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Aktif kanama ile gelen veya
Kanamaya yatkinligi olan ¢ocukta

4
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lyi bir dykii ve fizik muayene ile %90
on tani konur

—Yas

— Cinsiyet

— Kilinik prezantasyon
— Hikayesi

— Alile oykusu




COCUKLUK CAGINDA
EN SIK PROBLEM

* Epistaksis

~

* Kol ve bacaklarda morluklar > Kanama
» Menoraji, menometroraji diyatezimi?



Sunucu Notları
Sunum Notları
Menoraji: Düzenli sikluslarla gelen ancak miktar ve süresi artmış olan kanamadır.
Metroraji: Beklenen menstrüel sikluslar arası oluşan aşırı kanamaya denir. 
Menometroraji: Sıklıkla düzensiz, aşırı ve uzamış kanamadır. 



Petechiae

Kanama hikayesi

* Deri ve mukoz memranlardaki kanama
trombositler, kan damarlari ile ilgili patolojilerde
ortaya cikar.

Ecchymoses

— Petesi
— Ekimoz

velveya

— Oral mukozal kanamalar

 Yumusak doku ve eklemlerdeki kanamalar
genellikle koagulasyon faktor eksiklikleri ile
iligkilidir.

mune thrombocytopenia (ITP).
(A) Dense, cutaneous petechiae on the foot and ankle. There are no
petechiae on the sole of his foot, a site at which the vessels are protected
by the strong subcutaneous tissue.
(B) Occasional petechiae on the patient's face and large, bullous
hemorrhages on the buccal mucosa, which are related to the lack of
vessel protection by the submucosal tissue. Similar petechiae and
hemorrhagic bullae can be seen in patients with thrombocytopenia of

any cause.



Table 377-1

Epistaxis digitorum (nose picking)

Rhinitis (allergic or viral)

Chronic sinusitis

Foreign bodies

Intranasal neoplasm or polyps

Irritants (e.qg., cigarette smoke)

Septal deviation

Septal perforation

Trauma including child abuse

Vascular malformation or telangiectasia (hereditary hemorrhage
telangiectasia)

Possible Causes of Epistaxis

Hemopnhilia

von Willebrand disease
Platelet dysfunction
Thrombocytopenia

Hypertension

Leukemia

Liver disease (e.g., cirrhosis)

Medications (e.g., aspirin, anticoagulants, nonsteroidal
antiinflammatory drugs, topical corticosteroids)

Cocaine abuse

From Kucik CJ, Clenney T: Management of epistaxis, Am Fam Physician
71(2):305-311, 2005.



Kanama hikayesi
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« Saglikh olan bir cocukta epistaksis gibi lokal bir
kanama olusmus ise :

— Rinit

— Travma
— Yabanci cisim
— Yuzeyel damarlarda hasarlanama

— Kuru hava



Kanama hikayesi

« Girisim sonrasi bir kanama olusmus ise (tonsilektomi, circumcision, dis
cekimi) ve daha onceden de benzer durumlar olusmus ise altta yatan

kanama bozukluklarini gosterebilir.




Kanama hikayesi

e Kanamanin

— ciddiyeti,
— sikligl,
— suresi,

— lokalizasyonu

« Kanamayi izah eden durum varligi veya yoklugu



Kanama hikayesi

« Zencefil (ginger), gumus dugme cicegi (ferverfew),
mabet agaci(ginkgo biloba) ve fazla miktarda sarimsak
kanamalari artirabilir.

 Asetil salisilik asit ve non-steroid antienflamatuarlar

(ibuprofen, naproxen gibi) platelet fonksiyonunu
bozarlar.

« Warfarin veya warfarin etkinligi olan fare zehiri ile
iIntoksikasyon da kanama bozukluklarina neden olur.




KLINIK OZELLIKLER

« Bebeklik ve cocukluk donemindeki
kanamalar ozellikle aile oykusu de
varsa genetik gecisli kanama
diyatezlerini dusundurur.

* Yenidogan doneminde gobek
dusmesi sonrasi kanama olmasi F-
VIII eksikligini dugundurur. Ayrica
vitamin K eksikligini dusunmek
gerekKir.




