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GIRIS

Hemofilik olgularda en sik gorilen kanama tipi eklem kanamasi olup kanamalar gogunlukla diz,
dirsek ve el bilegi gibi blylik eklemlerde gorilmektedir. Temporomandibuler eklem (TME) gibi
kiglUk eklemlerde ise kanamalar sik gortlen bir bulgu degildir. Temporomandibuler eklem cigneme,
yutkunma ve konusma gibi karmasik islevlerde gbérev yapan vicudun kliclk eklemlerinden biridir.
Literatlrde eklem dejenerasyonu ile giden romatoid artrit, seronegatif spondiloartropatiler,
temporal arterit gibi sistemik hastaliklarda diger eklem bulgularinin yani sira TME'nin de
etkilendigine dair arastirmalar bildiriimektedir. Buna karsilik hemofilik olgularda TME'nin
degerlendirildigi cok az sayida calisma ve olgu sunumu mevcuttur.

Biz de agir tipte hemofilik olgularda temporomandibuler eklem saghginin degerlendirmesini
amagcladik.

YONTEM

Calismaya benzer yasta 16 agir tipte hemofili (13 Hemofili A, 3 Hemofili B) tanisi alan hastalar ile
22 sadlikli kontrol dahil edilmistir. Her iki gruba da gene cerrahi uzmanlan (SY, DC) tarafindan
demografik bilgiler ve agiz saghdi sorularinin yer aldigi anket formu ve DC-TMD (Diagnostic Criteria
for Temporomandibuler Disorders) icerisinde yer alan subjektif agri formu uygulanmis,
temporomandibuler eklemlerinin DC-TMD kriterlerine gére muayenesi yapilmistir. Veriler SPSS 15.0
programinda analiz edilmistir.

BULGULAR

Hemofilili olgularin hepsi erkek olup yas ortancasi 18 (9-25 yil), saglikh kontrollerin %50’si erkek
olup yas ortancasi 22 (9-31 yil) bulunmustur. Hemofilik olgularin %25‘inin dis hekimine hig
muayene olmadiklari ve %62’sinin agdiz saghgina dikkat etmedikleri tespit edilmistir. Her iki grup
arasinda bas, yuz bolgesinde agri durumu ve bazi fonksiyonel durumlarla tetiklenen agri ile ilgili
subjektif veriler agisindan hemofilili olgularda saglikli kontrollere gére anlamli farklilik saptanmistir
(p<0.05). Temporomandibuler eklem bulgular degerlendirildiginde fonksiyon sirasinda eklemde
subjektif klik sesi duyulmasi ve palpasyonda sag ve sol TME’de agri varligi hemofilik olgularda
saghkh kontrollere gore 4.9 (1.0-23.6) kat anlamli ytuksek bulunmustur (p<0.05). Her iki grup
arasinda objektif klik ve krepitasyon sesi, kapal kilitlenme ve acik kilitlenme agisindan anlamli
farklilik tespit edilmemistir (p>0.05). Calisma gruplarn arasinda mandibuler hareket (maksimum
yardimsiz adiz agma, sagd/sol lateral hareketler ve protriizyon) sinirlari benzer bulunmustur
(p>0.05).

SONUC

Galismamizdaki bu 6n sonuglar agir tipteki hemofilili olgularin adiz, dis ve gene sadliklarina dikkat
etmediklerine isaret etmektedir. Agir hemofilili hastalarda temporomandibuler eklem disfonksiyonu
ile iligkili bas, ylz agrilar ve bazi semptomlarin saglikli bireylere gére daha fazla oldugu ortaya
konmustur.
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Introduction: Emicizumab® is a bispecific antibody that binds to factor (F) IX/IXa and FX/FXa and
activates FX to FXa in the absence of FVIII. It has been shown to reduce bleeding episodes in
people with hemophilia A with or without inhibitor. Despite the reduction in annualized bleed rate,
some breakthrough bleedings and also surgeries are inevitable which may require additional
hemostatic treatment. Clinical hemostasis during surgery in patients receiving Emicizumab is
unpredictable and data are very limited. Here, we report a patient with Haemophilia A with inhibitor
who had teeth extractions while on Emicizumab prophylaxis.

