Call R 0

HAK A - IS OB T D e LR
1. EENFICEE T 5 FIE
214
PR m—@®—53
%%ém/% %n@ R RE N Cl-Af T I FR—F —
e | (A
7o [R5 o . PR
o 4 AU — K PEEFMH 500 (HAK)
S Berinert® (BRJN. k. ZE. hn)
M RIKFEIE
— 20094F4 H LIFELZ, FDAXIFEMA /KGR Sz
M. ENTHERE S LTV RN EER S,
BRGNS
RAGREE - 5
S I D 53K RTINS
(Y T25H0IC
FxvIT5,)
Rl RO /e tE B (7272 L, ICH-GCP
T AL CTX 72 DR, ) I THEME S 1,
RN FELDOLNTZHD
B CAN PR N7
P 7 _/

NRE - 2R
(SN
fE - BRICHONT

T A o A 7 I 0D S PR FE AR

T %.)

1. HiE

KB WA OB RES HKEE TR 2 ICHEME L.,
ML - A& EEFET L0, REFET 5, BEEFEOLS

(BELEXIN-H
e AEIZ >V T

i BRIRICAT D
2. HE

LT 5.)
WE . RAIZIE 1,000~1,500 EESHAL % 853
2o
fisi % CNRIZEE T 2 B
(BT 25 A | (srapsmes)
FzvIT5,)




B R R

(5)
ARANOEEH CIESX., ERIAE DR AHE
AR LB U OF IR 8 U2 v RE &
W L2 EoRICEAT 5 &, REIEL T
HERCIE., MR GIESEDBEHRE 2 oI FE L
Tote, EEICTHORIBEPITZDLZ & 2R L
o BT, EMoOEREEDS L TEET L L,
FRBE NI ZOFRBEICH L, KA OFEFIC X
DRBTLHAREEOH DEMEHFICONTEH +
AL, EEACERNZMONOEFTORD L
NIEHERNED AT RGE I, HONIE
B ~EAE T D L fEET 52 &,

/

I =t

S = 3
RS

(#E 5& %t
SREK,
#E Gk
IZ > uw T
H Lo T
%o )

#1 2,500
<HEETTIE>
HEEZW N T S TWZRUVIBETER 72 SERI 1N 2 < AFFE L TV D03,
SAENSOWETIIAL 1 ~5 HAIL 1T AOFRHRREEHEE I T
W51), NEEIZRVWEEBEZLNTWDZ EnD, bREOKRA
1 (126,689,000 \) Z#&ET 5 &7 2,636 ARREDORBRE
WHTET D EHER N5,

A

A

HEDH
N D B 3§
VNV

T BERRE T T BIFEBFE L Tz
(FFFeFHIHE)

T BRI DU

Ny -
D B
\ZFR B
| ~0
BA=RLR

(%Y &
HH DI
F v 7
L, w¥EL
7= AR Lz
2 W T i
T 5,)

1. 3@ RN O EH

VT AMICERREEND DFER (BUER R E)

T A RKOETHAANA T, BHAERICE LR LTI R B
U ZOM A FEAEIEICE LWL KT T IRE

M ORISR LA

( EEEIC /0% L7 AR L)

WM AEREOZMRIEIC L > T EREHELZ X LSS,
Y72 1B N e SR T IT R EIC L A B RIL 30~40% 12D IF 5
ZeEngmiEEnTns2), ERGEMEIRD W 5 FilnE O EREIC
LRAL I DI, BEITAEEICDEZ > TEMGHOBER Y X7
EEASTEFETLHIZENBVLENTWD 3),
FREAENHE LG AICREICEITT 5 2 & T, BUR A
L CHEEEENCEIE T 2 AN EE )N S ME IR > 72 5E 5] O #H




