
5/20/2016 PEYMAN ESHGHI 1 



 Ăýv¾ĊòÊĊ~ ûwù½¹ Ĉýw{ù ÿ wúþăv½
 ½¹ ĈöĊåĀúăûv¾ĉv  

ĈêÊÝ ûwúĊ~ ¾¤í¹ 
 ûwí¹Āí ûwÕ¾Å ÿ ûĀ· ¹w¤Åv 

ûwí¹Āí ć¹v¿½¹wù ĈýĀ· ćwă ć½wúĊz ¡wêĊê´£ Àí¾ù 
ºĊæù ûw¤Å½wúĊz 



ü¸Å ôÎå¾Å 

Åûj ÛvĀýv ÿ ĈöĊåĀúă ½¹ Ăýv¾ĊòÊĊ~ ûwù½¹ äĉ¾Þ£ 

Å ć½j v¾¯ 5Ăýv¾ĊòÊĊ~ ûwù½¹ ćwă ¡½ÿ¾Ñ 
ÅĂý v¾¯ 5 Ăýv¾ĊòÊĊ~ ûwù½¹ wz wă ¢æõw¸ù ÿ wă ¢ùÿwêù 

Å¹½v¹ Ĉö{é ¹½vºýw¤Åv ćwă ôî£ÿ¾~ wz Ĉé¾å Ă¯ ÿ ¢ÆĊ¯wù ć½ĀÊí ôî£ÿ¾~ 

Å ć¾Ċñ Ă¬Ċ¤ý'  ¡v¹wĄþÊĊ~ 
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Ç(On demand $ ć¹½Āù wĉ ÷ÿÀöõvºþÝ# 5 ûwù½¹ Ä~ ¿v Ăöú³ ćÀĉ¾ýĀ· 
Ăí øá¾ĊöÝ ûwù½¹ Ä~ ¿v ¢ÆĊz ówÅ ½w¯¹ yĉ¾¸£ ºĉºÉ ĈöÎæù ¹w¬ĉv 

ºăvĀ· ºÉ) 
Karin Knobe, Erik Berntorp Haemophilia and joint disease: pathophysiology, evaluation, and management) Journal of 
Comorbidity 2011;1:51ς59 

 
o(home therapy $ ûwù½¹ ½¹ óÀþù# 5 ĈÝĀý ¿v ûwù½¹ ć¹½Āù ¢Åv Ûÿ¾É 

ûwù½¹ ÿ ºþ¤Æù ć¿wÅ ćwă ĂÕĀz¾ù ½¹ Û¾Åv ¢éÿ ½¹ óÀþù ÷w¬ýv ¹¾ĊòĊù Ăí ¿wz  
øă Ä~ ¿v ¿ÿ¾z ćÀĉ¾ýĀ· ¢Åv) 
Ç(  ĈÆíĒĊåÿ¾~$ć¾ĊòÊĊ~ ¿v ¿ÿ¾z ćÀĉ¾ýĀ· # 5 èĉ½À£ ¾ú¤Æù ÿ øÚþù 

½Ā¤íwå ÈĊ~ ¿v ¿ÿ¾z ćÀĉ¾ýĀ· è{Õ Ĉîĉ ¿v ćwĄúĉÁ½ Ĉýwù½¹ ¹½Āù ºĊĉw£  
üĊz Ĉööúõv ćv¾z đwz û¹¾z ²ÖÅ ĈýĀ· ½Ā¤íwå ÿ ć¾ĊòÊĊ~ ¿v ¿ÿ¾z 

ćÀĉ¾ýĀ· ¢Åv) 
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 Antonio Coppola et al., Blood transfuse 2008; 6 (supp2)  
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Ăýv¾ĊòÊĊ~ ćwă øĉÁ½ ÛvĀýv 

Å¢zw§ ćwă øĉÁ½ 5øí JĈþĊzwþĊzJ đwz Áv¿ÿ¹ 
Å ĈúĊÚþ£ ćwă øĉÁ½$ J Ĉýwîö~ J Ĉ¬ĉ½º£Tailored JEscalating5# 

Åÿ½v¹ ìĊ¤þĊíĀíwù½wå ¾z Ĉþ¤{ù5 ¢Åv ¾£ ĈúöÝ J ĂÞõwÖù Ăz ¿wĊýPK   ¾ă ½¹
ćÁĀõĀĉÀĊå ÃwÅv ¾z ¹v¾åv ćÀĉ¾ýĀ· ćv¾z Ĉöévº³ Ăýw¤ÅjJ ½wúĊz ' û¿ÿ '  ÛĀý Äþ«

