%48 nEiok¥P Hematological drugs

4.1. 3% % io% %P Hematopoietic agents

4.1.1. =z s 2 & % (§§ # EPO) hu-erythropoietin (4r Eprex - Recormon) ~ darbepoetin
alfa (4 Aranesp )~ methoxy polyethylene glycol-epoetin beta (4- Mircera
solution for injection in pre-filled syringe): (93/5/1 ~95/11/1~96/10/1 ~

98/1/1 ~98/9/1 ~ 104/12/1 ~ 105/9/1)

LLig*mfeinfhis® =22 B? RIFMABTET 36 > 4olb &8 gn/dL 4™ » ¥
ferritin -] > 100 mg/dL(2%& 475 * ) ~ 2 200 mg/dLCE 47 4 ) > F 7 i E48F 4
Z - (104/12/1) -

2. % R Ll £ BI2 M ERZL T E N 2 PR R KBRS
b 17 e - (104/12/1) -

RFTHRL BT ARy 1 (104/12/1)

(DAY THRpFZL S 4 > £ Hb OGgm/dL > & % 7 HRZTHBER L (eGFR < 15
mL/min/1.73 m®) » # Hb < 9gm/dL -

L% o i) AER L b P RS 10gn/dL > # & T 525 4 > BTriris
B AfpEE
1. Hb42:E 11gm/dL
1.BZLeh* 060 8Fp b2 2 EAE 1 gn/dL -
O.4cHb b p - PR (- 2= B ) BRI E > 1 RE S e
-

(2)= P AT AR - B0 7 A28 20, 000U (4r Eprex ~ Recormon) ¢ 100mcg (dr
Aranesp -~ Mircera solution for injection in pre-filled syringe) & & R »
WFRERY > BEATREFTHAGeESL s w Y Hb B w0 e R E R R
Ee-EHE)E R 32d - (93/5/1~98/9/1) -

(e * AFHER2 & RS LB (CAPD) 2 ASHTRF FIpITF R e * A E R
o RRTIEF e RAIDE ERAp e pE TP 0 2 T ER(KE
2 &R A 'ﬁ “t) 1 (105/9/1)

L. ipdir 2 st b =1 kB e & - (105/9/1)
I.AZSHRE 2 F 3B Bkbe oY inRis 62 8% kKAC
=t ° (105/9/1)

(4)f€ * * g 25 W 4o F byt s prHb 2 R 7] o

4. "R A & H B ek Mehpa o3 7 # % Mircera solution for injection in
pre-filled syringe : (95/11/1 ~96/10/1 ~ 98/1/1 ~ 98/9/1 ~ 104/12/1)

(DR G AG B RL P FEoRa sl g i - 2 Hb<8gn/dL 2 Jp 4 #
o R L F NG Y KAehy R (Fe ek 2 R
Bich®E) 2 ki EPOsF o 2 (98/1/1 ~104/12/1)

(2)Epoetin beta (4 Recormon) ¥ epoetin alfa (4r Eprex) ## & % 150U0/Kg =
¥ 30k B AE 3000/Kg = iF 3 =t » & epoetin beta( 4~ Recormon )4~ #| € 30, 000
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¥ = > epoetinalfa (¥-Eprex) 4 # & 40,000 H = > =% 1 = » &3 # £ 60, 000
¥ = » &% 1= ;Darbepoetin alfa (4 Aranesp) #*#| & 2. 2bmcg/kg » # i¥ 1
= > BB #E 4.5meg/kg 0 % 1=t - (96/10/1) -
(DF A Fpirbt 24F it Fioh Rz 2808 4%~ izt EPOR* o
(104/12/1)
(DFETIA 2 m A o Tkt @ AEEE
I.Hb 42 10 gm/dL (Hb>10gm/dL)
O35k 6358 p b2+ 2 EAE ] gn/dl -
M. * &akFdie 4¥(104/12/1) -
4.1.2. 9 s34 £ % (G-CSF)(101/6/1) :
4.1.2. 1. @»c )3 8% (4 filgrastim ~ lenograstim) @ (85/10/1 ~ 93/4/1 ~96/1/1 ~
101/6/1)

1.
(Do framre SHLA -
(2) % BAEP i X # 'gm%wo

()£ x P8 kv ]%Lw o IR AT }j‘g (%9 o ZEE > 1000/cumm > 2 ¥ 40 o
#t (ANC) ->>* 500/cumm) °

(DF @ A RHLF b F 000 J582d 23> 1000/cumm » & ¢ {44
w3k (ANC) > 500/cumm ¢ - ¥ @& * o (96/1/1)

BIERL LI AM T B A RERFPFRY - 183 FIES AR 2T R
(86/9/1) -

(61 B sk » H P M wsfadd 2 % F79 o w33 100/cumm ~ B+ X ¥
FI~FL M B BFRBEEPLERAR LT A BBARZE S -

(D> g # a2 LgipeE (MDS) i 4 > FFIRE 0 Hd w5kt
(ANC<500/cumm) ™ H @ g 4 pF » v e * G-CSF» w2 Biv 5 £ 82 ¥ 444
@ o

(8)F B w pitm e B — 7 B p WA BRI e B2 4-5p B
4o g T s G-CSF > # A& E 5 10 g /KG/day -

2. ,&—‘ﬁ&ré v 342 4000/cumm > & Pt w 3R4A2:E 2000/cumm BF o TR EE o i ?E
FHEPRES R IRAF R p ke P WRE S, DTS L@ 2 0K BT
P PMFLI e Az - BE BT ade o PliBY o T pEiE -*gé
TRV P Mo o RECERME > TRBE -

4.1.2. 2. & »x7) 1 b+%| (4o pegfilgrastim) : (101/6/1 ~112/10/1 ~ 113/11/1)

1P ket g & # 3 F B )e 2 & (Fulphila 2 Ziextenzo 7 '31& & § ¥ &g
) %E%‘P#'J'ﬁihvﬁ'##ﬂ?p% i @4 g g f-b 3 1000/cumm EW%‘ v
v x If (ANC) > »% 500/Cumm—*ﬁ’ i#* - (112/10/1 ~113/11/1)