EHLONETEHRA4), 5). 6) ST, BAELEEE G
WIZEWIZ ERNEmbENTW5D,

2. EFREoF A%

T 7 BEAFOFRENENIZ 2

— A WK D ERIRABRIZIS W THE - LRtk BEAF OBtk & s
TH L NITENL TV D

v 7 ECRICB W TIREER IR E ST b TR D, NI S
BREOEWVEZEBEZ CHLENICBIT2HAMERIHFHTCE L LE
T = EFEORAEIZEZY L
(EFLICHE L 2R H)
BN EFEOBMERIEICL > T EREHRAENOEEZ KL TLEIL
(2B > T IE B NG & 1 I & REMEKATRIIC K o TR ERBHEN &2 5
TIREF DO HE T D72 T),
Cl-A 7 7 F_X—= =8 HNIFIN, KE., BT FITBNTEHHFEIZDE
ST, B EEREOBMEREICKHT2H BIREKE L THERH IR
TEEFEERHDH8), Lb, HEINLLEITITT 78R L gL T
HIEREMCHEALE TCORMMAAEBICEMIND Z LR I T
D, IHIT, VANVAEELEFEREEPREAELZRETIROLNATES
P EBEELHE IR TWVWDS 9), D0, AEEBOEMERENEDR
A TBETTICERT A L ERMOTDICEETH DL Z L ITME
VDR,
LWL s, WERIZEREFEE O TIEIARENS +2ICH I T
BOT ., ClA T 7 F_R—2—RHEZHR{AEL T DLEREREE LR T
W5H4) ORBRTH D, 2012 FEICRESNTEZT LILF—EKBOHEMFE
IZEDTA RTA L TIE TREBREDEEL TVWDLIEFIZO VT, BE
T.HDOIWVEHADTHE TCL-A VT 7 F_X—4—8AN 2 & 5T 5% %
F5) ZERHERINATVD 10), BETO B CERN (FIRNE L) 235
BLIGA, EEREEEOBEBICKT 2 5 R X DI % B 1k
THZENTEH1I0, EEERBICBT A OT v A by 7 2B<
LHY, BEOEIFOE MR LEEEOREN R E 2D 11),

I
o

S

LR, ZA4 bAnf@@niFSnzmEB L, MAXITEREHAKRI VSN T-ESE
E VIR EER D D5 AIC0 G #H,
2. BHNFITHR DK TORBED RN



RRK S 6 70

o || KE THEE TME TAE TE TS
R (BRKZE 6 2 [E TOABHNE)
@%’w:j; BROK 4% [ T OKBNA (ERNA BT 2 @ T
e || KE | WA (e ER)
AT BHE - R
o) A -
5%
welE | e (%4
BHE - R
PR - B
5%
miE | s (gs)
e - BT
A - B
5%
(LE | s (%s)
BEE - BT
A - B
5%
mE | WL (¥%4)
e - BT
P - B
5%
BN | A (%4)
BEE - BT
P - B
5%
e ot Tk CE TR TR TR T
A FR I | (RRCKZE 6 DS [E T OOREERfE H N A
%&% Bk 45 [E] C O REVER f N A (BRSNS B 5 T I T AR
B KE | A RTA
D3 72 VO s A N
HIZHOWTO Ahal . A
i gﬁga: /)d(J;bf:. ajﬁa-
F=7 L. R B B
% 5 [E O R % k1 )
O Py i T
R8T 2.) (721 -




HARICBEED H
R A IED)

TARTA
DRI

e

A R7A
g -

e - R
(E7= 13506 -
ZhFABE D B
2 o i T)

ik - H&
(E7213 8% -
HAEIZEED H
2 Fefk & )

HARKTA
D R HLFR SC

1 4

A ]

A RKTA
g

BhHE - R
(FE 7213 %hsE -
DRI BE D &
% G B A7)

Mk - H&E
(£33 -
HRICBEED H
2 Fo Ak AT)

A RKTA
D R HLFR ST

e

{INEs|

A RZ7A
NE:

EE - AR
(E 7130 -
HRICBIE O b
% wCH B FT)

Hik - H&
(E7=1xHE -
FAZEIZBEED B
2 FR L PT)

A RKTA
D IR PG

k=

nE

A R7A
>4




Zhie + 2R
(F7213%)

HE -+ 20 R B
D & % T E
)
s - HE
(¥7213H
- R B
D % FCH
)

A RZT7A
> DR AL
X

fiii #

ZN | A RTA
4
Zhie + 2R
(FE7213%h

RE -+ 20 R B
D& L FL i
)
ML - &
(£7-13H

1% - &I
D &> % FL A
At)

A RTA
> DAR LG
X

1§ %

3.

LLHENKITAR D E WD AFEKICHR « lREFEIZHONT
(1) BAERAALEalER, EYBIERRTE IR D AR E L TOHRE IR

<R DK R ITHE (RGO SE) | MRms /. SCHR - pliE 55 o e #
FH oD AR I 55 >
1. RKEEZEZXNZFEOESNAY TREHRE 7 =2 #EE$ 25 PubMed & M
WTHER AT o 7, BRBIRIE 2014 LR & LT,
“Hereditary angioedema”and “home therapy”