ºþîĊù ç¾å ¹v¾åv ćwă ¢ĊõwÞå 
Å½wúĊz ćÀĉ¾ýĀ· ìĊ Ċ£Āþå ¢ĊÞévÿ ¾z Ĉþ¤{ù 5  wz yÅwþ¤ù J ¾£ ĂýwþĊz Üévÿ

ÿ ¢ĊõwÞå ÿ üÅ))) J  û¹¾í Üýwé ćv¾z üĉºõvÿ ĈÖĉ¾æ£ wĉ ĈÕv¾åv ¡v½wĄÙv ¾z Ĉþ¤{ù
¡wÞå¹ ÿ ¿ÿ¹ ¾ĊĊâ£ Ăz ìÉÀ~ '  ćÀĉ¾ýĀ· ºĉºÊ£ yéwÞ¤ù ûwù½¹ ¾ĊĊâ£ J 

ÅM.Carcao,A.Sirvastava/Seminars in Hematology 53(2016)3-9 
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Canadian tailored prophylaxis 
Feldman et al. JTH 2006;4:1228-36 

 
ÅStarting at 1 to 2 years old 

ÅTailored (escalating-dose) prophylaxis (EscDose): 
ü Low-dose prophylaxis regimen (step 1): Children begin prophylaxis with 50 

FVIII units/kg, once a week    [40%*] 
üMedium-dose prophylaxis (step 2) : The dose is escalated to 30 FVIII units/kg, 

twice a week    [44%*] 
üEquivalent of Standard prophylaxis (step 3) :This Dose is further escalated to 

25 FVIII units/kg, on alternate days  [16%*]  

ÅThe dose escalation criteria : 

ü developing Three bleeds into any one joint in a 3-month period OR  

ü Four clinically significant soft tissue or joint-bleeds while on 
prophylaxis. 

ÅNeed to CVA : 40% vs 90% in JOS (joint outcome study with SP) 



Treatment scheme for PUPs receiving the new 
prophylaxis regimen Treatments 



Comparison of standard prophylaxis with a new regimen 



¾ĉvÀ¬õv ½¹ øí ¿ÿ¹ wz ĂĊõÿv ć¾ĊòÊĊ~ ¢Æ¸ý ćwă ÷wñ 
Berkouk. X Int hemophilia forum-Dubai-2013 

Å14 Hemophilia A patients  

Åprimary Low dose prophylaxis = 
15 IU / kg 2x/week FVIII.  

ÅStarted at the age of 3 years 

Åmean consumption of CFC:  
Å1751 IU / kg / patient / year (LDP) 

Å 1611 IU / kg / patient / year (OD) Target joint 

hemarthrosis 
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  øí ¿ÿ¹ wz ć¾ĊòÊĊ~ wz üĊ¯ Ăz¾¬£ 
Å,4,  ÔÅĀ¤ù ÿ ºĉºÉ ĈöĊåĀúă ½wúĊzA  ¡ºù Ăz üĊ¯ ½¹.   øí ¿ÿ¹ wz ć¾ĊòÊĊ~ ûwù½¹ ¢´£ āwù

,+  ºþ¤å¾ñ ½v¾é  Ă¤æă ½¹ ½wz ÿ¹ ûºz û¿ÿ ÷¾ñĀöĊí rv¿v Ăz º³vÿ 
Å   ć¹½Āù ûwù½¹ ĂzwÊù ¡ºù Ăz ¢{Æý û½wúĊz ĈöÎæù ćwă ćÀĉ¾ýĀ· ûvÀĊù ¿ÿ¹ wz,+  Ăz º³vÿ

 ½wz ÿ¹ ûºz û¿ÿ ÷¾ñĀöĊí rv¿v ûvÀĊù Ăz  ¿ÿ½½¹23)3 "  ã¾Îù ûvÀĊù ½¹ ÈĉvÀåv ĂýĀñ¾ă ûÿºz
¢åwĉ Èăwí ½Ā¤íwå 
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ü¸Å ôÎå¾Å 