KLINIK OZELLIKLER

* Yurumeye baslayan erkek bir cocukta eklemlerde olan veya

circumcision sonrasi kanama durumunda hemofili dusunulmelidir.




KLINIK OZELLIKLER

 Adolesan bir kizda adet kanamalarinin abartili olmasi,
tekrarlayan burun kanamasinin olmasi durumunda von
Willebrand (VWD) hastaligi dusunulmelidir.


Sunucu Notları
Sunum Notları
Menoraji: Düzenli sikluslarla gelen ancak miktar ve süresi artmış olan kanamadır.
Metroraji: Beklenen menstrüel sikluslar arası oluşan aşırı kanamaya denir. 
Menometroraji: Sıklıkla düzensiz, aşırı ve uzamış kanamadır. 



AILE OYKUSU

* Genetik kanama diyatezleri hakkinda
bilgi verir.




Spontan

Tekrarlayan

Birden fazla bolgede

Atipik lokalizasyonda

Kiiciik bir travma veya girisim sonucunda beklenmedik
siddette

Demir tedavisi veya transflizyon gerektirmis kanamalar




KANAMA DIYATEZI DUSUNULEN COCUKDA:

Soru 1:
= Konjenital mi?
— Erken baslar
— Aile hikayesi (+)

= Akkiz mi?
— Sistemik semptom ve bulgular (+)




KANAMA DIYATEZI DUSUNULEN COCUKDA:

Soru 2

e Defekt nerede?
— Vaskiiler

— Trombositer
* Trombositopeni
» Trombosit fonksiyon bozuklugu

— Pihtilagsma faktorlerinin azhgi

— Artmis fibrinolizis

Tek mi? /Birlikte mi?

Konjenital ise defekt tek
Akkiz ise birden fazla




- Kanamanin durdurulmasi ve

- Dolasimin biitiinliigliniin korunmasi islevine hemostaz
denir.




Hemostasis
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Figure 475-2 The hemostatic mechanism. ADP, adenosine diphosphate; GAGs, glycosaminoglycans; NO, nitric oxide; PGl,, prostacyclin; PAI,
plasminogen activator inhibitor; TAFI, thrombin-activated fibrinolytic inhibitor; TXA,, thromboxane A,; VWF, von Willebrand factor.



Hemostasis
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Intrinsic, extrinsic, and common coagulation
pathways

Contact factors, Xla, Xlla Tissue factor

Intrinsic Extrinsic
pathway VIIIa\ IXa /Ia pathway

Xa, Va, phospholipids

.

Prothrombin —3 Thrombin

Common (factor II) (factor I1a) ST
ity pathway

Fibrinogen
(factor I)

- l _

Initial fibrin clot

l Factor XIIIa

Cross-linked fibrin clot

Schematic representation of the intrinsic (red), extrinsic (blue), and
common (green) coagulation pathways. Contact factors include
prekallikrein and HMWK. In the clinical laboratory, the intrinsic (and
common) pathway is assessed by the aPTT and the extrinsic (and
common) pathway by the PT. The TT assesses the final step in the
common pathway, the conversion of fibrinogen to fibrin, following the
addition of exogenous thrombin. Fibrin is crosslinked through the
action of factor XIII, making the final fibrin clot insoluble in 5 Molar
urea or monochloroacetic acid. This latter function is not tested by the
PT, aPTT, or TT.

HMWHK: high molecular weight kininogen; aPTT: activated partial
thromboplastin time; PT: prothrombin time; TT: thrombin time.



HEMOSTAZIN FAZLARI

BN =

. Vaskiiler faz

Primer hemostaz (Trombosit plagi olusmasi )
Sekonder hemostaz (Fibrin olusmasi)

Fibrinolizis




I. Damarsal bozukluklar

* Konjenital nedenler:
— Kalitsal hemorajik telanjiektazi,

— Kalitsal bag dokusu hastaliklari

* Ehler danlos sendromu, Osteogenesis imperfecta

* AKKiz nedenler:
— Skorbiit,
— Vaskilitler (Henoch Schonlein Vaskuliti).






