BotmEsmE (HAE) ¥4 K4
ET 2014 4EfiR

—fRAEFIEAN R A HAEFER HAE A FT A~
(F7EI=E=

BEEAE
YENFEEZ (LN RZIRBERII R

—RALEIE AN B AR B ES A N —
K By (NER AR 2R ST
M FE ((BK) & A RHARERT)
BA i (OUNIRZFR B A SE )
HRERE U KRR PR e
ARTZ vy (RECRZER AV RATFERT)
Al R (| B IRSLER R E )
B ROURZE RGBSR T 7E R
AT R R T2
BIRIETS  (hR & R SLIE R R 5AER)
IAHTRS (A= REA )
FrE Rk (B)ERRZEE )
EHE = (8 S ROLe A mET ) (B
Wi w) (EE R R E AR (B )
HF RO CRIRFFZR AR | o 2 —iF58FT) (5 RE)
KA (GERB)

2014 4 12 A



AKHTARTA4 L DHW

RITA BT A 030 IR —ROBREZ 4512, BIMEMEMEZE (Hereditary angioedema: HAE) @
(fte 72 B2 T & IR ICARNL T TN 72 To D ITHIIRIF RS 23 ERL L & Lz,

HAE %, #ifkpisy C1 A v & B4 —(CI-INH)DOXKIEIZ L D & DT, FEEEZ I > TOIIZR BT LRI A S
T, BB OTIEHDRIBEEZZ T HZENTEET, BEMROLTHELENTWDEE S AN, B
PW S, BREICIRRSND Z L 2o TRV £7, B, ZOHA F7A VTEFOERICHI L CHEH &
FLTWTFETT,

P A PR IE ORI & V5
1. &% 1 TTAZ1I A~ AT A (BITAIZT ANEDHENRSZ D)

2. Ml

D 1% (HAE &Ko 85%) Yt EME s
ClAreed—=r "7 &EE, ClA >t ¥ —{HMHRE

2) I (HAE 2D 15%) Yt @ ks
ClArve ¥ —F XU BEFELITEA, Cl A4 v vy —iGMEEMH

3) II & () — A baF AR EtE, 13 & A MR, WREROGEMITIAHTH D28, — I IXEEH

BXINAETOERZRD D,

ClAreeH—2 R &EIER, ClA e X —IGHIER

X FHEREO WL, HAE £K0K 25%I2580 H TV 5,

3. 2k
1) SEAGYE i PV 2 B O JiE e
« BUTVRIE, KR T IRIE (FEAZfEDRV, & 6w D7)
- HAEEER (MR, REES, MR, TR
- MEGATEIE (33K LA T Tldfh, MRBRIEZ AL U722 b 00 b T HEUNIIRE 2 SN WiGE OBIER
1% 30%)

C FEARITIEFAIA b LA SMERH . BT EORRR A b LA AR, B Yl TR S

ns,
c BEITEE 24 BRI CE— 2 L2 T2EFRICREEDAN, T EFES 22 b d D,
c FZREN S D,

« BIEIT 10~20 iDL VN, HHDDERMTRIEL 5 D,



2) A7V —=v7
- ClA e vy —iE (TrbuE)s) TIRELE 2D,
© CAEITFRAMERFITIT L A ET N TORERI THEAEELLT & 72 0 | FERAIERFTH 98% DIER] T HEHEE L
Telenizd, CAMEITARARIIRD,
3) I DIZFEL WA Z T 255
- ClA e vy —iER (RBU#EIGS) 2179
g THhE 174 HAE
ERE 51 1% HAE
4) FHERENIWGE . R EMAEETRIE E OENNLEL RS
- Clq (PREREESSN) PMEMETHATEHEREL SNTWDLR, BIsMEOLE THIREZ RTHE1H
%
- HEREZW DI . BEATALEE D,
5) II1 %! HAE % & 5 5 &1%, & XIL K7 OERO A[REER H 5.,
6) HAE &8RN & LC, BRMMEMIZIE (Acquired angioedema: AAE) , HEHIME if & 1
ZE, 7 U —EmEEREER SRS D,

