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83 oOutcome of perioperative hemostatic management in patients with hemophilia
without inhibitors undergoing 161 invasive or surgical procedures

Jiaan-Der Wang, MD, Ph.D.", Kwok-Man Tong, MD2, Shin-Tsu Chang, MD, Ph.D_2 Yuan-Yang Chen, MD, Ph.D 2 and
Shian-Shiang Wang MD, Ph.D #, Ming-Ming Shih, MD?

1Center for Rare Disease and Hemophilia, Department of Orthopedics?, Rehabilitation® and Urology* , Taichung

Veterans General Hospital, Taichung, Taiwan; School of Medicine, China Medical University, Taichung, Taiwan

Table 1

Perioperative management of persons with hemophilia (PWH) is

challenge for surgeons and hematologists. The mortality rate was

reported up to 66 % in PWH undergoing minor and major surgery in

the mid 20th century.! A reduction of the mortality rate to 4.5 % was
achieved since improvement of hemostatic controls using clotting factor
concentrates (CFCs) during perioperative period.? However, dosing of CFC
administration for the procedures is disagreed. World Federation of
Hemophilia (WFH) devised a guideline for PWH with surgery both in CFC
constraint and non-contraint countries *

To evaluate the outcome of perioperative hemostatic management in PWH
without inhibitors according the guideline of WFH.

i o Wil Pt of Py, , sl ool
L Pt i s G, TAF, Totms bt A o

In this consecutive case study, patient data of all moderate and severe
hemaophilia patients undergoing invasive or surgical procedures at one
hemophilia comprehensive care center between the period of 2011 and 2016
were evaluated retrospectively. PWH who have been diagnosed with an
inherited or acquired hemostatic defect other than hemophilia, a present or
past history of inhibitors, cirrhosis or low platelet count were excluded.

The peak level of clotting factor before major procedure was targeted to 100 IU dL-*
and 80 IU dL-' for HA and HB patients, respectively except for 120 IU dL-' before total
joint replacement; it was 80 IU dL-' before minor surgery. The dosing of recombinant
CFC administration after surgery was based on the WFH guideline to maintain the
desired trough level. The duration of recombinant CFC administration was extended
to 21 to 28 days after procedures in some types of major surgery, ex. spinal surgery,
total joint replacement, intestine resection. The hemostatic response to surgery with
clotting factor were reviewed using a four-point scale (i.e. excellent, good, fair ,
poor/none) via patients’ operation note, consistent with the WFH guidelines

A total of 80 HA and 9 HB patients undergoing invasive or surgical
procedure were enrolled. Among enrolled PWH, 70 (87.5 %) HA and 5 (55.5
%) HB patients were severe type. Twelve (15.0 %) of the HA patients were
on prophylactic therapy, and all were below 18 years old. Of HB patients,
only one (11.1 %) was on prophylactic therapy (Table 1). The time of

drainage removal were according the standards of surgical care. Three To date, there is litile evidence to test whether the
patients with total joint replacements received transfusions of red blood cells | |recommended levels of clotting factor is adequate. In
during the operation, but otherwise blood component transfusion was not addition, the current guideline for recommended level and
needed in all the other procedures during perioperative period. No duration of CFC use is simply classified into two
thromboprophylatic therapy was used during perioperative period except for | |categories, major and minor surgery. The current

patients who underwent cardiac catheterization receiving half of standard guideline for recommended level and duration of CFC

dose of heparin. None of PWH was found with thromboembolic events after | |use is simply classified into two categories, major and
the procedures. In addition, none developed inhibitors of coagulation factors | |minor surgery. However, surgery types in PWH, as well

during more than 3 months of follow-up after the procedures. Three as general population are diverse. Therefore, it is not
complication was noticed; two ones were delayed bleeding after surgery clear for different procedures of CFC dose per infusion,
noticed (Figure 1A and B). Adjunctive therapy with antifibrinolytic agents the number of infusions and duration required to maintain
was used in 4 of patients with major procedure, including one total joint hemostasis during the perioperative period, and
replacement and 3 ureter stone removal, and all patients with dental anticipated complication. The study highlights a lower
management. rate of bleeding, infection, thromboembolic event and
. inhibitor development during the perioperative period.
It provides recommended dose and duration of CFC
'Craddock ef al. Ann Surg 1948; 2Rudowski et al. Ann R Coll Surg Engl 1981; administration for several major and minor surgeries to
3Srivastava et al. Haemophilia 2013 achieve excellent hemostatic control. However, specific
treatment guidelines for different invasive or surgical
procedures are needed t be devised based on arge
Jiaan-Der Wang, MD, PhD, Center for Rare Disease and Hemophilia, Taichung cohort or case series studies.

Veterans General Hospital, Taichung, Taiwan. e-mail: wangjiaander@gmail.com
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