Sunucu Notları
Sunum Notları
Trombositopeni-radius yokluğu (TAR)


I1. Trombositopeniler

1. Azalmis yapima bagh nedenler
a. Konjenital nedenler:
oFanconi aplastik anemisi,
oAmegakaryositik trombositopent,
oTAR sendromu,

b. AkKiz nedenler:

oAplastik anemu,
oLosemi

ollaclar, Toksik maddeler,
oEnfeksiyonlar,
oRadyasyon,

2. Artmms yikima bagh nedenler

o Immun nedenler:
Enfeksiyon, ITP, SLE, ilaglar

o Nonimmun nedenler:

DIK, HUS, Yapay kalp kapaklari,
Enfeksiyonlar

3. Anormal trombosit dagilimi
veya sekestrasyonu
oHipersplenizm
oHipotermi, Massif kan transfiizyonu



Sunucu Notları
Sunum Notları
Trombositopeni-radius yokluğu (TAR)


I111. Trombosit fonksiyon bozukluklari

— Konjenital nedenler
- Bernard-Soulier Sendromu,
- Glanzmann hastaligi,
- (r1 trombosit sendromu,
— AKKiz nedenler
- Ilaclar (Asetil salisilik asit, NSAI),
- Karaciger hastaligi,

- Uremi




Bernard-Soulier Sendromu (Oklar dev trombositleri gostermektedir.)



I1V. Pihtilasma bozukluklari

— Konjenital nedenler:

- En s1k von Willebrand Hastaligi
- Hemofili A (VIII) ve B(I1X)

— AKkkiz nedenler;

- KC, kalp, bobrek hastaligi,
- Vit K eksikligi

V. Artmis fibrinolizis



Sunucu Notları
Sunum Notları
1 - Von Willebrand Hastalığı Otozoma) dominant kalıtım gösterir. Bu hastalarda Faktör VIII molekülünün Von Willebrand kısmının kalitatif ve kantitatif bir bozukluğu söz konusudur. 
Von Willebrand faktörü trombositlerin bir araya gelmesine ve bir kan pıhtısı oluşturmasına yardımcı olan bir zamk işlevi görür.
VWD tanısı koyulmasını sağlayacak tek bir test yoktur. 
Laboratuvar bulgusu olarak trombosit sayısı normal, kanama zamanı uzun, Faktör VIII düzeyi az olabilir.
 


Kanama diyatezi dusunulen bir hastaya tanida yapilmasi gereken ilk
basamak tarama testleri

- Tam kan sayimai:
- Ozellikle trombosit sayisi

Normal peripheral blood smear

- Periferik yayma D.00©€

- Antikoagulansiz alinan kandan
yapilan periferik kan yaymasindan OOOC% 00900
trombositlerin degerlendirilmesi ) O a9 08

020
’n% @0 02.00000 .

High-power view of a normal peripheral blood smear. Several platelets
(arrowheads) and a normal lymphocyte (arrow) can also be seen. The
red cells are of relatively uniform size and shape. The diameter of the
normal red cell should approximate that of the nucleus of the small
lymphocyte; central pallor (dashed arrow) should equal one-third of its
diameter.



Sunucu Notları
Sunum Notları
Trombositler ve kanama zamanı=>Primer homostaz
PT, aPTT, TT, Fibrinojen düzeyi, FXIII (5 molar ürede pıhtının erime hızı)=>Sekonder hemostaz


Kanama diyatezi dusunulen bir hastaya tanida yapilmasi gereken ilk
basamak tarama testleri:Periferik yayma

Lymphoblasts in acute lymphoblastic leukemia Lymphoblasts in acute lymphoblastic leukemia
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v ﬂ Blood smear showing large lymphoblasts with prominent nucleoli and
light blue cytoplasm, as seen in acute lymphoblastic leukemia of the
World Health Organization classification. (Wright-Giemsa stain)

Blood smear showing small lymphoblasts with rare nucleoli and
vacuoles, as seen in acute lymphocytic leukemia.



Diagnostic approach to a child with mucocutaneous bleeding (purpuric
disorders) based on platelet count and platelet appearance on peripheral
smear*

Complete blood count (including platelet count)

v

Examination of peripheral smear
|

{ ¥

Platelet count low Platelet count normal
: | y : | Y
Large platelets Normal-size platelets Isolated platelets Platelets in clumps
Possible diagnoses: Possible diagnoses: Possible diagnoses: Possible diagnoses:
= ITP = Aplastic anemia ® Platelet function disorders = Type 2B vWD
= Bernard-Soulier = Amegakaryocytic (eg, Glanzmar_m = Pseudo-vWD
= Other giant platelet thrombocytopenia thrombasthenia)
syndromes (including = Leukemia = vWD
type 2B vWD) = VVascular abnormalities

ITP: immune thrombocytopenia (previously known as idiopathic thrombocytopenic purpura); vWD: von
Willebrand disease.