<IN BT D b IR AR >
1. Petraroli A, Squeglia V, Di Paola N, et al: Home Therapy with
Plasma-Derived C1 Inhibitor: A Strategy to Improve Clinical Outcomes
and Costs in Hereditary Angioedema. Int Arch Allergy Immunol
2015; 166: 259-66.
2015 TS SN BLEMFE, 2010 05 2013 FFITNT T A & U
TSR W TRARME M ¥ IE O 52 Wr 8 > iz %’ﬁbfcn4y77
F_R—F —8EHOHENICUYBEITEGAIC 1 FEZEOARZE L &
ﬁ%mowfwﬁ@%ﬁﬁbmtomA@%%®9%\%AﬂEE&
Holeoo hb—=27ZSML T, 2055 17 AW H CESHRIEIC
BITLE, 2o 0BFIZONTIHIARE HESCRE - (KB HISEE
W2 U7z iE s, BEIEEICE LT3R 10% O ZER Lz, 2.
H CVESIZ K » TERMERIERIE O EAIFK G £ T“O)H#Fa’ﬁ e S-E SRR
DIER S E £ TORFBITIEME M RO LN, Mt PR BEZEITR
oo T,

< BARIZEBIT B KRR >
1)

WICH-GCP ##LO R RBRICHOWTIX, FOEIRWT S 2 L,

(2) Peer-reviewed journal e, A & « 7 U > REOHEIRN

1) Bygum A:! Hereditary angioedema - consequences of a new treatment
paradigm in Denmark. Acta Derm Venereol 2014; 94: 436-41.
Hk 7T ov—27IBF D ak— M, 80 NDE=MEME FIEEE %
11 - TR S ICBRE L& 2 A &FF 7,809 RIS AF 4 Fiék
L7z,
fif R 2012 4F 12 H £ TIZ 39 ADOBEPREMEREICK L THERE L F
M L7z, B ~DOREZZ2IT 3.8 H/AEND 0.6 EI/AFIZEA Lz, HER
(f CAERLEZ & THEYFRIEDOREIL MM LN BEERAFFER
IR N o T HIREEHER TE R o T LM EE OB PR H 4 2
L7, F2, BEEEOEAICL > T, LDEMAHESSCE BICXT 5 2
FRRUDBFIIED LI e EINTWD

(3) #FREF~OFEERRI E L TORERN

<IN I T D B E >




1)

< HRIZEBUT D HFREZE >
1)

(4) %2 UTMBEOBHRIA K5 A v ~ODBMRN

<WIZBTDTA T A E>
1)

<HRKIZBIFAHA RT A ZE>
1)

(5) BHENEIZHR DRI CTORRMAERRAE LK OERMEHERE (EFE (1) B
M) TN

1)

(6) Lo (1) 226 (5) ZEEATLBEADZYPEIZHONT

<ELNEE - BRI OV T >

1) BRI ERIED AMRIEICH T2 Cl-A > T 7 F—x —RF O H O
FIZoWTiX, RKDOZL OETRD LN TE Y, ZOHRMELIEH N T
B, £, EHICH D EELORIEROBRE S < . BIRKHERIC > BER
EEEZLRD LN TNV, 2RI, ARBICHT 5 EREEE
DA REMET 52 L, BEFSEICBT RADT v R2 by 2 2 <&
THHRITF D MRV LTS, Sbic, BEOEFOE RN EXED
L BRI HEE T 2 RME RN R E VD LIEREN AR,

<EZEMHE - HEIZSOWT>

1. HAREHESR O ECTHOEN 24T 5 2 LI R OBERENIER & LT E
SFLNTVDLZ b, HAE - HE0BENREIIRYTH D L BT 5,
P H1% 2010 FOEEE = B o 2 2HI - T, KE 50kg UL FOHBEEFIC 500
EBRHEAL, 50kg LA EOBFIZ 1,000 EHEEHALAE UFIRNE G- &35 2 L
FLWVWS),

< FRIRBOAIE ST Ic oW\ T >

1) BENEEHELEZEICZOWTH+oRmirEbaby TR WEBRES
FRCL-A T 7 FRXN=F—RFZHEA L TRV ERERE O M 25T 5
ZENHHBIZTEDLZ L2 51E0, 2MERERICHEEL ZRE L T ERE
B CORLGERENEVHIRICEET 2REFORKMEO M LY, £
7o, BMERIEEZRIET DAEEEMICH 5 BEEZRKMT 2 2 EIFEESBRENICY




RERAZEZ LT T LT KD B0,

4. ERi+T _RxRBoOMEELE F0OHEZR

1) R ECMBERFEEE OBAMEEZ -T2 L L, BRaEOBREDTDIC
FERRB O EENLE L, A XU T OMIETIE, D &b 2 KM
DEEFIZ L DHHE & 3RO EFERTH N ITTONTWD 12), £, DAHE
THRATLTHOENMRD IR EE OLA . EMI R EFRERE O
. FERSCHIN ORERR. WERLERE OMER B RO LTV D 13), iz,
Ry LI K DO REAE 1 BT 0O B LA IR B (2 k9 D R I e R S OV
WOEET s ha— L EBBIZ LT, BENEMIKSLESCHEEFS
MEETZRFICA Y TA VLR E AT 52 & & BRMRTERERGD
72O DIRFIFERE N RAI R Th 5 14),