Case: The patient, aged 10 years old, had high-responding inhibitors and treated with aPCC and
rFVIIa during bleedings. He previously underwent bilateral elbows (repeated) radiosynovectomy for
each that were both managed with rFVIIa by intermittent infusion. Because of the frequency of the
bleeding, he received alternating aPCC and rFVIIa. Despite this treatment, he continued to
experience several bleeding events. After Emicizumab Clinical Trials became available, the patient
enrolled and Emicizumab started once a week. He had only quadriceps muscle severe hematoma
due to major trauma. Circumcision was applied under Emicizumab prophylaxis which is considered
a major surgical intervention, and the patient didn’t receive any factor support and had no
complications.

Teeth extractions were arranged to coincide with patient’s regularly scheduled Emicuzumab
maintenance dose of 1.5 mg/kg/week, which was administered the morning of surgery. Two
extractions were done separately in different times. The patient received 40 mg/kg/day tranexamic
acid before 12 hours the surgery and continued for 10 days. There was no bleeding and any
adverse events after the first operation. However, after the second extraction, bleeding continued
for 10 days and the patient received 90 mic/kg/dose rFVIla for 22 times in tapering schedule.
Laboratory examination of D-dimer and fibrinogen were not elevated in the postoperative period.
No blood transfusions were given and there was no evidence of thrombosis.

Conclusion: Data describing surgery in patients receiving Emicizumab are very limited. For patients
with hemophilia A with inhibitors who underwent mostly minor surgical procedures while receiving
Emicizumab prophylaxis, the majority of them did not receive pre-operative treatment with BPAs.
However, postoperative bleedings in minor surgeries occurred most commonly following dental
procedures in HAVEN studies. This finding is similar in our patient that he had postoperative
bleeding after one of the dental extraction.
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Vaka Sunumlari ile Birlikte

Mustafa Mert Acikgdz, Gllsiim Ak, Bilent Zilfikar

Istanbul Universitesi, Dis Hekimligi Fakiltesi, Agiz,Dis ve Cene Cerrahisi Ana Bilim Dali, istanbul

Dis hekimligi uygulamalar hastalarin ihtiyaglar ve gelisen teknoloji ile birlikte cesitlenmektedir. Dis
cekimi, kist tedavileri, eksik dislerin yerine estetik ve fonksiyonun yeniden saglanmasi amaciyla
uygulanan implant uygulamalari, ydénlendirilmis kemik rejenerasyonu, kist tedavileri, eklem
rahatsizliklarinin cerrahi tedavileri gene cerrahisinin uzmanlik ve ilgi alanina girmektedir.
Koagtilasyon bozuklugu olan hastalarin ihtiyaci olan cerrahi girisimler basta kanama riski olmak
Uzere birgok komplikasyona sebep olabilmektedir. Bu sunumda koagilasyon hastalarina uygulanan
guncel premedikasyon, dikkat edilmesi gerekenler, karsilasilabilecek komplikasyonlar ve tedavi
protokolleri vakalar ile birlikte sunulacaktir.
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Prevalence of oral diseases in patients with inherited bleeding disorders
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Prevalence of oral diseases in patients with inherited bleeding disorders

Aim: In the dental treatment of patients with bleeding disorders, coordination with the patients'
hematologist is always the first step before any dental procedure. While writing the consultation,
risk assessment is made by specifying the oral disease to be treated. The most common oral
diseases in hemophilia patients are dental caries and gingivitis/periodontitis. Subsequently, acute
and chronic abscesses, impacted teeth, orthodontic problems and pain are seen. In this study, our
aim is to report the prevalence of oral diseases in patients with bleeding disorders who applied to
our clinic.

Method: 50 adult patients referred to Istanbul University, Faculty of Dentistry were evaluated.
Necessary treatments were applied after the indications made as a result of the clinical and
radiographic examinations of the patients. The treatments applied are in the table below. Results:
Dental caries and gingivitis are the most common oral diseases encountered in evaluated patients.
The most common treatments are dental restorations, root canal treatment and ultrasonic scaling
in parallel. The number of tooth extractions due to tooth decay is 36 (the other 3 teeth are due to
pericoronitis), dental restorations is 77 and root canal treatment is 28. The number of treatment
needs due to gingivitis / periodontitis is 22.

Conclusion: The fear of bleeding that may occur during daily dental care in patients with bleeding
disorders increases the development of dental caries, gingivitis and periodontitis in these patients.
In order to prevent this and reduce the need for further treatment, motivation for oral hygiene
must be provided and preventive practices must be prioritized from an early age.

Keywords: Congenital bleeding disorders, hemophilia, oral diseases
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