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orphananesthesia
Anaesthesia recommendations for patients suffering from 

Haemophilia A 

Disease name:  Haemophilia A 

ICD 10:  D66 

Synonyms:  Classic haemophilia or Factor VIII deficiency 

 

Disease summary: Haemophilia A is a rare inherited X-linked recessive bleeding disorder, 
resulting from factor VIII deficiency and characterized by intra-articular and 
intramuscular bleeding. There are numerous different mutations, which cause haemophilia A. 
Due to differences in the gene involved (and the subsequent resulting protein), patients with 
haemophilia (PWH) have varying levels of factor VIII clotting activity. Individuals with less than 
1% FVIII clotting activity are classified as having 'severe' haemophilia, those with 1–5% as 
'moderate', and those with between 5-40%  as mild. Most severe haemophilia patients require 
regular supplementation with intravenous recombinant or plasma derived Factor VIII 
concentrate (prophylaxis).  

 

Medicine in progress 

Perhaps new knowledge 

Every patient is unique 

Perhaps the diagnostic is wrong 

 
 

 
Find more information on the disease, its centres of reference and patient 
organisations on Orphanet: www.orpha.net 

 
 
 
 
 
 
 
 
 
 
 

https://en.wikipedia.org/wiki/Intravenous
https://en.wikipedia.org/wiki/Recombinant_DNA
https://en.wikipedia.org/wiki/Blood_plasma
http://www.orpha.net/consor/cgi-bin/Disease_Search.php?lng=EN&data_id=65&Disease_Disease_Search_diseaseGroup=central-core&Disease_Disease_Search_diseaseType=Pat&disease%28s%29/group%20of%20diseases=Central-core-disease&title=Central-core-disease&search=Dis
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Typical surgery 

Orthopaedic surgery: Haemarthrosis involving hip and shouder joints (ball & socket joints) is 
uncommon in haemophilia. A 'diagnosis' of hip haemathrosis is often a misdiagnosis of an 
iliopsoas muscle bleed.  

Total knee replacement or total elbow replacement, and ankle arthrodesis (all hinged joints) 
are the most common haemophilia related surgical interventions. Surgery for non-haemophilia 
related conditions, (e.g. hernia repair, appendicectomy, cholecystectomy) are also, not 
uncommonly, performed in PWH.  

 

Type of anaesthesia 

General anaesthesia has to be administered as total intravenous anaesthesia. All intravenous 
and volatile anaesthetics can be used.  

Regional or neuraxial anaesthesia are best avoided as there is a high risk of haemorrhagic 
complications, such as epidural hematoma. Local anaesthetic infiltration with lignocaine is very 
commonly used for minor procedures such as dental extractions in PWH, after adequate factor 
replacement therapy. 

 

Necessary additional diagnostic procedures (preoperative) 

Haemophilia A is a blood disorder and therefore diagnosis of the condition requires the 
evaluation of relevant blood tests.  

Routine laboratory tests of blood coagulation, FVIII and von Willebrand factor assays should 
be performed for evaluating presence of hemophilia. Thromboelastography and 
thromboelastometry have no role in the day-to-day diagnosis or management of uncomplicated 
haemophilia. They are used in a limited number of Centres to guide the choice or use of 
bypassing agents (FEIBA or recombinant FVIIa) in haemophilia patients with inhibitors. 
Otherwise, TEGs and other global haemostatic assays have no recognised role in either the 
diagnosis or routine management of haemophilia. 

Routine coagulation profile, including activated Partial Thromboplastin Time (aPTT), 
Prothrombin time, fibrinogen activity (Clauss assay), plasma factor VIII (FVIII)  concentration 
and Factor VIII inhibitors. The APTT and PT, while useful in the initial evaluation of a patient 
with suspected haemophilia, are generally irrelevant tests once the diagnosis of haemophilia 
has been established. 

Hepatitis C virus (HCV)  has been the major cause of liver disease in haemophilia.  Blood 
samples must be obtained for ALT, AST, HCV antibody, HCV genotype, HIV antibody,  platelet 
count, haemoglobin. HCV and HIV viral loads are only required if patients have tested positive 
for the respective antibody. 

 

 

 

http://www.orphananesthesia.eu/
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Particular preparation for airway management 

Our own retrospective data showed a very rare case of difficult intubation.  

There is no increase in risk of aspiration. 

 

Particular preparation for transfusion or administration of blood products 

Hemophilia A is a disorder caused by missing or defective factor VIII, a clotting protein, so 
there is a high risk of bleeding if peri-operative factor replacement is inadequate. There may 
be a higher requirement for blood products during surgery.  