2. F — BN AEN LY 1L A B e A A o (112/10/1)

4.2, %7 N QR E w4 WA blood substituents and blood components
4.2.1.Human Albumin : (100/8/1 ~111/2/1)

1. & 5" % % FlJ & * Human Albumin 2 LT A R s *2 (96/76/1 ~ 104/11/1 ~
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111/2/1):
(Dkspm A g 2cfalkas i d
[LifRso A 22 B2 B RS HRRE R 23R 1000ml 8 & 7 & B4 fE T I o
ik > % % (hematocrit) >30%> 2 x & % (hemoglobin) >10 gm/dL Z & %
F# "l e pE o w RL R % & 29 4EA % 4 dextran ~ hydroxyethylstarch
polyvinylpyrolidone % - & &+ i £ F @A > 7 3%d Fd i3 F- L * L
*T50 gm (86/1/1)-
IM70 ez v 2 2 g™ gt l—’-)}au'f‘"%mr‘]l;u]ﬁﬁ/\’dﬂ,é;;‘."g
BheTrit * 0 F-d 30k > & - 4% 27250 gme (111/2/1)
(D~ F HKS KRG s F 0 For KR P A
I a5 }w JE R MY 2.5 gm/dL
1. R (FARF 2R B kM) Fp&d* 2920 gne
. Tmm B (RE Ry R Fo 36 TH) 0 5k s 25295 gne
111 £ E8F G -
iv " #4 o
V. & Fn4 % or (protein-losing enteropathy) (104/11/1)
BT R Y
(DEPM B + et HIZR L FF 5 30 FinA g 5 & E i
alpha-l-antitrypsin 2 % -
(1) 18 g™ (111/2/1) -
s Fo Fv kA M 3.0 gn/dL (96/6/1)
1 gk e
ii «’:%_“4’-*7“,% (>40 %)
IDFF v & i 2 de f ot Pdkoe - % £ 37.5 gme
ARER
(])B_ N P kv ER RSP HPPUEIT 3 X UM o deik § S0 b o P S S o BT 3
ApZ %
(2)5135}‘* o b 2 B RED Tk #i o 4 @ % Human Albumin YR G
A ) T Rdnic R FRETE T Y RF R Y RS h L .
(3)?51,%‘%%? -PgEFFF'“ 2R R ERPE R R R AR b2 e s - (100/8/1)
4.2.2. iZivy B (F 14 h% = F]F rVlla, 4 NovoSeven frid it chigs. f* i Af & F k%5
| APCC, 4rFeiba): (88/6/1~93/7/1~94/2/1~98/8/1~103/4/1~105/2/1~105/8/1 ~
108/10/1 ~109/12/1)
I.P&2 o x}}% AT - ~Z BB RES Y 54 rVIa 270 pg/kg 1V H =%
R R A Y MR R DA N AIE s T AR sk B
(et ot A2 2 AR R AR Y TR ER | AR kB
PESFRFCERESLCFE A 2T ) FRBH - FARZRY LR YUHP
R & e e BUARE B 20 ey - (103/4/1 ~108/10/1 ~109/12/1)
2. 7L %~ AL ﬂ—*a-}}%& :
v rVila 10~20 ug/kg IV q 2~3 hr» 1~3 &% 1+ & 3
%443
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B F AT T M ARE A H R

(D7 &4 (low responder) -dp% ~ Fl+ 4+ L ¥ <5 BU/mL 2™ > {154
RS €7 ERIEF o T ¥ /r-)%‘m 7 #m?‘l’ll% I pFEA EHE Oy
NF]G 0 T A bR R R R0 R EA o dom e E e d TR (2)2 3 o

(2)® & &4 (high responder) -ip% ~ %]+ 44 § = ¥ >5 BU/mL r2 b » W i¢ 7%
$I<5 BU/mL 1477 > def i st E N FlF 48 e RILE I
Ji o pFFuRg <5 BU/mL ¢

. ErMepF @ rVlla 70~90,ug/kg IV>gq2hr > 1~3#& & rVIla 270 wg/kg IV
B3 s 8 GL&RF D S 6 ) P2 b )& APCC 50~100 U/kg IV > g6-12h > 1 ~ 4
& & - (98/8/1~108/10/1) -

FEOTPERTH T (] 2 3 o

1. g e pFr @ * % ~ %3 100 U/kg IV bolus » 281 % ~ F]+ 5~10 U/kg/hr IV
inf. & % ~ %13 100 U/kg IV q8-12 hr 2 5 % » ¥ 12 4c Fif 4 cnduf B d-v 3 %
A o

EATPET @ F Tk [T 203 0F o

[1. 315 pFdege>5 BU/mL ¢

1. rVI1a70~90 v g/kg IV>q 2 hr» 3 & & & % b w 5 o & rVIla 270 wg/kg IV H =
AR E LWL > 6/ pFre ) ¥ b b bt g 3 fEA & APCC
50~100 U/kg IV > q6-12h > 3~4 # B & 2 b o 52k > M 35 X 5 R 4o & Fr
it PmpF(z Higde s g P RAZG AL DL R Z)FTHR - (98/8/1 >
108/10/1)

-&r”FTS_{E’ PTREeH T i o

11. 7 2 * g b e fo il e 58 (4o protein A) 2 Plasmaphoresis > 2 "f L F
G L8R 5 ATFF o

(3) = jiwpr :

I iFa B4y e 2 piisd X rVIla 70~90 v g/kg IV>q2 ~3 hre

I wiEs=x3i8r ﬁ]@ s 2 T~10 X ERP e B 5 R ai—‘sm@%i\"flf%)ﬁ'(g'g
Gt h R B AR L R E)FTAH rVIIaT0~90 £ g/kg IV g3 ~6hr -
(108/10/1)

[T g > piee 2 jisis 2 6 o g & APCC 50~100 U/kg IV > q6-12hr > F & < 5 4

AEFRLIRGTF L o
4.4 54 FlF Mz Bl ap ki o
(D#F 4 51325 E5F B -
[F g (=5BU/mL) @ &% T4 AL A Gehy{ 53 o

