
The Emperor of All 
Bleeding Disorders: 
HEMOPHILIA

Hande Kizilocak, MD, PGY-3

Tulane University, Pediatric Residency 



Speaker Disclosure 

I have no relevant financial relationships with manufacturers of any commercial products and/or 
providers of commercial services discussed in this CME activity.

I do not intend to discuss an unapproved/investigative use of a commercial product/device in my 
presentation. 

I have not used artificial intelligence in the development of this presentation. 



Objectives

• At the conclusion of this activity, learners will be able to:

• Recall the Coagulation Cascade

• Identify a patient with Hemophilia

• Learn the existing and novel therapies for Hemophilia



Background



Background

 Hemophilia A – FVIII – 1/5000

 Hemophilia B – FIX – 1/20.000

 <1% --- 1%-5% --- 5%-40%

 HC understates bleeding disorders in women/girls!!



Background



Background
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Expert Opin Emerg Drugs. 2021 Oct 11:1-14. doi: 10.1080/14728214.2021.1988073. Epub ahead of 
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20-30% of patients 
develop inhibitors 



Background
Inhibitors to FVIII/ FIX

Bleeding Episodes      Morbidity          Quality of Life

Novel Agents
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Background
• Novel humanized bispecific monoclonal 
antibody

• Mimics FVIII

• Bridges aFIX to FX

• No structural homology to FVIII

• Has a long half life (~30 days)

• Administered subcutaneously



Case Presentation - 1
 23 yr old female with asymptomatic Hemophilia B G1P0 

31GW 

 C/S - r-PEG-FIX 30 U/kg + Tranexamic acid 

 Daily FIX infusion post C/S

 STAT FIX activity and aPTT from the cord blood

 Forceps & Vacuum extractions- AVOID!!!



Case Presentation - 1
Newborn Nursery Precautions:
 IM Vit K should be held until the dx is confirmed
 If Hemophilia– SC Vit K
 If Hemophilia is ruled out– IM Vit K

 Avoid VP – no arterial access 
 Hep B can be given SC
 Heel sticks should be done with caution- pressure for 5 mins 

and monitor 
 Any sign of cephalohematoma or extra cranial hemorrhage -

Treat!
 No circumcision in the nursery!!



Case Presentation - 1
 rFVIIa – 70 mcg/kg – preemptively

 US: intracranial bleeding with midline shift

 FIX < 1%

 aPTT 146 sec

 rFIX – aPTT 48 sec

Decompressive craniotomy/ hematoma evacuation w/ cont FIX 
infusion 



Case Presentation - 2

 22 yo female with asymptomatic Hemophilia B G2P0 39GW

 NVD- prior to delivery TXA & FIX 

 Prolonged labor – shoulder dystocia 

 Cord blood sent for aPTT - FIX activity 



Case Presentation - 2

 aPTT >100

 FIX < 1%

 Genetic testing sent 



Case Presentation - 2
 Received FIX 5 EDs
 No prophylaxis until the age of at least 1 yr – “WILL BE 

ADAPTED TO HIS NEEDS”
 Check Inhibitors prior to new doses in the future 
 Immunization plan

 Can receive SC
 IM vaccines one at a time 1 week apart
 5 min pressure
 Follow the leg for hematoma prior to the second vaccine



Case Presentation - 2
 2 mo of age presented with 

acute LUE swelling after a 
VP

 Admitted for monitoring the 
signs of “Compartment 
Syndrome” and received on 
demand FIX infusion



Case Presentation - 2

 6 mo of age presented with left thigh swelling post vaccination

 Recommended US and FIX infusion at ED

 First joint bleed at 13 months- started prophylaxis 



Summary

 X-linked / de novo mutation 

 Women with hemophilia

 Factor replacement/ Novel agents/ Gene therapy

 Inhibitors – Bypassing agents

 Vaccines – sc/ im



MOC Questions in Slido (3 slides)

• Chapter staff will add these slides to your presentation once 



Take home messages
 Treat first diagnose later in life threatening situations

 No response to Factor replacement- think inhibitors

 Give bypassing agents in case of inhibitors

 Patients on Emicizumab prophylaxis still needs factor 
replacement for breakthrough bleeding

 IM vaccinations once at a time and 1 week apart



References and additional reading
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 World Federation of Hemophilia Guidelines
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