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Dear Editor
Inherited bleeding disorders can lead to a lifelong 
bleeding tendency. The prevalence of these disorders 
varies among different populations and is higher in areas 
that consanguinity or endogamy are common. The most 
common and potentially severe inherited bleeding disorder 
in humans is hemophilia. The main cause of bleeding in 
this X-linked disorder is deficiency of coagulant factor 
VIII or IX. Management of this disorder is basically 
prevention of bleedings by avoiding high-risk activities, 
receiving factor prophylaxis in defined situations and 
treatment of bleeding events with appropriate factors 
immediately following trauma or surgery.1, 2

Parahemophilia or Owren’s disease or hereditary 
deficiency of factor V is a very rare disease. It is an 
autosomal recessive disorder and is estimated about 10 
times more frequently in eastern countries such as Iran 
where consanguineous marriages are more common.3 
The estimated incidence of this disorder is less than 1 
in 1 million.3, 4

A 34-year-old primiparous woman who had developed 
preeclampsia at 39th week of gestational age was admitted 
for cesarean section due to arrest of normal vaginal 
delivery. She mentioned that previously she was told 
to have hemophilia based on coagulation screening 
tests despite having any history of bleeding. However, 
initial evaluation of the patient before operation showed 
abnormal coagulation tests with prolonged PT and 
PTT. We asked to have the patient’s medical ID card 

and accordingly, she was found to be a case of severe 
factor V deficiency. Finally, after infusion of 15 ml/Kg 
of Fresh Frozen Plasma (FFP), anesthesia was induced 
and operation was performed uneventfully.

Parahemophilia is a clinically well-known disorder that 
any fault in diagnosis or management could result in a 
serious complication.5 The risk of peripartum bleeding 
is high in a pregnant patient with congenital factor V 
deficiency during anesthesia. The least levels of factor 
V necessary to avoid pregnancy loss and postpartum 
bleeding is reported to be ≥15 and 20 IU/dL, respectively.6 
Beside the primary interventions such as placement 
of a secure intravenous access, treatment is based on 
infusion of FFP or plasma-derived factor V concentrate.7, 

8 Recombinant factor VIIa can be substituted as an 
alternative; however, cryoprecipitate has no place in 
prevention or treatment of bleeding episodes in patients 
with parahemophilia.9

Remembering “all that glitters is not gold” and being 
fully informed about the exact type of the disorder in 
patients with abnormal bleeding tendency is of paramount 
importance in management of bleeding disorders.

Conflict of Interest: None declared.

References
1.	 Menegatti M, Peyvandi F. Treatment of rare 

factor deficiencies other than hemophilia. 
Blood . 2019;133(5):415-24.doi: 10.1182/

Iranian Journal of Blood & Cancer

Journal Home Page: www.ijbc.ir

Please cite this article as: Aminnejad R. All That Glitters is Not Gold: A Pregnant Woman with a Rare Inherited Bleeding Disorder. IJBC 2020; 
12(2): 70-71.

*Corresponding author: 
Reza Aminnejad, 
Assistant Professor of Anesthesiology, 
Department of Anesthesiology & 
Critical Care, Qom University of 
Medical Sciences, Qom, Iran
Tel: +98 9123098598
Email: r.aminnejad@yahoo.com

 [
 D

ow
nl

oa
de

d 
fr

om
 ij

bc
.ir

 o
n 

20
25

-0
8-

31
 ]

 

                               1 / 2

http://ijbc.ir/article-1-926-en.html


A pregnant woman with a rare inherited bleeding disorder

Volume 12 | Issue 2 | June 2020  71

blood-2018-06-820738. PubMed PMID: 30559262. 
2.	 Payandeh M, Amirifard N, Sadeghi E, Sadeghi M, 

Choubsaz M, Noor Mohammadi Far F. The survey 
of effective agents on Factor VIII and IX inhibitors 
in patients with Hemophilia A and B in Kermanshah 
Province. IJBC. 2015;7(4):191-4. 

3.	 Mansouritorghabeh H, Manavifar L, Mobalegh 
A, Shirdel A. Haemorrhagic manifestations 
and prevalence of factor V deficiency in north-
eastern Iran. Haemophilia. 2010;16(2):376-80.doi: 
10.1111/j.1365-2516.2009.02139.x. PubMed PMID: 
19906155. 

4.	 Borhany M, Ranc A, Fretigny M, Moulis G, Abid M, 
Shamsi T, et al. Molecular analysis of eight severe 
FV-deficient patients in Pakistan: A large series of 
homozygous for frameshift mutations. Haemophilia. 
2019;25(4):e278-e81.doi: 10.1111/hae.13741. PubMed 
PMID: 30924984. 

5.	 Yousef S, Bin Mahmood SU, Mori M, Geirsson A. 
On-pump CABG in a patient with severe factor V 
deficiency. Haemophilia. 2019.doi: 10.1111/hae.13809. 
PubMed PMID: 31197919. 

6.	 Younesi MR, Aligoudarzi SL. Successful delivery in 
patients with severe congenital factor V deficiency: 
a study of five homozygous patients. Haemophilia. 
2013;19(5):e318-20.doi: 10.1111/hae.12210. PubMed 
PMID: 23746195. 

7.	 Shafiee H, Safari S, Aminnejad R. Intraperitoneally 
Located Tip of Femoral Vein Catheter; Clinical 
Suspicion for Avoidance of Unnecessary Laparotomy. 
Anesth Pain Med. 2017;7(6):e64557.doi: 10.5812/
aapm.64557. PubMed PMID: 29696130. PubMed 
Central PMCID: PMC5903375. 

8.	 Bulato C, Novembrino C, Anzoletti MB, Spiezia L, 
Gavasso S, Berbenni C, et al. “In vitro” correction of 
the severe factor V deficiency-related coagulopathy 
by a novel plasma-derived factor V concentrate. 
Haemophilia. 2018;24(4):648-56.doi: 10.1111/
hae.13465. PubMed PMID: 29578313. 

9.	 Kaya Z. Recombinant FVIIa therapy for heavy 
menstrual bleeding in patients with severe FV 
deficiency. Haemophilia. 2018;24(4):e269-e70.doi: 
10.1111/hae.13538. PubMed PMID: 29944193. 

 [
 D

ow
nl

oa
de

d 
fr

om
 ij

bc
.ir

 o
n 

20
25

-0
8-

31
 ]

 

Powered by TCPDF (www.tcpdf.org)

                               2 / 2

http://ijbc.ir/article-1-926-en.html
http://www.tcpdf.org