* Mucocutaneous bleeding in children is characteristic of disorders that cause abnormal platelet number
and/or function. However, mucocutaneous bleeding can also occur in patients with abnormal coagulation
(eg, hemophilia, disseminated intravascular coagulation). The diagnostic approach presented here
represents a simplified approach based solely on platelet count and the appearance of the platelets on
peripheral smear. In many cases, additional evaluation is warranted. Refer to UpToDate topic on the
evaluation of bleeding symptoms in children for additional details.



Kanama diyatezi dusunilen bir hastaya tanida yapilmasi gereken
ilk basamak tarama testleri

- Kanama zamam

- Protrombin zamam (PT) /INR

- Aktive parsiyel tromboplastin zamam (aPTT)
- Trombin zamani (TT)

- Fibrinojen duzeyi tayini

- Faktor diizey tayinleri

VIII eksikligi hemofili A
IX eksikligi hemofili B


Sunucu Notları
Sunum Notları
Bu PTT, intrinsik koagülasyonu ve heparin antikoagülasyonunun derecesini değerlendirmek için rutin olarak kullanılır.��PTT, XII, XI, IX ve VIII faktörlerinin eksikliklerine ve heparin gibi inhibitörlere duyarlıdır. ��Ortak yolaktaki eksikliklere (örneğin, faktör X ve V, protrombin ve fibrinojen) PT'den daha az duyarlıdır ve faktör VII ve XIII'deki değişikliklerden etkilenmez. ��Klinik olarak anlamlı fibrinojen bozuklukların çoğunda, PT ve aPTT'nin her ikisi de uzar. ��TT, heparin veya hipofibrinojenemi varlığında uzar (yaygın intravasküler pıhtılaşmada olduğu gibi [DIC]��Antifosfolipid antikorları – Faktör inhibitörlerine ek olarak, bazı antifosfolipid antikorları (lupus antikoagülanlar) da normal plazma ilavesiyle düzeltilemeyen uzun süreli bir PTT ile sonuçlanabilir. Bu antikorların aPTT üzerindeki etkisi, aşırı trombosit fosfolipid (özellikle altıgen faz fosfolipit) eklenerek veya seyreltilmiş Russell engerek zehiri zamanını değerlendirerek kısmen aşılabilir [19].��Faktör XIII eksikliğinin karakteristik anormalliklerinden biri, göbek kordonunun gecikmiş ayrılması ve göbek kütüğünden kanamanın gecikmesidir. ��Anormal trombosit fonksiyonunun edinilmiş nedenleri kalıtsal nedenlerden çok daha yaygındır ve aspirin ve nonsteroidal antiinflamatuar ilaçların (NSAİİ) kullanımını , beta-laktam antibiyotikleri, serotonine özgü geri alım inhibitörlerini, üremi ve miyeloproliferatif ve miyelodisplastik sendromları içerir


Kanama diyatezi dusunilen bir hastaya tanida yapilmasi gereken
ilk basamak tarama testleri

Kanama zamani

- Normal deger 2-4 dakikadir.

- Kanama zamaninin normalden uzun olmasi, daha ¢ok trombositler ya da damar ceperi ile ilgili

bir patolojik olaymn varligini diistindiirmelidir.

VIII eksikligi hemofili A
IX eksikligi hemofili B



- Protrombin zamam (PT) /
INR (INR = Patient PT + Control PT)

- Ekstrinsik volu ve ortak
yolu gosterir.

- Ortak yolu (X, V, I, I)
gostermede aPTT den daha
duvarhdir.

- VII eksikliginde uzar.