Patients with haemophilia A must be provided factor VIII (FVIII) concentrates. Haemophilia 
patients have no excess requirements for fresh frozen plasma (FFP) or packed red cells 
compared to non-haemophilia patients, provided peri-operative FVIII replacement has been 
adequate. Cryoprecipitate, (which contains FVIII, von Willebrand factor and fibrinogen) is used 
in the treatment of haemophilia A only when and where FVIII concentrates are not available. It 
is only necessary to have these blood products (FFP, packed red blood cells, cryoprecipitate) 
on standby, and used only as and when needed. With adequate preparation, they are usually 
not required. 

Haemophilia A inhibitor patients must be treated with Recombinant FVIIa or FEIBA (activated 
prothrombin complex concentrate). Recombinant FVIIa or FEIBA (Factor Eight Inhibitor 
Bypassing Agent)  are licensed for the on-demand treatment of bleeding episodes and the 
prevention of bleeding in surgery or invasive procedures in patients with congenital 
haemophilia with inhibitors.   

 

Particular preparation for anticoagulation 

Patients with mild haemophilia A can sustain near normal, or even normal levels of FVIII post-
operatively as a result of the acute phase response to surgery. Such patients are as prone to 
post-operative venous thrombosis as non-haemophilia patients.  

 

Particular precautions for positioning, transport or mobilisation 

Some patients may have difficulty with mobility associated with hemarthroses. It depends on 
degree of athropathy. Some mild forms may be clinically silent. 

 

Probable interaction between anaesthetic agents and patient’s long-term medication 

 
The use of narcotic analgesics by PWH due to existing chronic pain syndrome (as a result of 
Hemophilic arthropathy) can sometimes complicate postoperative analgesia. Analysis of our 
own retrospective data showed paracetamol and trimeperidin to be both highly effective and 
safe on the first post-operative day following high-trauma surgical procedures  in patients with 
hemophilia.  
 
Long-term use of paracetamol should be  avoided in  PWH with Hepatitis C (hepatotoxicity). 
NSAIDs are  best avoided because of the potential risk of hemorrhagic complications. 

 

http://www.orphananesthesia.eu/
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Anaesthesiologic procedure 

Patients with severe and moderate hemophilia A must be treated with factor VIII (FVIII) 
concentrates before intubation, because there is a high risk of haemorrhagic complications, 
such as hematoma of the epiglottis and trauma induced bleeding from the the upper respiratory 
tract. The most mild haemophilia patients do not necessarily require FVIII concentrates before 
intubation or surgery. Most mild haemophilia patients respond very well to desmopressin 
(DDAVP), which can raise FVIII (and von Willebrand factor) levels 3-5 times baseline levels. 
DDAVP is the haemostatic agent of choice for mild haemophilia, NOT FVIII concentrate. Drug 
selection will also depend on the volume and type of surgery. 

Haemophilia A patients with inhibitors must be treated with Recombinant FVIIa or FEIBA 
before intubation. 

 

Particular or additional monitoring 

In case of opioid-tolerant PWH ANI is very useful. 

The heart rate variability based analgesia nociception index (ANI) has been proposed to reflect 
different levels of acute pain.  

 

Possible complications 

Hemophilia A is a disorder caused by missing or defective factor VIII, a clotting protein, so 
there is a high risk of bleeding. Hemorrhagic complications may occur if peri-operative 
haemostatic preparation is inadequate or is poorly planned. 

 

Postoperative care 

Degree of postoperative monitoring is dependent on the surgical procedure and preoperative 
condition of the patient.  

It is essential to exclude presence of inhibitors before surgery (at most 1 week before surgery) 
and to ascertain that FVIII levels are at the desired level for the particular type of surgery. APTT 
and other routine coagulation tests are not clinically helpful in a patient with a known diagnosis 
of haemophilia. 

In the postoperative period, FVIII levels must be maintained at levels advised by the 
haematologist or Haemophilia Centre under who the patient is registered.  Other blood 
products requirements should be no different from that of non-haemophilia patients, and 
should be dictated purely by clinical circumstances. It is necessary only to have such products 
on standby, and used only as and when required. Haemophilia A patients with inhibitors will 
similarly require bypassing agents (recombinant FVIIa or FEIBA) in the post-operative period, 
as advised by the responsible haematologist or Haemophilia Centre.  
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Information about emergency-like situations / Differential diagnostics 

caused by the illness to give a tool to distinguish between a side effect of the anaesthetic 
procedure and a manifestation of the diseases, e.g.: 

The development of "inhibitor" antibodies against factor VIII due to frequent infusions. 