FFEE o MRl = 5BU/nL - # * % 4 F]F 200U0/kg 1V ql2-24hr, 2-3 =

ﬁiii%i’%$$¥’ﬁﬁM%fﬁﬁfg%%ﬁﬁxmﬁ%%ﬁqﬁz | PR
£)F 4 - (108/10/1)
I 1. MepET & % T g 11, -

5 4 54



[Il % » )@—*‘Ff o pEFURE> BBU/mL : & * rVIla 70-90pg/kg IVq2h > 3 & & & & oF
w a b2 rVIIa270 wg/kg IV H i3 548 & GRS IET 2 6 FF12 ) o & APCC
50-100U/kg 1V q6-12hr > 4 #E & 3 b i 528 > #0035 X 5 R P> 4o & F*
FwePnf(z Hide s g PRAEFALNLRTZ)ITHR - F T oBR
M FE % - (98/8/1 ~108/10/1)

(D F 4 71+ 5 &5F B

[ 7@ * %4 %+ & APCCo

[T waci* rVIlaT70-90 ug/kg IVq2h > 3 & & & 2 2k o 5 o+ & rVIIa 270 wg/kg IV
H A3 5% GRS IEL > 6 pF2t ). (98/8/1 ~108/10/1)

5. =@ * rVIla~APCC 2 ¥ F % H %kt -35% 4 F st stmia & T RE: i T)

z gagwg;fﬁ(ggafg,\ﬁg s o BAZ S L s BRSSP ED)TOR - (108/10/1)

6.AZIS BAIY 5 & F M iz o 2opop 4 0 (103/4/1 ~ 108/10/1)

(DA B PP r-Magde =t Il PBEG T EMk R EOESEF ¥
A 1-3 B B R B o

(DEREX LTS VRIS G o N 2R RRTES 1-2F 8T EP » BX

FRE LIS E R D IR XS L RA R EY
Hwe P F(Z B e P FRAZF A S N R E)TH - (103/4/1
108/10/1)

(B AREPN Mo NSNS B ISR T > VARTRA KR RS 12 B2 andisis
K E ook o (103/4/1 ~108/10/1)

(D Zp e HFME Y o2 B E (DI Q@B RYIFHF LRI 37 R ¥ ST
iR B EEIER s e

SRl Am R AL ek (YRR R R i g8 £ (105/2/1

105/8/1 ~108/10/1)
(D) 2 FFREn 22 6@
I.7@#* rVIla 70~90 x g/kg IV » q2—3 hr » & APCC 50~100 U/kg IV > q6-12 hr(#
5 - % 2000/kg) > 2ok s S0k 0 #0035 X E RP] o mAPET a0 HE % N T
%+ 100 U/kg q8-12 hr & desmopressm(() 3ug/kg)ieR o (105/8/1 ~108/10/1)
O.% i S B e EpF ¥ec? ¥ - ﬁéi%b_ FieR o ok v m ik
b PE T F R e TR N (&r protein A)#¢ Plasmapheresis @ 2 "f
W Fis > LR %~ F]SF o (105/8/1)
(2)F BRI ?%iﬁvﬂ“}
I3 jran s 3 i }EjgﬁFF'a&’a:ﬁ—‘F*f?
wg/kg IV>q2-8 hr e
I[. 3w jiee 3 5o HEWE = EK
U/kg 1V > q6-12 hr -
I @ * HRG e e Tk inf o £0207-102 5 RA]- (108/10/1)

-\\%

D 2 i r:}g}glﬁ'—iﬁldé * rVIIa 70~90

:\\%
T

2 G oo £ K i€ 7 APCC 50~100
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8.APCC » 4rFeiba > ik & Hisd » & = * B 5 A28 1000/kg > * p HE 7 4
#8 200U/kg = (94/2/1)

0. - BEITIHEF 2 FEEY > 25 BRI E R E Y (o 1E % sequential
therapy) » FitmzefPpf(z g d ~vop FRACF A A T Y E)FTH -
(108/10/1)

4.2.3. % ~~% 4 m@a 73 @WH(103/4/1~106/9/1~106/12/1~107/11/1~108/10/1~109/3/1 ~
109/9/1 ~109/12/1 ~ 110/3/1 ~ 111/1/1 ~ 111/3/1 ~ 112/3/1 ~ 112/5/1 ~ 113/7/1 )
L2 b syt 18 FHr -~ AEB(Z SHr- B )% N~ H 4 RS TS A B

FePE o R R DA | 2 N RIE s A sk s (oAt - —2 %
B HG s A E R 5N F 4R BT AR e d) 2 B EFRITR EHL
BriOfd A2 T ) FRE - FEE 2@ L AR ikl i 1A 6120
L - (103/4/1 ~108/10/1 ~109/12/1)
2.7 AR BAlEf: a2 2o 4 (111/1/1)
(1) &z M I /5% (episodic therapy) @ i * — #&73] n SRR A0 R R et
AR N o L B S PR % J eEiE e (episodic therapy)z. #
v FFEFZAE - (106/9/1~106/12/1~107/11/1~108/10/1~111/1/1~112/5/1)
(2) g o UL AI(MC ]2 1) xppm 4 > 2 BEFALE R &Y (e
emicizumab)# ¥ & * o (113/7/1) -
[BE AZls % /A

i.Eloctate : (106/9/1 ~106/12/1 ~109/3/1 ~ 111/1/1)

A ® 3% 718- =x » &= 25-35 [U/kg e« & 4 % j18f- =x » & =x 36-50 [U/kg &¢& 5 =

A 8t— =t » & =t 51-65 [U/kg -

BE 2 A To®Er v 5[U/kg ExxHEF 7 RLEBO65 [U/kge 20+ 28

AR ERE O RFTEERFSL o

ii . Adynovate : (107/11/1 ~109/3/1 ~ 111/1/1)

A =F 328+ 2 = > &= 40-50 [U/kg -

BE 2 To®Er v 15[U/kg ExxHEF 7 LEBO65 [U/kge 20+ 28
PAZEERE ORFZTEENEE -
iii. Kovaltry ~ Afstyla ~ Nuwiq : (109/3/1 ~109/9/1 ~ 111/1/1 ~