Intrinsic, extrinsic, and common coagulation

pathways

Contact factors, Xla, XIla

Tissue factor

Intrinsic Extrinsic

Xa, Va, phospholipids

'

Prothrombin —— Thrombin
Common (factor II) (factor IIa) Common
pathway pathway

Fibrinogen
(factor I)

L l _ |

Initial fibrin clot

l Factor XIIIa

Cross-linked fibrin clot

Schematic representation of the intrinsic (red), extrinsic (blue), and
common (green) coagulation pathways. Contact factors include
prekallikrein and HMWK. In the clinical laboratory, the intrinsic (and
common) pathway is assessed by the aPTT and the extrinsic (and
common) pathway by the PT. The TT assesses the final step in the
commeon pathway, the conversion of fibrinogen to fibrin, following the
addition of exogenous thrombin. Fibrin is crosslinked through the
action of factor XIII, making the final fibrin clot insoluble in 5 Molar
urea or monochloroacetic acid. This latter function is not tested by the
PT, aPTT, or TT.

HMWK: high molecular weight kininogen; aPTT: activated partial
thromboplastin time; PT: prothrombin time; TT: thrombin time.



AKktive parsiyel tromboplastin zamani
(aPTT)
- Intrinsik yol eksikliklerine duyarl:
VIII, IX

Ortak yolu gostermede PT’den daha az duyarli:

- X, V, II(Protrombin), I (fibrinoljen)

VIII eksikligi hemofili A
IX eksikligi hemofili B

Intrinsic, extrinsic, and common coagulation
pathways

Contact factors, Xla, XIIa Tissue factor

Intrinsic Extrinsic
pathway VIN ’/VIIa pathway

Xa, Va, phospholipids

v

Prothrombin —— Thrombin
Common (factor II) (factor Ila) Common
pathway pathway

Fibrinogen
(factor I)

- l _ |

Initial fibrin clot

l Factor XIlIIa

Cross-linked fibrin clot

Schematic representation of the intrinsic (red), extrinsic (blue), and
common (green) coagulation pathways. Contact factors include
prekallikrein and HMWK. In the clinical laboratory, the intrinsic (and
common) pathway is assessed by the aPTT and the extrinsic (and
common) pathway by the PT. The TT assesses the final step in the
common pathway, the conversion of fibrinogen to fibrin, following the
addition of exogenous thrombin. Fibrin is crosslinked through the
action of factor XIII, making the final fibrin clot insoluble in 5 Molar
urea or monochloroacetic acid. This latter function is not tested by the
PT, aPTT, or TT.

HMWK: high molecular weight kininogen; aPTT: activated partial
thromboplastin time; PT: prothrombin time; TT: thrombin time.



Kanama diyatezi dusunulen bir
hastaya tamida yapilmasi gereken ilk
basamak tarama testleri

- Trombin zamani (TT)

- Hipofibrinojenemide ve heparin varliginda uzar.

- Fibrinojen duzeyi tayini :
- Eksikliginde hem PT hem d aPTT uzar.

Intrinsic, extrinsic, and common coagulation
pathways

Contact factors, XIa, XIIa Tissue factor

Intrinsic Extrinsic
pathway VIIa\ IXa ‘ﬁra pathway

Xa, Va, phospholipids

Prothrombin —3» Thrombin
Common (Factor 1I) (factor 1Ia) Common
pathway pathway

Fibrinogen
(factor I)

| l _

Initial fibrin clot

l Factor XIlIa

Cross-linked fibrin clot

Schematic representation of the intrinsic (red), extrinsic (blue), and
common (green) coagulation pathways. Contact factors include
prekallikrein and HMWK. In the clinical laboratory, the intrinsic (and
common) pathway is assessed by the aPTT and the extrinsic (and
common) pathway by the PT. The TT assesses the final step in the
common pathway, the conversion of fibrinogen to fibrin, following the
addition of exogenous thrombin. Fibrin is crosslinked through the
action of factor XIII, making the final fibrin clot insoluble in 5 Molar
urea or monochloroacetic acid. This latter function is not tested by the
PT, aPTT, or TT.

HMWEK: high molecular weight kininogen; aPTT: activated partial
thromboplastin time; PT: prothrombin time; TT: thrombin time.



