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INTRODUCTION Plasma Thrombin Generation Factor XI Deficiency
» Factor Xl (FXI) deficiency is a rare inherited coagulation disorder. Potential Modifiers of Bleeding

 The number of patients presenting to labor and delivery with FXI deficiency has significantly
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* There is a paucity of literature on FXI deficiency in obstetric anesthesia, and there is no clear - * £Plorprotein Zactivity
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 Data collected included factor Xl levels, history of bleeding symptoms, hematologic Platelat Activi
management prior to pregnancy, type of delivery, type of anesthesia performed, prophylactic . aéfaifeti;’:,.’,fy
treatment received prior to delivery, lab abnormalities, total EBL during delivery, and any other Prothrombin Thrombin . Platelet activity

complications that occurred during labor. » von Willebrand Factor level
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* Moderate deficiency as FXI levels 15-45%

. Mild deficiency as FXI levels 46-75% Figure 1. The role of Factor XI in hemostasis
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RESULTS
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» Of the total 29 patients, 23 (76.7%) received neuraxial anesthesia
(FXI level median 46% IQR: 41 — 56%).
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» / patients (23.3%) did not receive neuraxial anesthesia (FXI level
median 35% (|QRZ 4% - 47%). 50%
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* Of those 7 patients who did not receive neuraxial anesthesia, 1
delivered via c-section while the remaining 6 had vaginal o o
deliveries. X28%
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* Only 2 patients total were found to have abnormal values of partial
thromboplastin time. 10%
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* No relationship was found between EBL and factor Xl level (as a
whole) (p=0.477).
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* No relationship was found between EBL and factor Xl level when , . .. .
sub-grouped to compare vaginal (0.249) vs. Caesarean section Figure 2. Factor Xl levels In those recelving and not receiving

delivery (0.252). neuraxial technique
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More Information on Patients with Factor XI Deficiency

To the Editor:—It has been called to our attention that our recent
Clinical Concepts and Commentary article, “Current Concepts of He-
mostasis: Implications for Therapy,” contains a statement that implies
that postoperative bleeding in patients with factor XI deficiency is
usually mild.' We wish to clarify this implication. Patients with factor
XI deficiency over a lifetime are mild bleeders who do not usually
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experience the chronic, crippling hemarthrosis or other severe bleed-
ing episodes so typical of severe classic hemophilia or hemophilia B.
Nonsurgical bleeding episodes in factor XI- deficient patients are usu-
ally mild over a lifetime. We wish to make it clear, however, that it 1S
quite possible for patients with factor XI deficiency undergoing sur-
gery to bleed severely unless they are pretreated. The replacement
therapy for factor XI deficiency in the United States usually consists of
plasma replacement therapy before an operation. More recently, re-
combinant factor VIIa has been used for factor XI deficiency, and it has
been found to be effective, although it is not yet approved by the US
Food and Drug Administration for this indication.” One of the readers

CORRESPONDENCE

of the journal pointed out to one of us via e-mail that patients with
factor XI deficiency undergoing cardiopulmonary bypass may bleed
excessively. We agree with this statement, and at our institution, such
patients would be treated, preoperatively and postoperatively, with
recombinant factor VIla or with plasma replacement therapy, which
may require plasma exchange transfusions to increase factor XI to 50%
or greater. Factor XI concentrates are available in Europe but not in the
United States, and these concentrates have occasionally been associ-
ated with thrombotic side effects. In summary, we wish to emphasize
that even though patients with factor XI deficiency usually have mild
bleeding episodes over a lifetime, this does not mean that they may not
experience extensive hemorrhage after severe trauma or surgery. Al-
though some patients with factor XI deficiency do not bleed after
operative procedures, a family history of bleeding after surgery is
suggestive that relatives of such patients will also bleed during surgery.

It has been recommended that replacement therapy for factor Xl
deficiency also include the use of antifibrinolytic agents such as tran-
examic acid because it seems that one function of factor XI is to boost

thrombin generation to the extent that the “thrombin activatable
fibrinolytic inhibitor” (TAFI) can be activated.® Adding tranexamic acid
enhances the antifibrinolytic effect.

We are grateful to the reader who called this potential interpretation
of factor XI deficiency to our attention.

Harold R. Roberts, M.D.,* Miguel Escobar, M.D., Dougald M.
Monroe, Ph.D. * The University of North Carolina at Chapel Hill,
Chapel Hill, North Carolina. hrr@emed.unc.edu

References

1. Roberts HR, Monroe DM, Escobar MA: Current concepts of hemostasis:
Implications for therapy. ANESTHESIOLOGY 2004:; 100:722-30

2. Lawler P, White B, Pye S, Hermans C, Riddell A, Costello C, Brown S, Lee C:
Successtul use of recombinant factor VIla in a patient with inhibitor secondary to
XI deficiency. Haemophilia 2002; 2:145-8

3. O’Connell NM: Factor XI deficiency. Semin Hematol 2004; 41:76-81

(Accepted for publication June 1, 2004.)

Mount
Sinai
West

CONCLUSIONS

 Many providers are still hesitant to perform neuraxial anesthesia on
patients who are heterozygous for the factor XI.

* Qur results showed that there was no complications from neuraxial
anesthesia for patients who were classified as having mild-moderate
deficiencies.

* Although more studies are needed for a clear consensus on the
proper anesthetic management of heterozygous carriers, we hope
that our results can help guide other anesthesia providers when they
are questioning performing a neuraxial technique for FXI patients.
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