'ﬁrﬁ
Plasmlnogen

\\ Plasmln

e

cIeavedHMw
Kallikrein

v

Vasodilation
Angioedema

HAE O BRPRAE IR

HAE DREIRIEIRILEZ TVEIE, K5
JBE T VR & VbR R & Mk SR v
JERFELE>TmbDTHD, KT
FENE, M T EEITH 5 55
PLAZHEZ Y H B8, FRCERER, 1
=N m&:ﬁﬁiiu%ﬁw(ﬂ
2), 1BHE . BRODPIT e < SR
2D L O 7R AR ALBE NS %
D Z LTy EikALEE
& D BIBKIEIR S HHEL T B854
Nd V. 53%D HAE FE TlafkiT
HEHELTWD ZENRE S

H3 HAEIZH 1T BREEFEEICHES
BERKDETE

B2 HAEIZHITHO0E0FEE

B4 REEDZ 7 A /A—R3E—
THR SN -MREZE




TS, THILERER & LTI, MR, Mank, THiZe & &4 L5, BIEITHMZITH 508,
IEMEFE B L B 72 v i PEBH X 72 < BEER CT 72 E CRE-IE 278D 5D Z &, third space ~
DRG~DOIFRIZ LV IEKERD D Z L b5 (X3), MGIHFE (X 4) %4 U7zRpiEy)
IRIR SN2 & I EBEEN 30%E 41D, HAE-nCI-INH OFSAEAMER T —A%AIIZ HAE-
1/2 L U TR < BHIVAIE &L EERRIEOBE NV Z L RE ST D, Fx D
Jiz% COMETIE, HAE-nC1-INH TIX HAE-1/2 L ER T CADADA RN/ FEICE N &
A L7,

ERIZ W

B OEKR) S HAE %
Bt - BRI, 7‘3_3:,(_ X5 EEEmESZEOSZE 7ZILIY XA

I
]\ (. 5) OT%ﬁL%J _HAEU)%%L\
BATH, A7 V—=v7LL
THEAICmFER O c4, Cl- CTINHEIEEE

C4; E'J;z
INHYEME (fRBRE ) oRE I l

1T 9, CI-INH {EMEIX HAE- CAINHERE | CIINHENE FE
Cc4 | C4 EF
1/2 CIHMMEE R~ , BEMED ; [ l
YNIER B DR AR T e EE2 ahﬂf*aﬁu %é{‘gﬂ%}[ﬁ%ﬁ%
LR
%+ 7 % K M G M I L .

CINHEIET 8 [==]
(AAE) %A HIKEZ T,

C1 \NHé{ﬁLﬁHﬁ [==]
CI-INH /EHEDNEETH W F

CHABTTILY)
-
R AN 7 51 i €
WEIE DN 7 < HRBE Y &) hn 0D 78 - CINER C1INHEES
FE | TE EENn

EamEE=0
JiE T & HBRITIE AAE & HAE -

SERIDS LTI 72 B8, F DRE e [T BRI
(\Z1E C1-INH 3BAn 1A 23 44
gL /2%, HAE-1/2 OFERIO7-DI121% C1-INH HUFEE (RREGAs) Z9nH5%E H 1T

9o /N HAE OFZEICIE, 1AM O C4 75%”%“%?%1&1‘[59: 72015 % 728 C1-INH FEME D
ENL VA TH D, HAE-nC1-INH OFZWHTITRIES A Z N, C4, CI-INH {EHEDS IEFE & 72
L7, Bk U7z 6 FEEOBIR TREDPHELE S LD 03, A TIX—H O S L <I1Eh
T EDNAMZERT C LI IO OREIIITZ 72V, TD72) AE DFEENRH Y | fie A ¥
VI JNhaanFadf R ERIFEERT U AR LARWIRIERER M 0 = 5E 12X
HAE-nC1-INH OB Wr 2 REHI AN D Z L1272 5,



HAE DIEH

HAE DVEFEIT R E < 431 THRAIEREOTERRE &L FIE TRHC 0T 5 2 &R TE 5, HIEREDIR
W (AT~ v RIEE) 13, ARBICB O CRmEH K C1 1 > b B X —E A T RE D
DMERRIRETH 7243, 2018 K VBRI T 7 VX =0 B2 ZBFREETHHA BTN
¥ NS HAE VRIS & U CLRBRIGEE S HAE TR OME— D FEGHEE L TEATE2 X9
2725 TWnh, FHITEEE LTk, R OENOFIT O, &SR E DL A,
FRGEE I~ OBENE D5 A, B OREE E IINRERE O, BT
rEn, AREEMEDSERO I RHE R CHAMEHAR 22 E DR A b U AR 6 RERE]LAPNIZ M A% i
KClLA v e BF—MiFTBELIT) ZENHERINTEY, ZHINETHHER SN D,
AT D WAO/EAACT A R A > ClE, HAE TORBITIFRDOEL /A2 ER L, BED
AEETEFILTDHIETHDE LTHRINTWD, TOO45%ENTHM HAE OIRE
WCBWCHERRY Va7 eRhb ZEBNBESND, FAHA RTA4 U TIEEMRTIIO
first—line IXIMAEAM K CI-INH K|, TFF~7, _a hIL2AZy hThHHE L TH
WINTWDER, AIZFIEEIALTIEIRARTH D, —J, AMTH 202141 HizH Y 7
LA VIHENRE CH H2a h T VA% M BGERGERRZTIS L, EHAEEE 22D
HAE V#1338 LW Z A2 T 5,