111/3/1)

A #2823 3= > &= 20-40 IU/kg -

BE g To®Er v 15[U/kg E=xHEF 7 LEBO65 [U/kge 20+ 28
AR HERE O RFTREERESL o

iv. Jivi : (109/12/1 ~111/1/1 ~ 112/3/1)

AL =26+ 2 5 > &5 30-40 1U/kg 3 # 5 %16+ 1 =% > =& =% 45-60 [U/kg 5 = /184 1
=x » &=t 60 IU/kg °

B v v 12 vt b 2 Feting 2 A3l oo 4o (112/3/1)
v. Esperoct : (112/3/1)

A ABI2K #3812 #=65 [U/kge & % 5+ THHE 7 4L:E 15
[U/kg > E=®E 2 7428 65 [U/kge Akt 3 & i i’éiﬁﬁ%ﬂ‘"’*ﬂi‘_ C PF R

% 4 56



$Hh -
B.12 gkt & 4 =364 1 = > &= 5010/kg & /2841 = » &= 75 [U/kg >
& 8w g7 FAziE 350 1U/kg -
vi.Altuviiio : # k2 %+ 1 =t » # =x 50 IU/kg - (113/7/1)
vii, 2@ ®W# et -3 > & - S AE 5 15-25 1U/kg - (106/12/1 ~109/3/1 ~
111/1/1)
IT. Bc€ B Als >
i. Idelvion: #* »* 12 12+ i 4 et - =& & 25-35 [U/kg > &&= 2 i3 64— = >
# = 40-50 TU/kg s * »v &% 12 foop A =+ it - =x > & =0 35 [U/kg - (109/9/1 -
111/1/1)
ii.Alprolix @ & ¥z &+- = » # = 50 IU/kg - (109/9/1 ~ 111/1/1)
iii.Refixia®* »* 12 et b 2 g5 &> & 28— = > & = 40 [U/kg~ (110/3/1~111/1/1)
iv. B WA EFFAH -2 - HE 5 30-50 [U/kg-(103/4/1~109/9/1~111/1/1)
I % TR R F - HIFP s 7 UREBRR L2 0 dofp A AR R &
P B R S E S B Ok & (trough level) » # k& M3t 11U/dL » B F B EHE
(106/12/1 ~109/3/1 ~ 111/1/1)
IV, dops i f P A 24 Gk B3 P Al > RIERY S L TP ISR 0 £ Tl
P A ST LTS R 0 p A e A 2 RS FlF R F B o R R AR IS
Fo X ALAMIIER AT A M)A T EATR M3 ]“EL_J e o
(3) Idelvion *2* »>+3p b 5% - (109/9/1 ~110/3/1 ~ 111/1/1 ~ 112/5/1)
3. &% @£ s (immune toleration induction s ITI) @ (111/1/1)
(DEEI»F AR Y FFHIHRTRITHE px,]qu@..wy( ¢ Z Ik EcE
BEFRFRL) ol &) DGR FIS R ek o
()Az4oFE 1 &E ¥ 3=t » &=t 50 [U/kg B4 53 & & 7+ #4218 100 1U/kg/day -
(DB o nFts » = B2 WplFtl > o B4-3 B2 8 5 6B Tk %906
TREFER - AFFR o TR AE W 9B PR B2 2000 F ’lﬁiﬂ”t
HE S LA FHE T FALE 100 IU/kg/day 2z * vWF 2 % ~ F]F & 5
FTHERF -5 IR 8P AT ERFE (9B ~10 B 2B ) 2 20% ¥ 1
FTREA LEFHHEFF 2 B AT EEERFE(ID~21 B 2ZRF )2 20%
PG R « FHEF TR E R F 82 20 % BT L EF LR 0 1 5 A ARE 33
B oo
(4)#3*m P > i3] partial response (T & =+ fFMli>cf T I &2 D) P25
B2 Z 4% % N F|3F recovery rate ° % recovery rate <66% - PR REEiTE 23
45 1T & recovery rate >66% iiis 2 & 3 i 2 4‘:5%?%3 A ¥ 2 half-life:
[.%% ~ %32 half-life <6/ %> RIR B4R 77 2 > 084 ITI -
II.% half-life >6 - > v g A s HE T B [TI> 2 5 2 LE33 B -
F i3] tolerization (T & z M e B fofi>c T T g2 KD 5 N FF
recovery rate >66% > % ~ %]+ 2. half-life >6 /] ¥ KX J 3L anamnestic
response) > P ¥ &k ITI
(5)F o A M= = ITL 5 e deF £ R RUSH R AP D SRFRE R FEPIELR
54 §-7



