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| Abstract |

Hemophilia A (factor VIII deficiency) and Hemophilia B (factor IX deficiency) are the most
common and serious congenital coagulation disorders. Accurate diagnosis is important and
essential for effective management. A definitive diagnosis depends on factor assay to
demonstrate the presence of factor VIII or factor IX. Bleeding should be treated with factor
replacement therapy at the earliest moment possible, preferably within two hours from the onset
of symptoms. In spite of improvements in hemophilia therapy, arthropathy remains as a sig-
nificant clinical problem. Based on numerous recommendations, a major goal of hemophilia
therapy is to prevent any joint disease, and prophylaxis is superior to on-demand therapy in
delaying or preventing the development of hemophilic arthropathy. Prophylaxis is the admi-
nistration of clotting factors at regular intervals to prevent bleeding. Currently the most commonly
suggested protocol for prophylaxis is the infusion of 25~40 IU/kg of clotting factor concentrates
three times a week for those with hemophilia A and twice a week for those with hemophilia B.
The management of patients who have inhibitory antibodies against factor VIIl or IX remains
challenging. About 10~15% of hemophilia A patients and 1~3% of hemophilia B patients may
develop persistent inhibitors rendering treatments with factor concentrates difficult. Alternative
agents for hemophilia inhibitor patients include bypassing agents, such as recom-binant factor
Vlla and prothrombin complex concentrates. Ultimately, immune tolerance induction to eradicate
the inhibitor is desired.

Keywords: Hemophilia; Hemophilia arthropathy; Prophylaxis; Inhibitor

S 4 8 Of P, MW BHEE; oY, x|

MNoE o1 Ao] whAHIE = AIZE o} 5,000 ¢4 10,0007

1o sk, F9H B Sk o] A9 ok 1/5 A%

) FEe Blgueld Ao AF SR ARl = HusHm ok feifelel AS 2008k B
T Hzo] B9 7|2 SV byt B At 528 S F9 A 1,480, €9 B 3261
=2 A7EH, o]F 18284 Shonleinol] o3 Hamo-  ofch. F¢He 3] QA 94 74 Doz duld
philie (love of blood)ztal BAX|A =}, &9 A= A2}, 30%9] Tl Edwol 2 WGt f-2uete
8elA A Zo|1L, 891 BE 9912} AHZolt}. 7% 891 A9} 399 B $1x19] 50%0)14] 71 o] gk,

stelarzzixl 1201



Park YS

E8o] WA G=F oS
o glol= Fdel gl& 4 9l
Toll S A ok, 55
Zl\—oéxﬂ(l\TSAIDq)-‘f Z7)o|t}, Alek =8

A w7
]Zﬂ ]’*}%Qﬂ Ao, A
AAE Fol
5= H=Q ¥ (onde-
= FA 2% (prophy-

>_|\L

7 ﬂs}»} shy

s liEilEOIE*é
o] glehd, <)

8} AAet 9Q1} AAZ o] 7HA7E AA -85k,
37 AB(source) =% (purity), L8]l vlo] 2 v]g
35t Wl ol whet W A Al AlAlE A2
WA 2F QP AbEellA Al B w = T o] ARE o
ol wha ThA] ol ik, 891Ate] v oF 8~124]
TrolaL, 1 U/kg FolAl 29 QAL BAEE J5A1Z & 9
t} 921Ale] ¥Izk )= 18~24417F0] 2L, 1 U/kg F-¢JA] 1%
QW FARE A7 5 9k, 8194 mERL 7}
22 4990 w2} Bes $31 Q4 559} ol 710 A
ggeH(Table 1), AA f-2fuetollA AR 7hsdt 8912 A
A= Greenmono® Advate™, Monoclate-P® 7} 9Jat, 921
2} A A ZE Facnyne®, BeneFix® 7} 9o, & 7}2] oA
7F=A] el o)t

5] 2

3] A7E HaL Qlek vl= deAde] o skl H3]
(Medical and Scientific Adv1sory Council of the
National Hemophilia foundation)9} A A &1y
(World Federation of Hemophilia), A|A/X717]4
(World Health Organization) oM+ BF &8-S vfa vk
3R HEHSS 1] I3 A of Wiy
oY ¥ AE BEshe %7\]3%'3
A 7P drbA o g AjtH= AWM ZFEAR
25~40 1U/kg9] -S-3112} A A S 91 A
Tl 33], Z2]a D91 B ghae] ¢ dFLol
Aksl= Aol

ofg] AFoA FAQHE A B e vlsh &9
W WARTe] TS =FU IS F ols AeE
F3k3et. FA Mol o] 7HA o W ol Sl YAt
FA QWS B Zgho] Yehr] A ofdl eAtSolA A1
She W o)L, of Ak Al R W olido] ekt ¥ T
o el £ 7] el Alkel= W olt.

1990 dth7E Ad=roll M= E9e 7R ool

o °1~
7
2
;.)L
f
x2
vi
e

O



Recent Advance of Pharmacotherapy in Hemophilia

mia

Table 1. Recommended plasma factor level and duration of administration when there is no significant resource constraint

Hemophilia A Hemophilia B
Type of hemorrhage
Desired level Duration (days) Desired level Duration (days)
1~2, may be longer 40~60% 1~2, may be longer
Joint 40~60% if response is if response is
inadequate 2~3, inadequate 2~3,
Muscle 40~60% sometimes longer 40~60% sometimes longer
(except iliopsoas) if response is if response is
inadequate inadequate
lliopsoas
- initial 80~100% 1~2 60~80% 1~2
- maintenance 30~60% 3~5, 30~60% 3~5,
sometimes longer as sometimes longer as
secondary prophylaxis secondary prophylaxis
during physiotherapy during physiotherapy
CNS/head
- initial 80~100% 1~7 60~80% 1~7
- maintenance 50% 8~21 30% 8~21
Throat and neck
- initial 80~100% 1~7 60~80% 1~7
- maintenance 50% 8~14 30% 8~14
Gastrointestinal
- initial 80~100% 1~6 60~80% 1~6
- maintenance 50% 7~14 30% 7~14
Renal 50% 3~5 40% 3~5
Deep laceration 50% 5~7 40% 5~7
Surgery (major)
- Pre-op 80~100% 60~80%
- Post-op 60~80% 1~3 40~60% 1~3
40~60% 4~6 30~50% 4~6
30~50% 7~14 20~40% 7~14
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