K5 BEICE MM AE MR RIEOZ W A HEE L T\ D HRHE,

HE BEREERLETIBREICH L CUEREERICLIDIHEL2EKT 5,
R R—RB L EHHRREAGK LZEEFEDO I L, ERICKA ZH#ITTD 2
EERRWLIZEBEICOWT, T A TIBIBRIR O 1FEIZHONT a. A
Be - WP B o2 b, b, IERFEH O EFNE G £ TOREM, c. FHIE G »
SIERTLAE L B E TORFM Z FLRET T 5, £ 7o, [FIRF IS HR IR B e PR ik
D E CoOERIEEE BELAEFGE (MRBESCEAOR T ~OFH 72 L)
IZOWTHET S, BEICIEHE — L@miEiisE ot & Mok
DL D ERBE L. BREMBOZDOFEBICHONVTHLEEMNIT S,
NIZATNVIZHTe> Tk, HEEREEEZEET S, AR EDH TR
EORERBRRH Y . HOMIBREERES (A7 vay ha—)
WEEA ST EREEEZ A v 7 A4 U REGEHE L B TR L,
HERAERFRPBE LW L 2RI N T4 T AV EMBET D,

PR B R O ATEDE Om (AR - WPt B OJEA) SLAERIEEL S
B - HRETORMENZ 774~V T NI ALAET D,

5. fii%

< Z Dh >
1)

1) Cicardi M, Agostoni A: Hereditary angioedema. N Engl J Med 1996; 334:
1666-7.

2 ) Longhurst HJ, Carr S, Khair K: C1-inhibitor concentrate home therapy
for hereditary angioedema: a viable, effective treatment opinion. Clin Exp
Immunol 2007; 147: 11-7.

3) Bork K, Hardt J, Schicketanz KH, et al: Clinical studies of sudden upper




airway obstruction in patients with hereditary angioedema due to C1
esterase inhibitor deficiency. Arch Intern Med 2003; 163: 1229-35.

4) kWEE, HEHE., HREZEE, i IR X2 E 8 TOMEL &R o
ToBARPE M A PEVE I O —RER].  HRRESREE 2012 23 @ 21-5.

5) WEBY : BEMKEHREL R LIZE &:Mﬁf&@ﬂi@ﬂé&é\fﬂ H R
ELfEEE 9, 35-38, 2013

6) Fuse T, Nakada TA, Taniguchi M, at al: Cardiac arrest due to airway
obstruction in hereditary angioedema. Am J Emerg Med 2015; pii:
S0735-6757(15)00246-6. doi: 10.1016/j.ajem.2015.04.003.

7 ) Agostoni A, Aygoren-Pursiin E, Binkley KE, et al: Hereditary and
acquired angioedema: problems and progress: proceedings of the third C1
esterase inhibitor deficiency workshop and beyond. J Allergy Clin
Immunol 2004; 114 (3 Suppl): S51-131.

8) Bowen T, Cicardi M, Farkas H, et al: 2010 International consensus
algorithm for the diagnosis, therapy and management of hereditary
angioedema. Allergy Asthma Clin Immunol 2010 Jul 28;6(1):24. doi:
10.1186/1710-1492-6-24.

9) Kunschak M, Engl W, Maritsch F, et al: A randomized, controlled trial
to study the efficacy and safety of C1 inhibitor concentrate in treating
hereditary angioedema. Transfusion 1998; 38: 540-9.

10) Craig T, Aygoren-Piirsiin E, Bork K, et al: WAO Guideline for the
Management of Hereditary Angioedema. World Allergy Organ J 2012; 5:
182-99.

11) Longhurst HJ, Farkas H, Craig T, et al: HAE international home
therapy consensus document. Allergy Asthma Clin Immunol 2010; 6; doi:
10.1186/1710-1492-6-22.

12) Petraroli A, Squeglia V, Di Paola N, et al: Home Therapy with
Plasma-Derived C1 Inhibitor: A Strategy to Improve Clinical Outcomes and
Costs in Hereditary Angioedema. Int Arch Allergy Immunol 2015; 166:
259-66.

13) A ARIEM M EE M ARAR LR E SR ¢ M A K EE LS RIED 7T A
K742 (2013 % k) .  http!//www.jsth.org/committee/ssc01_03.html;
accessed on 16th Sep, 2015

14) JEA S @A EBJRE - A am o O REE IRl O BEEREICHT D
e AR B e O S OV R L I R 2 0 DM AR MBS FE AR SE B~ D 77 B O BEER IR D F b-
D FERIZHOWT, EEFE 0131 % 1 7=, 2014

10