 

Ambulatory anaesthesia 

Ambulatory anaesthesia should be avoided in patients with severe and moderate hemophilia 
A because of the high risk of bleeding.  

 

Obstetrical anaesthesia 

 All PWH are men. 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

http://www.orphananesthesia.eu/


www.orphananesthesia.eu 6 

Literature and internet links 

1. Santagostino E, Escobar M, Ozelo M, Solimeno L, Arkhammar P, Lee HY, Rosu G, Giangrande 
P Blood Rev. Recombinant activated factor VII in the treatment of bleeds and for the prevention 
of surgery-related bleeding in congenital haemophilia with inhibitors. 2015 Jun;29 Suppl 1:S9-
18 

2. Bhat V, Olmer M, Joshi S, Durden DL, Cramer TJ, Barnes R, Ball ST, Hughes TH, Silva 
M, Luck JV, Moore RE, Mosnier LO, von Drygalski A. Vascular Remodeling Underlies Re-
bleeding In Hemophilic Arthropathy. Am J Hematol. 2015 Aug 7  

3. Shulutko EM, Levchenko OK, Gorodetsky VM, Gemdjian EG, Konyashin NI, Krechetova AV. 
Analgesia for Orthopedic Surgery in Patients with Hemophilia. Terapevticheskiĭ arkhiv 2014; 
86(5):56-61 

4. Ledowski WS, Tiong C, Lee B, Wong T, Fior, Parker N. Analgesia nociception index: evaluation 
as a new parameter for acute postoperative pain. British Journal of Anaesthesia Page 1 of 3 
BJA Advance Access published April 23;2013 

5. Bischof D, Dalbert S, Zollinger A, et al. Thrombelastography in the surgical patient. Minerva 
Anest 2010;76:131-137 

6. Englbrecht M, Tarner IH, van der Heijde DM, Manger B, Bombardier C, Müller, Ladner U. 
Measuring pain and efficacy of pain treatment in inflammatory arthritis: a systematic literature 
review. J Rheumatol Suppl 2012 Sep;90:3-10 

7. Grady JG. Droadening the view of acetaminophen hepatotoxicity. Hepatology 2005;42:1252-
1254 

8. Hartrick CT, Kovan JP, Shapiro S. The numeric rating scale for clinical pain measurement: a 
ratio measure? Pain Pract 2003 Dec;3(4):310-6 

9. Johansson PI, Stissing T, Bochsen L, Ostrowsky SR. Thrombelastography and 
thrombelastometry in assessing coagulopathy in trauma. Scan J Trauma, Res.Emer. Med. 
2009;17:45-53 

10. Kuffner EK, Temple AR, Cooper KM, Baddish JS, Parenti DL. Retrospective analysis of 
transient elevations in alanine aminotransferase during long-term treatment with 
acetaminophen in osteoarthritis clinical trials. Curr Med Res Opin 2006; 22: 2137-48.  

11. Massó González EL, Patrignani P, Tacconelli S, et al. Variability among nonsteroidal 
antiinflammatory drugs in risk of upper gastrointestinal bleeding. Arthritis Rheum. 2010 
Jun;62(6):1592-601. 

12. Polomano R, Dunwoody C, Krenzischer D. Perspective on pain management in the 21st 
century. Pain Management Nurs 2008;9:3-10 

13. Rattray B, Nugent DJ, Young G Celecoxib in the treatment of haemophilic synovitis, target joints, 
and pain in adults and children with haemophilia. Haemophilia 2006;12:514-7 

14. Rumack BH. Acetaminophen hepatoxicity: the first 35 years. J Toxicol ClinToxicol 2002;40:3-
20 

15. VanVeen JJ, Gleeson DC, Makris M. Рaracetamol/acetaminophen usage in haemophilia: more 
caution needed? Haemophilia 2008;14(3):434-435 

16. Wheeler M, Oderda GM, Ashburn MA et al. Adverse events associated with postoperative opioid 
analgesia: a systematic review. Pain 2002; 3(3):159-80 

17. Witkop M, Lambing A, Divine G, et al. A national study of pain in the bleeding disorders 
community: a description of haemophilia pain. Haemophilia 2012;18(3):115-119. 

