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negli ultimi due anni ho avuto i seguenti rapporti anche di finanziamento 
con soggetti portatori di interessi commerciali in campo sanitario: 

• Supporto per progetti di ricerca: Bioviiix; Daiichi-Sankjo; Shire 
(Baxalta).  
• Onorario per relazioni congressuali: Aspen; Bayer; Bioviiix; Bristol-
Myers Squibb; Boehringer-Ingelheim; Pfizer; Sobi.  
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1. Programmazione e per la chirurgia in elezione  e 
consulenza specialistica per la chirurgia d’urgenza 

2. Gestione multidisciplinare della procedura chirurgica 
(Centro Emofilia) 

3. Presenza di un anestesista con esperienza in emofilia  
4. Laboratorio specialistico  
5. Screening dell’inibitore prima e dopo intervento 
6. Coinvolgimento della farmacia ospedaliera per 

approvvigionamento adeguato del concentrato di 
fattore  

7. Coinvolgimento del centro trasfusionale  
8. Organizzazione di un follow-up 



Daniele T., anni 21 emofilia A lieve. 
Avulsione del terzo molare (dente del 
giudizio) incluso   

Intervento c/o studio odontoiatrico privato. 
Somministrazione profilattica di acido tranexamico 
per os (una fiala da 500 mg) pre-procedurale. 
Centro emofilia non coinvolto.   

Circa due ore dopo la procedura emorragia 
importante ed ematoma del massetere facciale. 
Ricorso al PS. Somministrazione per 5 giorni di 
FANHDI al dosaggio di 3000 UI ogni 12 ore. 
Inibitore assente.  



Mariu M., anni 71, emofilia A grave, 
candidato a protesi di ginocchio per grave 
artropatia emofilica 

Intervento c/o ospedale in stato estero con 
importanti restrizioni sulla disponibilità di 
fattore e senza un CentroEmofilia di 
riferimento.  

Grave emorragia peri e post-operatoria 
gestita solo con PFC. Exitus del paziente 
per ARDS e shock emorragico.  
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Generalmente una UI di FVIII per kg di peso corporeo somministrata 
(sia in caso di ricombinante che di fattore plasma derivato) aumenta 
la concentrazione del FVIII plasmatico del paziente di 1.8-2 UI/dl 
(calcolo su un volume di distribuzione pari a 0.5) 
 
Pertanto il dosaggio del FVIII (IU/kg)= FVIII desiderato (in genere 
100 IU/dl) x peso del paziente / 2 = 50 UI x peso del paziente 

As an example, for a 60 kg patient who requires an increase to 100 
percent, the dose would be 60 kg x 100 / 2 = 3000 units of factor VIII. 

A typical half-life for standard half-life factor VIII products is approximately 
8 to 12 hours. Approximate half-lives for longer-lasting factor VIII 
products range from 10 to 20 hours 



Continuous infusions should not have an attached filter, and the factor 
product should only be mixed with normal saline. 



Il dosaggio da infondere è uguale al peso del paziente (in kg) x il livello di FIX 
desiderato (100 %) x il volume di distribuzione (circa 1.0 per il FIX). 
 
 As an example, for a 60 kg patient who requires an increase to 100 percent, the 
dose would be 60 kg x 100 x 1 = 6000 units of factor IX.  
 
Some factor IX products require an additional multiplier based on slightly increased 
or decreased volume of distribution: 
•For AlphaNine, Mononine no additional calculations are needed 
•For BeneFIX, multiply by 1.4 for children (ie, weight in kg x desired increase x 1.4) 
and 1.2 for adults 
•For Alprolix, multiply by 1.6 for children; no additional calculations are needed for 
adults 
•For Idelvion, no additional calculations are needed for children; for adults multiply 
by 0.77 

Emofilia  B  
 
This calculation assumes a starting factor IX activity level close to 0 percent, and a 
desired factor activity level of 100 percent, and a volume of distribution of 
approximately 1.0. 



The second and subsequent doses are given at intervals of 
approximately one half-life of the infused product. 
 
A typical half-life for standard half-life factor IX products is 
approximately 18 to 24 hours.  
 
Approximate half-lives for longer-lasting factor IX products 
range from 54 to 104 hours.  

How many times…? 



Another option is to give the initial factor IX bolus 
followed by a continuous infusion. 
A dose of approximately 6 units/kg/hour of 
standard half-life factor IX concentrate will often 
maintain the level initially achieved by bolus 
infusion.  

https://www.uptodate.com/contents/factor-ix-human-plasma-derived-drug-information?source=see_link
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DDAVP (desmopressin) is a synthetic analog of vasopressin (antidiuretic 
hormone) that lacks pressor activity and may be effective for minor 
bleeding or certain elective procedures in patients with mild hemophilia 
A (typically those with factor VIII activity in the higher range, closer to 40 
percent) who have had a documented response to a test dose. 
A typical dose is 0.3 µg/kg (maximum dose, 20 µg) administered 
intravenously or subcutaneously; or as a nasal spray, one puff (150 mcg) 
in one nostril in patients weighing <50 kg and two puffs (150 mcg in both 
nostrils) in patients weighing ≥50 kg.  
 
A repeat dose may be given at 12 hours, and subsequent doses are 
often administered once daily. When using the nasal spray it is important 
to use the spray intended for hemostasis and not the spray for enuresis, 
which has a lower concentration.  
 

https://www.uptodate.com/contents/desmopressin-drug-information?source=see_link
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Management of bleeding and surgery in patients 
with hemophilia with an inhibitor (neutralizing 
antibodies against infused factor)  
 
 
For a patient with a high titer and high responding inhibitor (eg > 5 
BU) who has serious bleeding or requires major surgery, a 
bypassing product (eg, FEIBA or recombinant factor VIIa) is used. 
For patients with a low responding inhibitor, options include factor 
concentrates or other hemostatic agents.  
 
 
●rFVIIa –typically 90 to 120 mcg/kg  every two to three hours until 
hemostasis is achieved and at three- to six-hour intervals after 
hemostasis has been restored  
●FEIBA – Dosing of FEIBA is typically 50 to 100 units/kg every 6 
to 12 hours, not to exceed 100 units/kg/dose or 200 units/kg/day 
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