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Primer hemostaz

A. VASOCONSTRICTION B. PRIMARY HEMOSTASIS
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Sekonder hemostaz

C. SECONDARY HEMOSTASIS
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Bulgular Sekonder hemostaz Primer hemostaz
bozuklugu bozuklugu



Kanama diyatezi tanisinda
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Trombositopeni genellikle azalmis uretim veya

artmis yikima bagl




KZ uzamasi: Trombositopeni (<100.000), vWD,

trombosit fonksiyon bozuklugu, antiagregan

kullanimi




PT uzamasi: En sik neden warfarin etkisi,

vitamin K eksikligi, faktor eksikligi




PTT uzamasi: En sik neden heparin etkisi, Faktor

eksikligi-hemofili (normalin <%30), DIK




Admission Rapid Thrombelastography Can Replace
Conventional Coaqulation Tests in the Emergency Department

Experience With 1974 Consecutive Trauma Patients

John B. Holcomb, MD, Kristin M. Minei, BS, Michelle L. Scerbo, BS, Zayde A. Radwan, BS, Charles E. Wade, PhD,
Rosemary A. Kozar, MD, PhD), Brijesh 5. Gill, MD, Rondel Albarado, MD, Michelle K. McNutt, MD,
Saleem Khan, MD, Phillip R. Adams, MD, James J McCarthy, MD, and Bryan A. Cotion, MD, MPH

Objective: Injury and shock lead to alterations in comventional coagulation
tests (CCTs). Recently, rapid thrombelastography (- TEG) has become recop-
nized a5 a comprehensive assessment of coagulation abrormalities. We have
previously shown that admissson - TEG resulis are available faster than CCTs
and predict pulmonary embolism. W hypothesimed that r-TEGs more reliably
predict blood component transfusion than CCTs.

Methods: Consecutive patients admitted between Sepltember 2009 and
February 2001 wha met the highest-level trauma actvations were incloded.
All had admission r-TEG and CCTs. We correlated r-TEG values [actvated
clotting time (ACT), r. k, =, maximal smplitude (MA), LY30] with their cor-
responding CCTs [prothrombin time (PT) activated partial thromboplastn
time (2FTT), internationzl normalized ratio (INR), platelet coumt and fib-
rinogen)] for transfusion requirements. Charpes were calculated for each test.
Demographics, vital signs, and injury severity were recordad.

Resulis: We studied 1974 major trauma activations. The median njury
severity score was |7 [inderquartile range 9-26]; 25% were in shock; 28%
were ransfused: and 6% died within 24 hours. Overall, r-TEG cormelated
with OCTs. When controlling for 2pe, injury mechanism, weighied-Revisad
Traumma Score, base excess and hemoglobin, ACT-predicted red blood cell
{RBC) ransfusion, and the e-angle predicied massive RBC transfusion better
than PT/aPTT ar INR (F « 0.001). The e-angle was superior to fibinogen for
predicting plasma transfusion (/7 . 0001 ); MA was auperior to platzlet count
fior predicting platelet transfusion (7 - 0.001); and LY-30 (rate of amplitede
reduction 30 minwies after the M A is reached) documented fibrmolbysis. These
carrelations improved for mansfused, shocked or head injurad patients. The
charpe for ~-TEG (331 7) was smmilar to the 5 CCTs ($286).

Conclusions: The r-TEG datz was clmically supenor to results from 3 OCTs.
In addtion, --TEG identified patients with an increased nisk of carly RBC,
plasma and plateled transfisions, and fibrinolyss. Admission CCTs can be
replaced with -TEG.

Keywords: TEG, hemorrhage, injury, cozpalation
(Amn Swerg 2012256 476-486)

ratio, IMR), coagulbopathy is present in up o 25% of szriocusly injured
trauma patients. When coagulopathy = present on admission, it =
usually associated with an increase in moriality after both blunt and
penctrating patients 24 In addition to INR, many centers routinely
monitor prothrombin time (PT), activated partial thromboplastin time
{aPTT}, platelet count, and fibrinogen levels. Unfortunately, these 5
conventional coapulation tests (CCTs) represent only a small portion
of the coagulation system. Currently, the rapid recognition of trawma-
induced coagulopathy by OCTs is limited by their slow results, in-
complete characterization of multiple coagulation abnormalities, and
poor asspciation with clinical outcomes.

