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Fibrinojen

Major Components of Hemostasis
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Fibrinojen Eksikligi
o Nadir kanama bozukluklarinin % 7° si (DHF)

o Yapisal anormallikleri

» Disfibrinojenemi

o Kalitsal fibrinojen eksiklikleri

» Afibrinojenemi

» Hipofibrinojenemi

o Afibrinojeneminin toplumda sikligi 1/1.000.000

Acharya SS, Coughlin A, Dimichele DM. Rare Bleeding Disorder Registry: deficiencies of factors II, V, VII, X; XllI, fibrinogen and dysfibrinogenemias. J Thromb Haemost. 2004;2(2):248-256.



Afibrinojenemi

Kanama Yerl

o Mukokutanoz
o Umblikal kord
o Kas iskelet kanamalari

o Ciddi kanamalar

Lak M, Keihani M, Elahi F, Peyvandi F, Mannucci PM. Bleeding and thrombosis in 55 patients with inherited afibrinogenaemia. Br J Haematol. 1999;107(1):204-206

Vakalopoulou S, Rizopoulou D, Zafiriadou E, et al. Management of acute bleeding in a patient with congenital afibrinogenaemia. Haemophilia. 2006;12(6):676-678.



Afibrinojenemi

Laboratuvar

o PT, PTT uzun
o Fibrinojen olgulemeyecek kadar dusuk
o Trombin zamani uzun

o Genetik

» Otozomal resessif

>4q 31.3 (FGA, FGB, FGG)

Asselta R, Duga S, Tenchini ML. The molecular basis of quantitative fibrinogen disorders. J Thromb Haemost. 2006;4(10):2115-2129.



Afibrinojenemi

Tedavi

o Traneksamik asit

o Fibrin yapistiricilar

o Faktor (Haemocompletan)
o Kriyopresipitat

o TDP

Acharya SS, Dimichele DM. Rare inherited disorders of fibrinogen. Haemophilia. 2008;14(6):1151-1158.

Keeling D, Tait C, Makris M. Guideline on the selection and use of therapeutic products to treat haemophilia and other hereditary bleeding disorders.
A United Kingdom Haemophilia Center Doctors’ Organisation (UKHCDO) guideline approved by the British Committee for Standards in Haematology. Haemophilia. 2008;14(4):671-684.



Rare Coagulation Disorders: A Retrospective
Analysis of 156 Patients in Turkey

Nadir Koagiillasyon Bozukluklari: Turkiye’deki 156 Olgunun
Retrospektif Incelenmesi

an’, Tiraje Celkan’, Yardanur Kilin¢?, Meral Tuarker®, Cetin Timur®,
min Karekci®, Feride Duru', Alphan Kuapesiz?, Lale Olcay'?,
ren'?, Aysegiil Unuavar'?, Hale Oren'', Kaan Kavakl?

o 12 merkez
o Ocak 1999-Haziran 2009
o 156 hasta
o En sik FVII eksikligi
» 53 hasta (% 34)
o FI (Fibrinojen) eksikligl
» 15 hasta (% 9.6)
> 4 hastada IKK (% 26)

Turk ] Hematol 2012; 29: 48-54



Congenital Factor Deficiencies in Children:
A Report of a Single-Center Experience

Zafer Salcioglu, MD', Cengiz Bayram, MD', Hialya Sen, MD',
Gizem Ersoy, MD', G&6niil Aydogan, MD', Arzu Akcay, MD',
Deniz Tugcu, MD', Ferhan Akici, MD"', Muge Gokcge, MD',

Metin Demirkaya, MD', Ali Aycicek, MD', and Zafer Baslar, MD?

o Tek merkez
o 1990 — 2015
o 481 hasta konjenital faktor eksikligi

o 252 (% 52.3) hasta nadir kanama bozuklugu

» En sik FVII eksikligi 185 hasta (% 73.4)
» Fibrinojen eksikligi 14 hasta (% 5.5)

Clinical and Applied Thrombosis/Hemostasis 24(6)



Rare clotting factor deficiency among Sudanese children
Ibrahium Elhadi®, Elamin Saed®, Omer Elhory?,

Salma Abdallah® and Ishag Adam®

o 2003-2017
o 1448 kanama bozuklugu olan hasta
o 47 ( % 3.24) hasta nadir kanama bozuklugu
o En sik FV eksikligi (% 36.2)
o lkinci siklikta Fibrinojen eksikligi (% 23.4)
» Umblikal kord kanamasi..... (% 45.5)

» Ciltte ekimoz.................... (% 36.4)
» Epistaksis.............ooool (% 27.3)
» Dis eti kanamasi................. (% 27.3)
» Kas ici kanama.................. (% 18.2)

» Menoraji...............ooeeeill. (% 18.2)

Blood Coagulation and Fibrinolysis 2019, 30:277-280.



Afibrinojenemi Tanili
Hastalarin Degerlendirilmesi

Gaziantep Universitesi Cocuk Hematoloji
o Cinsiyet,

o Tanl yasl,

o Tanida kanama yeri,

o Tani laboratuvari,
o Kanama oykusu,

o Profilaksi kullanimi



Kanama Bozuklugu Verileri

118 hasta

Toplam 167 hasta |

0 FlbranJen12

49 hasta




Afibrinojenemi Ver!

o 12 hasta

o E/K: 1/1

o Ortanca tani yasi 6.5 ay (0 gun-13 ay)
o Ortanca yaslari 131 ay (70-232 ay)



Afibrinojenemi Veri

Tani

o Digetikanamasi.......................... 4 (%33.3)
o Epistaksis .......ccooiiiiiii 2

o Gobek kanamasi......................... 2

o Intrakraniyal kanama.................... 2 (% 16.6)
o Topuk kani sonrasl....................... 1

oHematom................ccvvveie



Afibrinojenemi Ver!

Tani Laboratuvar

o PT > 200 sn
o PTT > 500 sn

o Fibrinojen < 10 mg/dl



Afibrinojenemi Veri

Izlemde goriilen kanamalarin yeri (7 hasta)

o Epistaksis
o Dis eti kanamasi
o Menoraji

o Intrakraniyal kanama



Afibrinojenemi Ver!

Intrakraniyal kanamasi olan 3 hasta
o Ikisi tani aninda o Birl izlemde

> PN 10. giin > 15 yasinda

» 4.5 aylikken ‘

‘ Profilaksi

Profilaksi




Sonug

o Nadir ancak akraba evliligi ile oran yuksek
o Ciddi kanamalar gorulebilir
o Hayati kanamalarda sekonder profilaksi

o Genetik tani



