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◦ -� &– 0� (Haemophilia A)
◦ -1 & �� (Haemophilia B)

� ���"'	�� &
4<��
◦ $� �%���
◦ #� � � ��
◦ �� � � ���



��,"&	�'�"
�����������*

�!
� ��	'"#��"$+��

��%��� ���"�(

��$)�



!�	+%'��%(� �
�2�#,�
����*�%���(.�-%'�/�)"� �
�%(.

1&/�1�$
�
2 ��&����
3 �3��0���2��
4 ����&2��



.�:�;�,��
� �15�% 8-12)�,  ��0�(����2�'#2%
� �15�% 18-24)����0�(����2�'#
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� 78�-�159��8-12)��"0�
◦ 60% �0�)-> 30%(12�)-> 15% (24�)->7%(36�) ->3%(48�) ->  

->

� 4*�! (1-5%) ���"6
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1. Malmo ���
��'�� 25-40 IU/kg �	
����$�	
����$�	
��40������25x40kg =1000u, ��� (250u ���

2. Utrecht ���
��'�� 15-30 IU/kg �	
����$�	
����$�	
��40������20x40kg =800u, ��� (250u ���
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�10��home therapy)

����8.)��	'�9�0��
◦ �/1*����%(/ (portacath), $/"�� (Hickman 

catheter), (PICC)



Central venous catheter: Hickman Catheter



Subcutaneous 
Implanted Central 
Venous Catheter:

Porta-Cath
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Primary prophylaxis
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Regular continuous treatment initiated in the 
absence of documented osteochondral joint disease, 
determined by physical examination and/or imaging 
studies, and started before the second clinically 
evident large joint bleed and age 3 years
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Secondary prophylaxis
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Regular continuous treatment started after 2 
or more bleeds into large joints and before the 
onset of joint disease documented by physical 
examination and imaging studies

��3�
Tertiary prophylaxis
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Regular continuous treatment started after the 
onset of joint disease documented by physical 
examination and plain radiographs of the 
affected
joints
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"(�$��vWF"(�#)&	von Willebrand Disease 

(+ %�
◦ � �"(���"(������"(�II, VII, X)

� �"'�� "(��!	�

� �"'�� "(�*�

� ��, � FFP, ��� �cryoprecipitate)



0�&�8 DDAVP

� DDAVP :�EU,�I��(9#�DN7/
��KP�'?AG�F�L�(3#3-6�
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�(7%.4(Extended half-life EHL)
� �12-3�3�.�	���6�+�5�

� 7%�(.4���3�0�11-2�	�"� #,�
'

�  �-)�&
�,�2�(.4�4���!�*7
(pegylation, glycopegylation, recombinant fusion to 
immunoglobulin (Ig) Fc, modification of the amino acid 
sequence to create sites for site-directed pegylation)
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Elocta (rFVIII-Fc) Biogen/Sobi 19 �

Adynovi (BAX855) Shire 14.3 �

N8-GP Novo Nordisk 19 ���

BAY94-9027 Bayer 18.7 ���
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���� �� �	����� ���

rFIX-Fc Biogen/Sobi 82 �

rFIX-FP CSL Behring 102 �

N9-GP
(Nonacog beta)

Novo Nordisk 96 �
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�"/���(ITI, Immune Tolerance Induction)
◦ >�?;98 / 90:*( "/+�=�%��@

◦ ~80%#%��@·

��.��1��,�&) (By-passing agent)
◦ �<4�5.'��#3�$.�6
◦ rFVIIa, ���08�70�
◦ aPCC��$.!2-)	��(activated Prothrombin 

Complex concentrates) FEIBA
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1. 6-%�&9�10�9>�K)�88>HI�J�>�%C
�&90�� Emicizumab
1. B@&9�>H O�*:�F�!��
��9
2. �	@ O�*;%@5N��9
3. $L<��$.E<�'3G+�

2. (/-1�?6�D��&92�
� concizumab, �"# O targeting tissue factor pathway inhibitor, 
� fitusiran, 4 RNA approach to reduce expression of antithrombin
� !?M�7�=79A�@ O;!,?
� '3G+
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�05�� Gene therapy 
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◦ .!-�� 10��#���,(FIX:C) 1–6 iu/dl�:3�9

6���%'1�0790%
◦ Spark Therapeutics/Pfizer��1Novel capsid� 10��# 
�829 iu/dl

��*�
◦ BioMarin�1AAV5���15 ��)�����116–129 

iu/dl �;526
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