. FAERE DIRIE

ERITICLA e B —MRBMENLE LD, AFRERGSIX N I3 Y 22 RIRT 55605

D9 %,

D BRI (. B
Cl A v bv¥—HifciFik (50kg LT 500 Hifir, 50kg LAl 1000~1500 Hif7  #FiE)
KT F X A (15 mg/kg 4 W 1)

2) BCTVRIE (B, 2EE)
Cl A v bv¥—HifciFik (50kg LT 500 Hifir, 50kg LAl 1000~1500 Hifz  #iE)
N T F X A (15 mg/kg 4 W 1)

3) MEHERREIR
Cl A v bv¥—HifciFik (50kg LT 500 Hifir, 50kg LAl 1000~1500 Hif7  #FiE)
N T F X A (15 mg/kg 4 W 1)

4) MESHVEIE
Cl A v bv¥—HifciFik (50kg LT 500 Hifir, 50kg LA 1000~1500 Hif7  #iE)
ICU 281 2 KB NHE . [ UIR



® RIER ORI

FAERE DRI M G V7 e BT E BT E RE AR
B+ S - LA
ot gl g2 - + +
b7 ARV LR | - + -
ClAreE%— |+ + + -
T FEIFRE 2
ICU TOMALE*3 + — — —
1 RRESIERBHRFLF ICLETH DS, MEEEFETILICU TORENZEE L,
*2 JEIED D HAE BN 1 OBEO5E MEZWZF-TI2 Cl A v b B ¥ — i FRIEL AT T 538N
KXo 9 5,
*3 JEEER TICU Ik Sh 258 b H 5,
5. TR
1) ERHAR (REMERIFOES) /A N L AR
ClA v b ¥ —MAFIEDOEMD L722 5IXTITLE R L
2) ERHAER (RIEMENRVIGS) SBFiie KRR b LR
AT 1 BERIRTO C1 A > & B X —HfiFemiE (50kg LLF 500 ¥fiz, 50kg PLE 1000~1500 Hiff
HE) HIC2EHD CLA e B X —fREEOEEREZ L TR
6. EHTE

Ly A 1EE L 14 A2 5 AU EORIELME, MEEREOBERE O LA MET 5,
1 h7x¥%Y A0
30-50mg/kg/H % 1 B 2—3 [N/ CTHRA
BITER AP, M IR, 97k, mERT
2) X —
2.5mg/kg/ A (Fr Kk 200mg/A) % 1 » H . & LIER) 72 51X 300mg/H % 1 4 A | EIZHZh 72 513 400mg/
Hz 1~ H
200mg/H THZ 7 61X% D% 100mg/H % 1 » A, 50mg/H £ 7213 100mg/fFE H ~BET 5,
Eo /N W, BRI AR
IR - P b, IFRES . &iE, IRESRE . ZMiE, HimMEEbER
RIEBILE . 6 r ABOMKMENLE, £/ 200mg/HU LOHE 6 2 AwED
fEE e =2 — 200mg/H LT OSE 1 HEEOKEEE = — 2302 (FFESHILO ATREMEN & 5 720)

&

Ho|



7. N7 B QNS EE I ~ O FEVERE DB

D NEROEE
Bk TITRAERE QAR & LT MJEHEK C1 « > b B4 —RAN/NLOMEIEA & Y (BKINEE O
e, KENE 12 5L B), #HE 20 Hifii/kg TOHMME & LTSN TS,

2) fEhEO%E
Iba 2 b5 & LT SEBIH IR 213 E 727 STV e Wy | [EREICIX R M & FEEr 6 b e M
BEHSKR C1 A v b B2 —8UANTHE —RIRFETH 5,