* o
(6)7 ¥ emicizumab & & @& * o
(M)A B Y pz 23 % o
4.2.4. 85 % pic # & > VWF/FVIIT k458 %) (40 Haemate P, Alphanate %) -
Desmopressin(DDAVP) % : (103/4/1)
1. & & 38w i‘fgﬁié‘}%%i‘
(D% - A% % II%(Type 1 von-Willebrand Disease) :
I. 02 DDAVP ie % 5 R Al > 4o R 4 WF:RCo <10 IU/dL - A% 2&3%i¢ * DDAVP -
. =& i &) £t © @ % DDAVP» jaf B 4% 5 VWF:RCo 2 VIII:C #% 1t = 3|
30-50 IU/dL w2+ » a3 1-5 % » F DDAVP inh mocsl 3 # L ppFv & #
VWE/FVITI ik 25 LA -
I BcE B jpfr e € % £ jivael @ % VWE/FVITD R34 o B # 5 VWF:RCo
2 VIIT:CAzA= R AR gt b = 313 > 100 [U/dL 2 b o> 47 RAET-10 p p
# VWF:RCo 2 VIII:C # ik & (trough level)#® & 501U/dL 12
IV. 4o & 4F &5 DDAVP & 18 Z 4 »c % "5 14 > & 2 Zr$h DDAVP jo % 3k > g i@ *
VWE/FVIIT Ok 55 @A -
(2)% = Al# s = ﬁp‘(Type 2 von-Willebrand Disease) :
I.Type 2A % 2M VWD
g M o &) el Ao 4 83 DDAVP Js Ry § 2% 0 Js s DDAVP 0o
m BB o 4eié % VWF/FVITT Dk s @Al - ind P 4R 5 VWF:RCo 2 VIIT:C 45+ =
3 30-50 TU/dL =2+ » 3% 1-5 = -
I ERE N oS~ L5y ¢ & Type 1 VWD 2 TII R 2 il o
Io.Type 2B VWD
1.DDAVP # if & & * > Type 2B VWD »
11 dE R d &) R i VWE/FVIIL ks @A i P %5 VWF:RCo %
VITI:C 8+ = 5] 30-50 [U/dL 2+ » fa4%1-5 % -
111. £ :"ua'.m)%‘ €& et R Type 1 VWD 2 TI] 2R el » ¥ 9 Bid
Lo EER > L EPFRLS m/J‘%Fﬁi%]'}i °
Il. Type 2N VWD
i. @ % DDAVP ;5% v ac 482 VIIL:C» e VIII:C X % § & -
1 4R d e &) E s i@ % DDAVP & VWE/FVIIL k5l - o B 55
VIIT:C + 2 3] 30-50 IU/dL »2+ » a4 1-5 % -
i e N inf 8 €4 Sl @ @ % WE/FVIIL kA - iok B %3
VIIT:CA=4= k& + 2 3% > 100 TU/dL »2 F » &7 R HE > T7-10 p p o
VIIT:C B ™k R %50 IU/dL =2+ -
(3)% = 414 % J5 (Type 3 von-Willebrand Disease) :
L. RAlfiE* VWE/FVIIT 0k 55 %% > DDAVP R % fgig * -
I g A ik o] + e ¢ i % VWE/FVIID k35 - 7o P 4R 5 VWF:RCo %
VITI:C 8+ = 5] 30-50 [U/dL 2+ » d4%1-5 % -
M. jc€ mio B 8 &~ £ isic® & Type 1 VWD 2 [11 2R % &® - f& Alphanate
¥ 4 5-8



7 g% 2t Type 3 VWD o 4 i i7 € & £ i o
2.VWD B4 24 o 2 A R F el
(1) = -] f‘%ﬁﬁi%]'ﬁ v g @ % 8§ VWF/FVIII /%‘Fﬁilf”?"lé Sek P ERERE
mF iyﬁi,;g{9§si§51ig¢o
(2) # i ik &(Cryoprecipitate) ¥ 124 g i@ * v e Ao @ * i L @EH SRR
ol A o
(3) Fush m3=v 3 f2 8 A (4 tranexamic acid)™ ™ ¥ i * SN AR i (402 &5
B ol i e ) dek s Ee o & E @ % DDAVP & VWF/FVIII &
SRS R -
(4) #27 pF~ 5 fop &7 i@ % B = DDAVP #c + tranexamic acidisf > # i & # * DDAVP
BRI 8= VWE/FVIIT k5% A4 tranexamic acid isf
(5) *" &§iB 5 B Hipi» gl HeE /% HE WA & tranexamic acid ipf 0 drk
ECPERI & B » DDAVP & VWF/FVITT k5Bl g -
(6) VWD & F 12 2 & ip Rk
I. DDAVP WA A3 e e B R
. Type 1 VWD : A 45 & ¢§£ =
IM.Type 2 VWD = 2784 A & p R4
IV. Type 3 VWD : rﬁ*ﬁ”*”*ﬁ*ﬂ%%ﬁﬁﬁ%%°
V.4 Type 1 2 Type 2 VWD chifiZ 4% » BiZE AMA S+ A5 %K 4
VWF:RCo 22 VIII:C > 4=% VWF:RCo <501U/dL » & #24p FF RIRZ S EF TP 0
g o Type 2BREZ o+ BESIL L L 5 £F° o
VI. A2 &2 13 > K3z 5a4F WF:RCo > 50IU/dL 3-5 = -
4.2.5. %= ~ = ~ 4 ~LiEn FlF 45 & @A (4- Beriplex) : (105/7/1)
L T SR A F]F AL o ¥ R AR L R TR T ALY G

e 3 4c (fluid retention) & ©
BRI IoR °
AR ¥ & i {7 episiotomy PF » & 3 ELIE

1. dr 2 B - g 75 B AT @& e FIAX M H - ¢jij‘i"<i§:_‘ S E S %
’LE\: 6‘{-‘5'—[’4]—”"4 '&*&hlngr}wﬁilﬁﬁ ]I jﬂ_:]\j_(‘;}l%‘o
2. bt 2 H - e F]S WHT @ chfR > FH - f’il%"fi:’ﬁ—‘ N U S A S

LR F]F g 2 AT d S E e o
3. FI B & R ?‘r,,; T (Ao B A R S Y F g f;; )N &R IFE
CHECE R SR L E R
4, WFR?* coumarin AFFust o Fid 2 H P sl A= Al o
b.axZ a4 2 KH B ahpd Md g ‘”’?f,%.iﬁtrp?fo
4.2.6.Human plasma coagulation factor XIII (4rFibrogammin) (107/8/1 ~108/10/1 ~
109/12/1)
L“*?*iﬁiﬂ4%iiﬁ4o
(1) 7 &4 pF
AL ERZ Y RO
10-20 TU/Kg ix 6+ 1-3 &k X 2k & o
B. & dia
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|rml.