Algorithm for identifying causes of bleeding symptoms in children
based on results of coagulation screen

Coagulation screen
(PT/INR and aPTT)

Abnormal
|

v

Y

Y

PT/INR prolonged;
aPTT normal

aPTT prolonged;
PT/INR normal

PT/INR and
aPTT prolonged

v

v

v

Normal

= Factor VII deficiency

= Anticoagulant
rodenticide poisoning

= Factors VIII, IX, XI, and
XII; HMWK; or
prekallikrein deficiency

= Lupus anticoagulant

= Heparin

= VWD

= DIC

= Sepsis

= Liver disease

® Factors II, V, or X or
fibrinogen deficiency

= Vitamin K deficiency

= Anticoagulant rodenticide
poisoning

= VWD (some patients)

= Factor XIII deficiency

= platelet function disorders
= Fibrinolytic disorders

= Vascular abnormalities

= Some forms of mild
hemophilia

Refer to UpToDate topic on the evaluation of bleeding symptoms in children for additional

detalils.

PT: prothrombin time; INR: international normalized ratio; aPTT: activated partial thromboplastin time;

VWD: von Willebrand disease; HMWK: high molecular weight kininogen; DIC: disseminated

intravascular coagulation.
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1k basamak tarama testleri sonucuna gore gerekebilen ileri
tanisal testler

Fibrinolizisin arttig1 disunuliuyorsa fibrin yikim urunleri (FDP), D-dimer
Trombosit fonksiyon bozuklugu diistuntliyorsa trombosit fonksiyon testleri

Von Willebrand hastaligi diustinuliyorsa:
- VWFAg duzeyi
- Ristocetin kofaktor aktivitesi
- VWF: Kollagen baglanma aktivitesi
- FVIII diizeyi
- Kan grubu

- SDS jel elektroforezinde vWF multimer analizi

Faktor duzeyleri

Diger testler (karaciger fonksiyon testleri, kemik iligi aspirasyonu, inhibitor tayini,
vb).




Normal range for coaqulation tests by age

Age
Coagulation Day 1 of Day 3 of 1to 12 1to5 6to 10 11to 16 Adult
life life months years years years Y
tests Mean
Mean Mean Mean Mean Mean Mean R
(boundary) | (boundary) | (boundary) | (boundary) | (boundary) | (boundary) y
PT(s)* 15.6 (14.4- | 149(135- [13.1(11.5- |13.3(12.1- | 13.4(11.7- |13.8(127- | 13(11.5-
16.4)" 16.4)" 15.3) 14.5)" 15.1)" 16.1)1 14.5)
INR 1.26(1.15- | 1.2(1.05- | 1(0.86- 1.03(0.92- | 1.04(0.87- | 1.08(0.97- | 1(0.8-1.2)
1.35)1 1.35)9 1.22) 1.14)" 1.2 1.3)9
aPTT(s)* 38.7(34.3- | 36.3(29.5- |39.3(35.1- |37.7(33.6- |37.3(31.8- | 39.5(33.9- | 33.2(28.6-
44.8)" 42.2)9 46.3)" 26.3)" 4379 46.1)9 38.2)
Fibrinogen (g/L) | 2.8 (1.92- | 3.3(2.83- |2.42(0.82- |2.82(1.62- |3.04(1.99- |3.15(2.12- | 3.1(1.9-4.3)
3.74) 4,01) 3.83)1 4.01)" 4,09) 4.33)
Factor Il (U/mL) | 0.54(0.41- | 0.62(0.5- |0.9(0.62- |0.89(0.7- |0.89(0.67- |0.9(0.61- | 1.1(0.78-
0.69)" 0.73)" 1.03)" 1.09)1 1.1)1 1.07)9 1.38)
Factor V (U/mL) | 0.81(0.64- | 1.22(0.92- | 1.13(0.94- | 0.97 (0.67- | 0.99(0.56- | 0.89(0.67- | 1.18(0.78-
1.03)" 1.54) 1.41) 1.27)" 1.41)1 1.41)1 1.52)
Factor VII 0.7(0.52- | 0.86(0.67- | 1.28(0.83- | 1.11(0.72- | 1.13(0.7- | 1.18(0.69- | 1.29(0.61-
(UrmL) 0.88)" 1.079 1.6) 1.5)1 1.56)1 2) 1.99)
Factor VIII 1.82(1.05- | 1.59(0.83- | 0.94(0.54- | 1.1(0.36- | 1.17(0.52- | 1.2(0.59- | 1.6(0.52-
(u/mL) 3.29) 2.74) 1.45)1 1.85)" 1.82)" 2)9 2.9)
VWF (U/mL) n/a n/a n/a 0.82(0.6- | 0.95(0.44- | 1(0.46- 0.92 (0.5-
1.2) 1.44) 1.53) 1.58)
Factor IX 0.48(0.35- | 0.72(0.44- | 0.71(0.43- | 0.85(0.44- | 0.96(0.48- | 1.11(0.64- | 1.3(0.59-
(u/mL) 0.56)" 0.97)" 1.21)1 1.27)" 1.45)1 2.16)1 2.54)
Factor X (U/mL) | 0.55(0.46- | 0.6(0.46- | 0.95(0.77- | 0.98(0.72- | 0.97(0.68- | 0.91(0.53- | 1.24(0.96-
0.67)"1 0.75)" 1.22)1 1.25)" 1.25)" 1.22)1 1.71)
Factor XI 0.3(0.7- 0.57 (0.24- | 0.89(0.62- | 1.13(0.65- | 1.13(0.65- | 1.11(0.65- | 1.12(0.67-
(u/mL) 0.41)1 0.79)1 1.25)1 1.62) 1.62) 1.39) 1.96)
Factor XII 0.58(0.43- | 0.53(0.14- | 0.79(0.2- | 0.85(0.36- | 0.81(0.26- | 0.75(0.14- | 1.15(0.35-
(UrmL) 0.8)" 0.8)" 1.35)" 1.35)" 1.37)9 1.17)" 2.07)
XIIla (U/mL) n/a n/a n/a 1.08(0.72- | 1.09(0.65- | 0.99(0.57- | 1.05 (0.55-
1.43)" 1.51)" 1.4) 1.55)
XIIIs (U/mL) n/a n/a n/a 1.13(0.69- | 1.16(0.77- | 1.02(0.6- | 0.97(0.57-
1.56)" 1.54)9 1.43) 1.37)