 
 
 
 
 
 
 
 
 
 
 
 
 
 

http://www.orphananesthesia.eu/
http://www.ncbi.nlm.nih.gov/pubmed/?term=Santagostino%20E%5BAuthor%5D&cauthor=true&cauthor_uid=26073369
http://www.ncbi.nlm.nih.gov/pubmed/?term=Escobar%20M%5BAuthor%5D&cauthor=true&cauthor_uid=26073369
http://www.ncbi.nlm.nih.gov/pubmed/?term=Ozelo%20M%5BAuthor%5D&cauthor=true&cauthor_uid=26073369
http://www.ncbi.nlm.nih.gov/pubmed/?term=Solimeno%20L%5BAuthor%5D&cauthor=true&cauthor_uid=26073369
http://www.ncbi.nlm.nih.gov/pubmed/?term=Arkhammar%20P%5BAuthor%5D&cauthor=true&cauthor_uid=26073369
http://www.ncbi.nlm.nih.gov/pubmed/?term=Lee%20HY%5BAuthor%5D&cauthor=true&cauthor_uid=26073369
http://www.ncbi.nlm.nih.gov/pubmed/?term=Rosu%20G%5BAuthor%5D&cauthor=true&cauthor_uid=26073369
http://www.ncbi.nlm.nih.gov/pubmed/?term=Giangrande%20P%5BAuthor%5D&cauthor=true&cauthor_uid=26073369
http://www.ncbi.nlm.nih.gov/pubmed/?term=Giangrande%20P%5BAuthor%5D&cauthor=true&cauthor_uid=26073369
http://www.ncbi.nlm.nih.gov/pubmed/26073369
http://www.ncbi.nlm.nih.gov/pubmed/?term=Bhat%20V%5BAuthor%5D&cauthor=true&cauthor_uid=26257191
http://www.ncbi.nlm.nih.gov/pubmed/?term=Olmer%20M%5BAuthor%5D&cauthor=true&cauthor_uid=26257191
http://www.ncbi.nlm.nih.gov/pubmed/?term=Joshi%20S%5BAuthor%5D&cauthor=true&cauthor_uid=26257191
http://www.ncbi.nlm.nih.gov/pubmed/?term=Durden%20DL%5BAuthor%5D&cauthor=true&cauthor_uid=26257191
http://www.ncbi.nlm.nih.gov/pubmed/?term=Cramer%20TJ%5BAuthor%5D&cauthor=true&cauthor_uid=26257191
http://www.ncbi.nlm.nih.gov/pubmed/?term=Barnes%20R%5BAuthor%5D&cauthor=true&cauthor_uid=26257191
http://www.ncbi.nlm.nih.gov/pubmed/?term=Ball%20ST%5BAuthor%5D&cauthor=true&cauthor_uid=26257191
http://www.ncbi.nlm.nih.gov/pubmed/?term=Hughes%20TH%5BAuthor%5D&cauthor=true&cauthor_uid=26257191
http://www.ncbi.nlm.nih.gov/pubmed/?term=Silva%20M%5BAuthor%5D&cauthor=true&cauthor_uid=26257191
http://www.ncbi.nlm.nih.gov/pubmed/?term=Silva%20M%5BAuthor%5D&cauthor=true&cauthor_uid=26257191
http://www.ncbi.nlm.nih.gov/pubmed/?term=Luck%20JV%5BAuthor%5D&cauthor=true&cauthor_uid=26257191
http://www.ncbi.nlm.nih.gov/pubmed/?term=Moore%20RE%5BAuthor%5D&cauthor=true&cauthor_uid=26257191
http://www.ncbi.nlm.nih.gov/pubmed/?term=Mosnier%20LO%5BAuthor%5D&cauthor=true&cauthor_uid=26257191
http://www.ncbi.nlm.nih.gov/pubmed/?term=von%20Drygalski%20A%5BAuthor%5D&cauthor=true&cauthor_uid=26257191
http://www.ncbi.nlm.nih.gov/pubmed/26257191


www.orphananesthesia.eu 7 

 

Last date of modification: December 2016 
 

This guideline has been prepared by:  
 
Author 
Olga Levchenko, Anaesthesiologist, National Research Center for Hematology, Moscow, 
Russian Federation, Russia 
levchenkokp@rambler.ru 
 
Peer revision 1 
Galstian GM, Anaesthesiologist, National Research Center for Hematology, Moscow, 
Russian Federation Russia 
 
Peer revision 2 
Patrick Mensah, Hemophilia Centre, Leicester Royal Infirmary, Leicester, United Kingdom 
Patrick.Mensah@uhl-tr.nhs.uk 
 

 

http://www.orphananesthesia.eu/
mailto:levchenkokp@rambler.ru
mailto:Patrick.Mensah@uhl-tr.nhs.uk