20-30 [U/Kg i1 od4fc=x > ¥ Bl #cp 2 - % > 2 1 b o4 gEP i > 2238 30-40
[U/Kgixét B x 32 -%%%> 38 3 b o

C. s

20-30 1U/Kg» & = ;286 1-3 = > f@fé 10-20 [U/Kg iz e+ 2-3 = o

(2) p S
#%10-40 TU/Kg> & 42 63Fi164- = SR RAE N FRv# 3 40 [U/Kg# 4
R CTER S

(3) |z P+
B 56 IR FTEHB LS 0 TRE LW R BT AL F HIRH e

(4) H LAY pF
@éﬁ&%ﬁ&%&%ﬁﬂ§W§’ﬁ%%%ﬁjﬁ@%§$%W§ﬂ§1&ﬂ£
F R o

2. P2 XIII FlF & L4 > @ifw = ~e HME(D S4w = B 7 )% - 250 515 4
B MK VR R DA N AIE s TR e e (Aot
o 2AREE R AHAERY 2 B e R R 82 FEF R EHL
EAACRA S ANZT ) FRBHE - FEE 2@ L R ikl R TR 2
oy - (107/8/1 ~108/10/1 ~109/12/1)

3. ?ﬁf‘f ']t*_iéf)%‘(primary prophylaxis) @ " & 4l ¢ & (Factor XIIla -]** 51U0/dL)
2 XITI B33 2 4 o FEP LR % 2 g B2 F IR 1-2 E Rl 5 ¥ 2 %+ = fia
Fl kR -

A, o TEE R R APAER Y o

4.2.7. a3 L H Ryt Z 45 (4 Hemlibra) : (108/11/1~109/8/1~109/12/1 ~112/7/1 ~

113/7/1)
U AL AT F P A R B (FVITL 1 1902 § 4l A 205 % i 4 297

[ R
L%%Ayiiﬁfﬁﬁ@%‘ﬁﬁﬁ@% *%bwTﬁw
(1)’ Bethesda » 472 2 ¥ - S &HF F 7 % ~ 5o F|F Frd (L F88>5. 0BU -

(108/11/1 ~109/8/1)
(2) 1 * Hemlibra 24 -] pFriwn $Ejs & 4= Jf 2 0k & % o i 4 g B~ Feiba & JF L ¢
%is o 43 gH 4@ * Hemlibra - (108/11/1 ~109/8/1)
Q)FE#FF 2L - RES L rVila s ~EL 73 e iR His E4%
FE# 4L Feiba o
[. * rVlIla» Z & KJ<H £ (45-90 ,ug/kg)F’“ ﬁ;f% AT LR B HE e
[I. * Feiba> % - =t i@ * 2 ¥ 428 50IU/Kg; F % = # & * pF > — X N 7 {74238
100IU/Kg °
2. % St Fed (FVIIL )22 1) A% M A2l 2 A 2 in o e & T i o
[E = S E P#Hﬁ% r AERIGEDFEI L CH(ABR) <36 ‘”J" 2 (112/7/1)
UMZ%HT;QQ%O

()2 RS NRAL FF R EERME L 2 E g FHE e = #(ABR) =~
'};"6 —?_]z o
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(3§ &2 M o
(4) P &M & (target joint)dlm L EAZiHE 3 =t 11+ —*Ff o

3. L T srTE A 5% (prophylaxis) @ #4743 > & ik - S 3 mg/kg(f FAIE)
2t i A - A 1.Omg/kg s F 2% - =X 3 mg/kg & F 4% - =x 6 mg/kg (&
#F&/E) - (108/11/1 ~109/8/1)

L ZETTFAREPALRY > AV - ESNOWRFEE Y PR 4N
oo ¥ G FREME DD s £ F 5 RRFY B2 2 RRRREKE
(aPTT ~ PT) & 74 - (108/11/1 ~ 109/8/1 ~ 112/7/1)

D.FF 2 Apmpmt Wihwr- 2 - RE(L 53w - B2 ) * > wIoR RV
TR P RN AT XA Kipf (Aot A S N2 A 2 AR e AR

K" LI RAMER LT f B 8L )2 FEF R TR LR &L (4
4 ~2.7 )0 (109/8/1 ~109/12/1)
(DF 1A Tiisf- =4 > 7ihw - <HE
(2)F 2L T2 sbf— ’k'ﬁ T Y - SHE
(3)F 4L T2t 4 ﬁ ) EJJ‘* 4 ¥ 52w FeAf Fid o 1 LR SE B
6. 22 % ~ e F]F WA 2 FE o (113/7/1)
4.3. 2
4.3.1.Deferasirox (4r Exjade ~ Jadenu) (96/7/1 ~104/12/1 ~108/7/1) :
R A «r)%‘rﬁkl i %ﬂfﬁliiﬁ?‘r/w%& (%L P BT ) AR E A E 2 R
SRR ﬁtw;mw - %
1.2’1‘."‘]24/3—]“.*_?& hREE e P LEEE R
2. %%ﬁﬂﬁiﬁiié')ﬁ‘; CEFBFIHZEE o MR
2000ug/L pFig * o
3.7 A1k JiL AR )R B (104/12/1)
(1) * ix it [Iiaf, e £ ﬁ}gﬁ-iﬁﬁlﬁ;iéf‘%ﬁ(%’— 'ﬁ@?]ﬁ; B BH
—“‘) v 2wy (Ferritin) > 800ug/L(2 = it hmit AL IR
TEET 3B T#”ff‘—’.bﬂ L E R ) & 58 F (Liver iron content )
> Tmg/g dry weight ﬁ °
(2) % "F548 < 3mg/g dry weight » x5 p 4839 (Ferritin) < 300 ug/L P =r
5% o
4. 3. 2. Eltrombopag(4r Revolade) ~ romiplostim(4- Romiplate) (100/8/1 ~101/9/1 ~
102/8/1 ~102/9/1 ~ 105/8/1 ~106/4/1 ~ 108/6/1 ~109/2/1)
4.3.2.1.Eltrombopag (4 Revolade)(108/6/1 ~109/2/1 ~111/2/1 ~112/1/1)

LR 2r 6k bz B p (LA E)L L Sep(ITP)E ¥ 8 8 )55 (&)
ot EE  ARIREY B)A Rk E o D P ET AR - Fier 1 (105/8/1
106/4/1 ~108/6/1 ~109/2/1 ~ 111/2/1)