All factors except fibrinogen are expressed as units per milliliter, where pooled plasma contains 1.0 W/mL. All data
are expressed as the mean, followed by the upper and lower boundary encompassing 95% of the population.
Between 20 and 67 samples were assayed for each value for each age group. Some measurements were skewed
due to a disproportionate number of high values. The lower limit, which excludes the lower 2.5% of the
population, is given.

PT: prothrombin time; INR: international nermalized ratio; aPTT: activated partial thrombaoplastin time; VI facter VI
procoagulant; vWF: von Willebrand factor: n/a: data not available.
* Normal range for PT and aPTT should be based upon the standards set by individual dinical laboratories.
9 Denotes values that are significantly different from adults.

Data on vWE Xilla and Xiis from: Andrew M, Vagh B Johnston M, et al. Maturation of the Hemostatic System During

Childhood, Biood 1992 80:1999.
Rematning data from: Monagle F: Barnes . Ignjatovic V. et al. De

2006; 95:362.

and

Intrinsic, extrinsic, and common coagulation
pathways

Contact factors, Xla, XIla Tissue factor
Intrinsic Extrinsic
pathway VINa\ IXa ‘/\Illa pathway
Xa, Va, phospholipids
Prothrombin —3 Thrombin
Common (factor 1I) (factor 11a) Cdmmon
pathway pathway
Fibrinogen
(factor I)

Initial fibrin clot

l Factor XIIIa

Cross-linked fibrin clot

Schematic representation of the intrinsic (red), extrinsic (blue), and
common (green) coagulation pathways. Contact factors include
prekallikrein and HMWAK. In the clinical laboratory, the intrinsic (and
common) pathway is assessed by the aPTT and the extrinsic (and
common) pathway by the PT. The TT assesses the final step in the
common pathway, the conversion of fibrinogen to fibrin, following the
addition of exogenous thrombin. Fibrin is crosslinked through the
action of factor XIII, making the final fibrin clot insoluble in 5 Molar
urea or monochloroacetic acid. This latter function is not tested by the
PT, aPTT, or TT.

HMWK: high molecular weight kininogen; aPTT: activated partial
thromboplastin time; PT: prothrombin time; TT: thrombin time.