There are several devices that measure the viscoelastic changes
of a whole blood sample, [Sonoclot, ROTEM (Tem Innovations,
Durham, MC), and thrombelastography ). We will only present data on
the thrombelastography device, but many of the benefits of thrombe-
lastography hold tree for the other devices as well. Thrombelastogra-
phy i=s a device that has been used to monitor whole blood coagulation
since 1948 7 1tis widely used in many cardiac and transplant centers to
puide resuscitation® ' and has larpely been associated with decreased
blood product wse and improved outcomes. Thrombelastography pro-
duces a fracing based on viscoelzstic properties of the whole blood
sample, and represents components of the coagulation system includ-
ing (1) plasma proteins including fibrinopen function, {2) thrombin
burst, (3) platelet function, and (4) the fibrinolytic system.'! Unlike
CCTs, thrombelastography 15 able to provide an early, more com-
prehensive description of the global hemostatic functional aspects
of intravascular coaeulation " When fast results are required. the
rapid thrombelastography (-TEG) is used. With easily implemented
software packages, the ~TEG tracing i= visible on bedside computer
screens, while the test is being mun in the labomiory. This feature
allows clinicians bo see in “real ime™ the developing -TEG tracings
and the corresponding coagulation disturbances. Conseguently, clin-
icians have the ability to act on these disturbances before the entire
test is finalized and reported. -0




saat 14.00 4000u FVIII




*Turkiye’de 6500,
Tum Dunyada 550.000

qetisiyagijturkiyehemofilikongresi-9.com/site/dernek-


http://www.turkiyehemofilikongresi-9.com/site/dernek-hakkinda
http://www.turkiyehemofilikongresi-9.com/site/dernek-hakkinda
http://www.turkiyehemofilikongresi-9.com/site/dernek-hakkinda
http://www.turkiyehemofilikongresi-9.com/site/dernek-hakkinda
http://www.turkiyehemofilikongresi-9.com/site/dernek-hakkinda

sitesi T
e &
O %,

Hemofili A ve B



i 5 EM“

wmm.w mﬂmmm

NI

A ve B Kl

Hemofi



Hemofili A ve B laboratuar

®
®
® aPTT : agir hemofilide anlamli uzun
®
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*HTCs takip ve tedavi ile 6 yillik sureg igcinde hemofiliye

bagli mortalitede %40 azalma saptanmis.




TURKIYE
‘?Jb HEMOFILI
DERNEGI

1992

HeDek

Hemofili Dernekleri Federasyonu

e

2005

About The Federation (English Version)

) Ege Hemofili Dernedi 2 Marmara Hemaofili Dernedi
) Cukurova Hemofili Dernedi 23 Akdeniz Hemofili Dernedi

2 Ankara Hemafili Dernedi 2 Kocaeli Hemofili Dernedi

2 Bamsun-19 mays
Hermofili Dernedi

) Pamukkale Hermofili
Dernedi

2 Avdin Hem. Dernedi
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Original
Contributions

EMERGENCY DEPARTMENT CARE FOR PATIENTS WITH HEMOPHILIA AND
VON WILLEBRAND DISEASE

Tammuella Singleton, mp, Rebecca Kruse-Jarres, mp, and Cindy Leissinger, MD



Hemofili A ve B tedavi
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Hemofili A ve B tedavi
genel yaklasim
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Hemofili A ve B tedavi
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Kanamamn Tipl Hemofill A Hemofill B
istenen istensmn
Diizey Gilin Sayisi Dlzey GOn Sayisa
Hemartroz L3 0=50 1=2 gilmn, yvamit a3 0= =2 g,
wveberll dedilse vant yeterli
daha uzuwn dedilse daha
UZum
Kas ici kanamasi Y3 0-560 =3 glin, yanik Y3 0-560 2=3 glin,
tiliopsoas harich veberli dedilse vanit yeterli
daha uzun dejdilse daha
UZum
ilopsoas Kanamasi
=Hasglanagsg =R O-100 bl P =hE0=-B0 il o
==Devam EhhI0-50 | =*T-10 giimn, FlbhI0-G0 | **3-5 giin,
bazen bazen
sekonder sekomnder
profilaksi profilaksi
olarak olarak
fizyoterapide fizyoterapide
daha uzun daha uzun
MS5S/ Kalfa
Travmasi
*Baslangi BaE O=100 =7 gidm Bae0=-B0 =7 glin
=[rawam Sa50 8-21 g B30 B-21 gln
Bojar,/Boyun
=*Haslanqgsg BaE O=100 1=F gln Bas0=-B0 =7 gl
= war BaS0 8-14 gin 30 B-14 glin
Sindirim Sistemi
*Haslangsg BaE O-100 1-& qgiin Sas-B0 -5 gln
= arr GaS50 T=14 qlin e 0] T=14 gim
Oriner Sistem a5 0 3-5 gln ‘Ba-30 3-5 qilmn
Derin laserasyon La50 5-T gijn Ba=30 5T alin
Cerrahi (majard
=izlem Snoesi T =100 AaaO-B0
=izlem sonrasi s 0=-8 0 1=3 gidm -3 0=-E&0 =3 giin
YA 0=-510 A= giin WHIOD=-50 =& qgiin
DhI0-50 7-14 giln el o e T-14 gidm