(DO i‘e%”ﬁ—”ﬁ*ﬂf BE o 2R eT oy i (109/2/1 ~ 112/1/D)
1.3 %Z*L%Miﬁn‘ /\H%ﬁﬁvﬂk.nf“ﬁ‘*‘ v 2w o] <80, 000/ul °
.85 517 i 6 e A f2 2= i
LSRR 3 BT 2 A > ¥ V*fﬁ‘ﬁ%
L1 ¥ )2 e 80 IReg o
54 §-11

RN FY N
\

4 7
B gp ke (Ferritin) >



.

i, v Ea & iﬁgﬂnﬂ e

iV'JF'fﬁw——é—J‘i]‘ﬁ TE’I%F&FFF ¥t £ f’r”ﬁy-”iﬁ*fkfo
=
B

<
Ty
)

II. %m&;w@ﬂf& FEtwE AR LT o TH 123 o
[V. ~&x.2 romlplostlm WEE- @R a7 AmR 2 LPES TR o

(112/1/1)
(2)#\% B ;Fgf_m“ky Kf %_:Fz ) @ f,s L ;uijF % =3 (109/2/1)
ﬁPL’J%F<20 UUU/ML(’lI} IS E&) F g mE i uéb——*ﬁo

Io. iﬁ#k“,%“fﬂ T C AP+~ 3 F g 1“ ~ 78~ (Hypersplenism) ~ ¥ &g 42 7 2
EEFMDS) ~ £ 27 kg ~HIV - Fiofip b 2o |47 1T o
m,ﬁiﬁ&iiﬁ%ﬁf‘f’&lﬁ? ’ F]’(‘Z' ’\;F BE = B2 4o ’j-é“’* v 2_fsE B ER
=¥ 3o ] 50, 000/ul F > A -

(E T E&EX ’?ﬁr’«’%kﬂf A Pi"fﬂjﬂrp iE i+ 0 (109/2/1)

Lo w47 < 20,000/ ¢ L» 25 PR S st f o
Mook 1236 Fal ] FaPiEFANNL XL P72 FL R o

(4)= = # &~ 50mg 5+ T - (109/2/1)

BB RF > 2 FRpEFEEY LEIEFRY > ¥ eltrombopag ¥ romiplostim # & & * -

2. * A EFFREE(SDFE B2 ke 2 22 A > FRERETAER
(108/6/1 ~112/1/1)

(D7 g EFRLFmeHERFL
(2)2 &= 7 ika‘e&x#mm’”}l wie f R IR 0 (ATG)in R 2 p & e
(3)@ ;i’il’%ﬁ’vzﬂwl%?"*’k FF—»}?ﬁE—u 'I}uﬁm’7lb""6%g€£%£d
FoOEERIRTLRKE AR

(4)~ % &2 romiplostim @iFH - @ * > a2 dmtx 2 LpF> v * o (112/1/1)
4.3.2.2.Romiplostim (4-Romiplate) (108/6/1 ~112/1/1)

L2 g p B ER(LEMR w4 Z 5K sgp([TP)E #2308 8 5% (blde 55 7
R~ ARTRIS F)ARRF > 2 B ET AR - H R 1 (105/8/1 ~106/4/1
112/1/1)

(1)%%#&%”#%#% BE o 2@ e 0 (112/1/1)

[LRHELyaRImdEr g a2 g4 > 2 a4 <80,000/ul -
H.—;‘\J T EEFERA R - iR
im}f-rﬁfévfi?ﬁ%ﬂ‘-f’éﬁ ERE SR e
1. Eﬁ’-";‘”#] #E ﬁﬁ‘nbf-ﬁlvsi°
111, 9 E 3 BEBH G F > o
iv. 3 His €4 £ q_‘?”p%l%fﬁ“ | 77 ﬁ@@f*’«’ﬁ—%*ﬂ,f °
Im. %‘3#&;‘:”5—”* ﬁ?ﬁ BEEVEARZLEY > AF 12iF o
(2)7‘*\‘3%1”%—%*7%_" * iE@i'E-F’?ﬁr—’?%*ﬂfi,&ﬁ TR AT A iE i 0 (112/1/D)
L& 47 <20,000/ pL(= 2 P2 2A=)> 25 Hss Na Bdy o
(112/1/1)
II. /‘E#E%‘f A% ¢ M (Hypersplenism) ~ # &£ 2 7 2 3 (MDS) ~ £ 2
A pa ~ HIVRA M Fiokphzw [T o (112/1/1D)
Mpgtdngaridr  pa? U 2B o de? FF* 2865237 J1
=¥ g P $>50,000/ L > g oo (112/1/1)
IV. ﬂ\&%é?ki’ eltrombopag W iF#H - @ * > 25 A 3 LPF> TR o
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(112/1/1)
(3)15%#%1”#”%*7% By oo f«‘“'ff'l“r)a I,i o (112/1/1)
I.i6% o) %F<20 000/ L > 23 ﬂﬂ-}i;}’l’j°
H.ié#ﬁfl?i’tfé’—?ﬁ;'J'%}?ﬁ‘Pg%EJJ ”' "#\w:f’ﬂ BL e o
DHFFHE 2 10pug/kg 5+ (112/1/1)
(B)ich A 2 FFEFE* LA FY > ¥ eltrombopag £ romiplostim # # & * o
2. % A G B Frd }%‘,z(IST)F BH EapE £ 432 ]“:‘ o FRPEFERLETAER

(112/1/1)

(UZEA%iﬁmw%ﬁﬁ%&°Umﬂﬂ)