¥ LOAETIINNE, s 2 LRI STV R W0, TRIE RIS GRS
EES s n D 5EICEET 5,

MDD DBRERE
BottnEHRELBRER S B
miF C4 MWEZEITH,

EE> ClA v e ¥ —IEHENEEITH,
EH > BaMEEMERETIZESRETE 5,
Bttt EEFELZREI HE
ClA v e s —{EENEZIT I,

BE> ClA v b EX—RZITEDMEVEIZIE L BRI T& 5,
cFIRER D 5> BEMELEEFEEZHTE5, > Cl A e B X —FEREEZITD
S KMEOLAIXTEL, EFELIIEFOLEIIN B EBHTX 5,
< FHEER 720> (MiF Clq P& 247V MEAE 72 & 125 RKVE M58 PV R o "l REME
bHDHLINDIBHII B, > FEEBW OIS TIRIT N E E LU,

IEH > I ROEEAN MM B PETEIE 2 58 © > BEAIARAIE (& ITEER, =2 b w b 8H))
DHER

X ek, HIFIIAARATOMEIZRVR, BOKOME TIEFBEERH V| 1ZE A ELMEIC
FIET Do



fha
1L ATA RTAVCTERBS 27T THKE 2S00,

(—fRAEEEAN  BAMIRES BI2RK MWNZFZ  email: horiuchi@beppu.kyushu-u.ac.jp)
2.C1A e X —0OiFEWHE, # o 7 B8, BT Iic oW T ITHRD H 5 513,

— AN BARRFEE DR — 25— (httpi//square.umin.ac.jp/compl/) Z ZE L 7ZE W,
3.C1 A e —#ANx, a4 ~<XYUF—hKP (CSLX—VU 7%k,
CSL _X— U > 7D — b~2— P (http//www.cslbehring.co.jp) . & 5 38 m e 1L P V2 B B D 7k —

L~— [HAE [t % —) (http//www.hae-info.jp/) MHIEWMEHD Z ENTEET,
7 RFHLARET, EAL TV (B-=30) Rl
Ay —d, HEEL Ry —r (H=%) b,

L Z BN

1) Bowen T, et al. Canadian 2003 International Consensus Algorithm for the Diagnosis, Therapy, and
Management of Hereditary Angioedema. J Allergy Clin Immunol 114: 629-637, 2004

2) Bowen T, et al. Hereditary angioedema: a current state-of-the-art review, VII: Canadian Hungarian
2007 International Consensus Algorithm for the Diagnosis, Therapy, and Management of
Hereditary Angioedema. Ann Allergy Asthma Immunol 100 (Suppl 2): S30-S40, 2008

3) Cichon S, et al. Increased activity of coagulation factor XII (Hageman Factor) causes hereditary
angioedema type III. Am J Hum Genet 79: 1098-1104, 2006

4) Gompels MM, et al. C1 inhibitor deficiency: consensus document. Clin Exp Immunol 139: 379-394,
2005

5) Horiuchi T, et al. Guideline for hereditary angioedema (HAE) 2010 by the Japanese Association for
Complement Research - secondary publication. Allergol Int 61(4):559-62, 2012

6) CraigT, et al. WAO Guideline for the Management of Hereditary Angioedema. World Allergy
Organ J 5(12):182-199, 2012

7) Caballero T, et al. International consensus and practical guidelines on the gynecologic and obstetric
management of female patients with hereditary angioedema caused by C1 inhibitor deficiency. J
Allergy Clin Immunol 129(2):308-320, 2012

8) WahnV, et al. Hereditary Angioedema (HAE) in children and adolescents—a consensus on
therapeutic strategies. Eur J Pediatr 171(9):1339-1348, 2012

9) Yamamoto T, et al. Hereditary angioedema in Japan: Genetic analysis of 13
unrelated cases. Am. J. Med. Sci. 343(3): 210-214, 2012

10) Iwamoto K, et al. Novel and recurrent C1 inhibitor gene mutations in nine Japanese patients with



hereditary angioedema. J. Dermatol. Sci. 68(1): 68-70, 2012
11) Ohsawa I, et al. Clinical and laboratory characteristics that differentiate hereditary angioedema in

72 patients with angioedema. Allergol. Int. 63(4): 595-602, 2014