Turk Hematoloji Dernegi Hemofili Ulusal Tedavi Kilavuzu 2011: sayfa 12
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Hemofili A ve B tedavi
faktor replasmani

®

Gereken doz (u) = hedef duzey - olgulen duzey X vucut agirhgi (kg) / 2

Gereken doz (u) = hedef duzey - olgulen duzey X vucut agirhgi (kg



Hemofili A Faktorler:

®

Factane Faktér Viii 1000 lu 10 MI 1 Flakon )

ilag Barkodu: 8699538983552

Factane Faktor Viii 500 lu 10 Mi 1 Flakon )

ilag Barkodu: 8699538983545

Fanhdi 1000 lu 1 Flakon )

ilag Barkodu: 8699769980078

Fanhdi 500 lu 1 Flakon )

ilag Barkodu: 8699769930030

Feiba Tim 500 lu 1 Flakon

ilag Barkodu: 8699556930113

Feiba Tim 500 lu 5 Flakon )

ilag Barkodu: 8699556930113

Haemoctin Sdh 500 Iu 10 Mi Flakon )

ilag Barkodu: 8699535930707

Hemofil M 1000 Iu 1 Flakon )

ilag Barkodu: 8699556930038

Hemofil M 250 lu 1 Flakon )

ilag Barkodu: 8699556930014

Hemofil M 500 lu 1 Flakon )

ilag Barkodu: 8699556930021

Immunate 1000 lu 1 Flakon )

ilag Barkodu: 8699556930144
Koate-dvi Faktor Viii 1000 lu Flakon ()

ilag Barkodu: 8699702936556

Koate-dvi Faktor Viii 250 lu Flakon 0
llac Barkodu: 8699702986525

Koate-dvi Faktor Viii 500 lu Flakon )

ilag Barkodu: 8699702986655

Liberate Faktdr Viii 350 lu Flakon 0O
llac Barkodu: 8699702980035

¥67,04 TL

12516
TL

576,97 TL
972,86 TL
972,86 TL
549,31 TL
1266,74
TL

oTL

647,76 TL

1129,18

281,11 TL

533,5TL

0TL




Hemofili B faktorleri

Aimafix-d 500 lu 1 Flakon bh5 54 TL

o llag Barkodu: 8699650982006
Betafact 500 lu/10ml 1 Flakon 0 044 73 TL

o lla Barkodu: 8699538983620
_Inmunine G00 lu 1 Flakon 0 7538 TL

o llac Barkodu: 8699556980083
Octanine F Faktor Ix 1000 lu 1 Flakon 0 153848

llag Barkodu: 8699686980151 TL




Hangi faktor daha iyi?

Rel&mlbinant Factor Vlla concentrate versus plasma derived
concentrates for the treatment of acute bleeding episodes in
people with haemophilia and inhibitors (Review)

Torio A, Matino D, IAmico R, Makris M

THE COCHRANE
COLLABORATION®

This is a reprint of 2 Cochrane review, prepared and maintained by The Cochrane Collaboration and published in Tée Caclmimne Libmary
2011, Isspe 3




TEBLIG

Sosval Giivenlik Kurumundan:
SOSYAL GUVENLIK KURUMU SAGLIK UYGULAMA TEBLIGI

4.7 - Faktiir ve difer kan firdinlerinin recete edilmesi ve hemofili hastalarimin bildirim zorunlulugu

(1) Hemofili teshisi konulan hastalar, teshisi kovan hastane tarafindan “Hemofili Bildirim Formu™ diizenlensrek,
Saghk Bakanhfma bildinlecektir,