(2)% 4 23 4 & LI ee AR I (ATE) ISR 2 & = (112/1/1)
BDFEETFAEPERERY c FY F2 AU ABY 2> 2185 6B TF2

Yo ERME R R AEE - (112/1/D)
(4)» % %% eltrombopag & iF#H— & * > o3 Gdd 2 AP Vg * - (112/1/1)
4. 3. 3. Anagrelide (4 Agrylin) : (107/6/1)
L gh 5 N ax 245 Ratlte & 5y > 2% JAK2 ~ CALR & MPL 2
AFIREE VAEFTRT T -
2.AGE R pE TRETEA o
4.3.4. Icatibant (4- Firazyr )~Cl esterase inhibitor (4~ Berinert ):(109/6/1~111/2/1 ~
111/6/1)
LLpga gisune s @fn ¢ -kH(heeditary angioedema » HAE) # 2 7 Iﬁaiﬁ °
2. Icatibant (4cFirazyr): 3% 3t 2 v b 2 g8 p Cl popsdrd# 3 & 2. HAE %iﬁf*“
g rpheFgpkiok o X P& T AR RE D (111/2/1)
(l)ﬁ,ﬁ &R S FEY 5 Cl-faprdr @ #)4% £ jx (Cl-esterase inhibitor deficiency) e
(DR T el @i § 1R -KEERE FHE g 4o § 0 £ R P2Lgdng (7
(visual analog scale 30mm ™ [ 7 ], & B 100mm) & & {rigsnz 2 TR e
3.Cl esterase inhibitor (4rBerinert): *¥#* 6 kbt & - 412 %= 4| B
F R (HAE) & 3 (v > P EE X b 4o 3 ¢ £ A& enzbedngd (¥ (visual
analog scale 30mm 7+ » & B € 100mm) & & gtz 3 TR e (111/6/1)
F\%J—\,y:?i_‘g;?i?ﬁn B”ﬁﬁ, @HIE a2 @;( Eh ﬂ_‘g;?,l.?gﬁ:ﬁ %m—r,,
Lf'i’fﬂkzj' e RFEMFITD QF,]‘\C F At
(1)Icatibant (#cFirazyr):1 % o
(2)C1 esterase inhibitor : 1 =x#& - (111/6/1)
.3 ™ A F R et Ao K FURE 2 o R L B (PR O EINE R A AR
K)o %A # % icatibant/Cl esterase inhibitor F¥ » Jfirgop ¢ * B2 1
PR EFRAGCRAZ -2 AREFREBEL pIORELF R
Icatibant/Cl esterase inhibitor ip# e ) » T 20pm M 5 =0 3 fF2 01
Gk E BEAAE M ER A - (111/6/1)
6.24 -] pEporH
()Icatibant (4rFirazyr):3 & -
(2)C1 esterase inhibitor 1=t - (111/6/1)
4.3.5. Ropeginterferon alfa-2b (4-Besremi): (111/9/1 ~114/2/1)
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w3 R R (B0 vt~ 60 Rt T A H G s R )4 R 2
‘?\;Ai'fi,ﬁ.tjilﬁiﬁ ):T_TEEA ’»* %%i’kﬁ_é JAK2 ér_]fﬁ/? a.’/\ > ¥ f—‘@'f;lj ’ﬁ ;,1.'

AL L

(Dig* 2l fpi2E 1P H IR -(FEI S 4)mt 2 g o omepiis
Kl bt FFAE a2 E T Het<45% > 2% CTCAE2. 0 Grade 3 w1} enfi & & iE %

()2 27554
[.x 7 >45%
0. ] ##>600 X 10°/L
I, v & 3k >10 X 10°/L
2.7 5F NG APALS R o
eRAI2B T AR R 2L REF I T -
CE - SR 2B SEOR Y TR R o FISRIES ) RA L s miE (1R
gFT— =) e
5. A& (B & * ruxolitinib = & & X% o
4. 3. 6. Luspatercept (4 Reblozyl) : (113/1/1)

LG g fIn MR e F ez £ASEL e > 2 ¥ 305k B T £ » %
'ﬁﬁ‘iﬁﬁﬁgﬁﬂﬁli%iﬁﬁ_ﬁimé’ﬂjﬁa& o

2.+ %Jﬁﬁf—*ﬁtﬁﬁli PR RETA2 BiER
(1) 1_# R B 24 ) 3 J&%J 124 B w3k (RBC)H i+ o
(2) et AESin i ® 24 P L AQE 3D X DEEL I -

3. ' w R B P F T -

L. Z5ERFAPAURY > F UBITHh- > Lk F BEAELT
(Diedk 24 % (6 > &2 ioFkm 24 i 4p0t > RBC@?] e B LA B E M>50% o
(2) s 24 F 0% P o i ads '_RBC%?] B PSR A# B E M>50%, gk e

5. B~ &£ # 174238 1. 25 mg/kg (& uﬁf'ﬁ 120 E5.) »

6. BEIE ! FRIXABEEAHMELH UFEPRAENNKF R MRBE

4. 3. 7. Lanadelumab(4r Takhzyro) @ (113/3/1)

L g fmd AT R A B e 12 ket > fp Cl fapedrd @72 28 @ f2n
FPIOKEHAE R ¢ > (F5 @ @t g ki r B3 (T2 b B R 5me 5 Cl-
fig f¥ #r 8 A 4% £ Jg (Cl-esterase inhibitor deficiency) i # & T 7| T — fifk i i :
(D@ * P RIFPHES > 2 30FL R F8FF G 2 ERFF(RAFEN

EEL [4e: 378645 40 ’Z‘ffez icatibant & Cl-esterase inhibitor] % T"“ ER
S 2o 18) o
(DFZ g ~mEHn g 2HEL PR?EW tt/p)%‘ » A 4e# * lanadelumab 7o
o ,@sﬁu;;g@@.ﬁ AN 3 0B 302 é;v}%}.r, g;_jé R
FE(ER FHERLE Eop [ FprBE3ois-FEpgdglagiv)e
2.0 HE aPFHE D F 300mg/4 F o
3. RE
(DFEPs 2B 6 B2 L5 3 ivedro
5 4 §-14

A~ o
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(DFE> Y FEr 2T R G AP BB EFBER NS L RER R 200
e

(DREDEFEF ARRE R Frgsdnzir .

L 753 nFhpapger  Exd Fubme 5o

.4 w5tk A4 * lanadelumab io 3 B Pt o TRELFEFERIGERE L
S EF 3B FY R T E KR (L& @ * lanadelumab i 3 B PR
mpr 4 pgiv, 2 HAE# (TR EMA 0% 2 X H&<(F 4>1# * lanadelumab /5
K 8P TR 2 Tt #e) o

6. % * 15 % D HAE # (T2, X =W 4>1¢ * lanadelumab /o o 8 3N #TBLR P2 3 (F=X
#e o