Åûj ÛvĀýv ÿ ĈöĊåĀúă ½¹ Ăýv¾ĊòÊĊ~ ûwù½¹ äĉ¾Þ£ 

Å ć½j v¾¯ 5Ăýv¾ĊòÊĊ~ ûwù½¹ ćwă ¡½ÿ¾Ñ 
ÅĂý v¾¯ 5 Ăýv¾ĊòÊĊ~ ûwù½¹ wz wă ¢æõw¸ù ÿ wă ¢ùÿwêù 

Å¹½v¹ Ĉö{é ¹½vºýw¤Åv ćwă ôî£ÿ¾~ wz Ĉé¾å Ă¯ ÿ ¢ÆĊ¯wù ć½ĀÊí ôî£ÿ¾~ 

Å ć¾Ċñ Ă¬Ċ¤ý'  ¡v¹wĄþÊĊ~ 
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ć½j v¾¯ 

ĈýwÆýv5 
Å¾¤úí ćÀĉ¾ýĀ· ' ôÍwæù¾¤úõwÅ 
ÅĈñºý¿ ¢ĊæĊí ¹Ā{Ąz 5 Ăýv¿ÿ½ ówÞå Ĉñºý¿(ADL) ¾£ ć¹wÝ 
Å Èăwí āºÉ ā¹v¹ ÌĊ¸Ê£ ā¿w£ ûv½wúĊz ½¹ wă āºþþí ½wĄù ¿ÿ¾z ìÆĉ½  '  Ã½¹ÿ¿ Ûÿ¾É Çÿ½ wz

øí ¡wÞå¹ ÿ ¿ÿ¹ wz 
Å Kurnik K. et al., Haemophilia. 2010;16(2):256-262.  ;  Gouw SC.et al,BLOOD 2007:109,4648-54  ; Gouw SC, et al.  N Engl J Med 2013; 368: 231ς9 

 
ć¹wÎ¤év5 

Å Ĉåwí ĈÅ¾¤Å¹ ÿ ÷w¬ýv ûwîùv$ ¿v ÈĊz ¢Êă ½Ā¤íwå ã¾Îù  wz ćwă½ĀÊí ½¹,  ¾ă rv¿v Ăz º³vÿ
¢ĊÞú«¾æý# 

Å ¢ùĒÅ ¹wÎ¤év¾¤úí ĂþĉÀă 5¾¤úí ±ĒÍv ÿ ¢ĊõĀöÞù ' ¿v Ĉñ¹w¤åv½wí¾¤úí' ć¾¤Æz ćwă¾¤úí ')) 
Åûwù¿ ½¹ ć½w« ûwù½¹ ¾¤ÊĊz ć½ÿ ā¾Ąz5QALY 

 

Å Ref: (1) Fische et al. Haemophilia 2001. (2) Tagliaferri et al. Blood Transfus 2008. (3) Aronstam et al. Br J Haematol 1976. (4) Feldman et al. J Thromb Haemost 2006. 
(5) Gringeri et al. J Thromb Haemost 2011. (6) Manco-Johnson et al. NEJM 2007. (7) Valentino et al. J Thromb Haemost 2012.  
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PAGE-431 
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If 100% of PWH were defined (1 PWH/20000 cap) then :   
   1 IU/cap/Y=20000IU/PWH/Y= 400IU/PWH/week=10-15 IU/kg/week for a 30 kg children 
If 50% of patients were defined then:     
   20-30IU/kg/week for a 30 kg children 

 



8.09 

7.3 
6.91 

6.36 6.36 6.33 6.28 6.17 6.17 
5.66 

4.74 4.73 
4.17 4.07 4 

3.61 3.37 

2.14 1.92 1.7 1.7 1.68 
1.22 

0.56 0.52 0.37 
0.02 

0

1

2

3

4

5

6

7

8

9

FVIII usage index :  IU Per Capita (2012 ) 

Iran has been expected to have 3 IU/capita FVIII usage in 201͊  ( FDO  oral communication) 



ć½j v¾¯ 
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ć½j v¾¯ 

ͼЯЊУв ϞтЂϐ иϼвж 

йжϝткϝв ͻϾтϼжм϶ ϸϜϸЛϦ 
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 Ємϼ Ͼтж м ЬЊУв Имж ЀϝЂϜ ϼϠ ͼЯЊУв ͻϝк ϞтЂϐ ϾмϼϠ ϞтϦϼϦ

ͼЂͭытТмϼ͟ ϤϲϦ дϜϼϝвтϠ ϼϸ ϞтЂϐ Јт϶ІϦ 



             When to start? 

Astermark,Haemohilia2003,9,(suppl.1),32-37 
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