{2) Hemodili hastalan bildirim formu eksiksiz olarak doldurulacaker,

{3) Hemotili hastalan gin en az bir hematoloji veman hekiminin imzasinin da bulundufu saghk kurulu raporu
diizenleneccktiv. Hemofili hastalan igin ditzenlenen saghk kurulu raporlarninda, faktdr dilzevleri ve hematoloji uzman hekimi
tbaresi mutlaka belirtilecektir. Hematoloj uzman hekiminin olmadif hastanelerde saghk kurul raporu G ig hastaliklar ya da
fi¢ gocuk saghdr ve hastaliklar uzman hekimi tarafindan da diizenlenebilir,

{4) Hastalara, Saghk Bakanhf tarafindan dzel olarak dilzenlenmis “Hemofili Takip Karnesi™ ve turuncu renkte,
disrt niishali hemofili regetesi vertlecektir. Hemofih regetelerine hematoloji veva ¢ hastahklan veva gocuk saghin ve
hastabklan vzman hekimi tarafindan valmz faktdr yazilabilecek, recetede bulunan bilimler ilgili hekim ve eczacilar
tarafindan cksiksiz olarak doldurolacaktir.

{5) Fakiir disindaki diger kan Oriinleri de Gzel renkte (mor) “Kan Uriinleri Regetesi™ne vaalacakur. Hastanede
vatan hastalar igin de avm regete kullamilacakur.

(6) Kan firiind regeteleri, ilgili birtmlerden almacak saghk kuwrulu raporlarma bagh olarak uvzman hekimler
tarafindan  vazlabilecekiir, Ancak, acil hallerde kullamlmasi zorunlu olan triinlerden valmz tetanos ve anti D
immiinglobulinleri ile larenks ddemi ile bagvuran herediter anjiyvodidem tanih hastalanin acil (akut) tedavisinde Cl esteraz
inhihitérleri igin saghk kurule raporu ve mor recete sart aranmavacaktir. Hastanelerde yatan hastalarda, faktir disindaki kan
triinleri gin saflik kurulu raporu gerekli defildir. Yeterh uzman hekimi olmayan yerlerde, gikan vakalara vaktinde midahale
edilebilmesi igin yalmz kuduz ve tetanos immunglobulinleri pratisyen hekim tarafindan da kan tirlinleni regetesine yazilabilir.

{7) Hemofili hastalarn fakidr regetelen ve diger kan liriindl regetelen dit nilshali olacak, regetelerin birinei
niishas1 eczaneler tarafindan 11 Saghk Midirligine, ikinci niishas: Kuruma ganderilecek, Gelinei niisha eczanede, dardiineii
niisha ise karnede kalacakur.

(8} Hemofili takip karnesini alamadan herhangi bir nedenle hastalanmis olanlarin ilaglar, ilgili uzman hekimler
tarafindam, bir kereve mahsus olmak firere saghk kurulu raporuna istinaden “Kan Uriinleri Regetesi™ne vazlabilir. Kamesiz
ikinci defa tedavi gdrme imkim olmadigindan, tedaviden sonra hastalann, saghk kurulu raporu ile hirlikte vakit gecirmeden
hemofili takip karnesi alabilmek icin [l Saghk Midiirliklerine miiracaat etmeleri gerekmektedir.

(9 Kan friinii veren cczaneler, regetelerin ilk niishas: ile birlikte regete bilgilerni de igeren “Hemofili Regete
Formunu” ve “Kan Uriinleri Regete Formunu™ doldurarak her ay 11 Saghk Midtrliklerine gonderecektir,

(10) 11 Saghk Mudorltkleri, eczanelerin gtinderdigi form ve beraberindeki regeteleri kontrol ettikten sonra, tim
formlar birlestirerek tek bir form halinde Saghk Bakanlhgina génderccektir,

(117 Kan iiriinleri ve faktdrlerden hasta katlim payr alinmayacaktir.
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Hemartroz tedavisi

Clotting factor concentrates given to prevent bleeding and
I}HEaﬁng-related complications in people with hemophilia A

or B (Review)

THE COCHRANE
COLLABORATION®
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Taburculuk ve takip

acll tedavi sonrasi

Evde tedavi
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vWD siniflama



vWD klinik



vWD laboratuar

® Kanama zamani uzamis

aPTT hafif uzamis
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vWD tedavi

Alternatif ajan: Epsilon aminokaproik asit



onuglarini beklemeyin.
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