Sunucu Notları
Sunum Notları
PT measures the following coagulation factors: I (fibrinogen), II (prothrombin), V (proaccelerin), VII (proconvertin), and X (Stuart–Prower factor).

INR = Patient PT ÷ Control PT



Saghikh premature ve term infantlarda
PT ve aPTT’nin normal degerleri

PT (saniye) aPTT(saniye)
Prematiire infant

24-29 hafta, 1. giin 12-21.5 40-100
30-36 hafta, 1. gilin 11-16 290-79

Term infant
1-4 gun 12-18 29-57
5-21 gun 12-18 29-52
4-12 hafta 12-16,5 29-52
13-25 hafta 12-16 29-47
26-51 hafta 12-16 29-40
1 yas- eriskin 12-16 27-37







EKLER



PT ve aPTT
Yenidoganda
En Si1k
Hangi Nedenle Uzun Cikar ?
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Vitamin K eksikligi



vom WIILIL

3 IBIRANID

ASTALIGE

PREVELANSI:

* 1/100-1/10.000 arasinda tam1 koyma

Kriterlerine gore degisir.



Sunucu Notları
Sunum Notları
Hemofili 1/5000 erkek
%85 Hemofili A (F8 eksikliği)
%15 Hemofili B (F9 eksikliği


vom W IILIL]

ASTALIGE

3 IBIRANID i

Von Willebrand faktordeki (VWF) defekt sonucu
olusur. (VWF iin koagulasyondan bircok roli vardir.)

Tipik olarak mukozal kanamamalar olusur.

Tani icin:

v Alile oykiisii

v' Kanama semptomlari

v' Laboratuvar testler ile tan1 konur.

(maalesef tek bir test ile tant koymak miimkiin degildir.)



Sunucu Notları
Sunum Notları
Hemofili 1/5000 erkek
%85 Hemofili A (F8 eksikliği)
%15 Hemofili B (F9 eksikliği


First, VWF serves to tether
platelets to injured subendothelium via binding sites for platelets
and for collagen. Second, VWF serves as a carrier protein for factor
VIII (FVIII), protecting FVIII from degradation in plasma. 

VWF is stored in endothelial cells and in platelet Weibel-Palade bodies and
circulates as a large multimeric glycoprotein.

Surgical bleeding, particularly with dental extractions or adenotonsillectomy, is
another common presentation.



vom Willlebramd Hastalngimda
Laboratuvar

Normal Type 1 Type 1C Type 3 Type 2A Type 2B Type 2N Type 2M PT-VWD
(Vicenza)

VWF:RCo N l Ll absent A R Norl 1l Ll

VWFpp/VWF:Ag ratio N N ™ absent NorT T N N T

LD-RIPA absent absent absent absent absent T absent absent 7T

BT N NorT T T T T N T T

VWF multimers N N but | N but | absent abnormal abnormal N but | N but | abnormal

Figure 477-1 Specialized laboratory testing for VWD. 1,1, 1|, Relative decrease; T,TT,TTT, relative increase; BT, bleeding time; FVIII: C, factor
VIII coagulant activity; LD-RIPA, low-dose ristocetin-induced platelet aggregation; N, normal; N but |, normal but decreased in intensity; PT-VWD,
platelet-type VWD; RIPA, ristocetin-induced platelet aggregation; VWF:Ag, VWF antigen; VWF:RCo, VWF activity by ristocetin cofactor; VWFpp,
VWEF propeptide. (Courtesy of Dr. Robert R. Montgomery.)



vom Willlebramd Hastalngn
Tipleride Tedavisi

TREATMENT VWD TYPES ADMINISTRATION DOSING
Desmopressin* Type 1 VWD IV or IN 0.3 ug/kg V!
Some type 2 VWD (use with 1 spray IN (<50 kg)
caution) 2 sprays IN (50 kg)
von Willebrand factor  Type 3 VWD \Y) 40-60 ristocetin cofactor activity units/kg (adjust dose depending
concentrates’ Type 2 VWD on baseline VWF level and desired peak VWF level)

Severe type 1 VWD (or type
1 clearance defects)

Antifibrinolytics Mucosal bleeding, all types PO or IV Aminocaproic acid: 100 mg/kg PO loading dose followed by
of VWD 50 mg/kg g 6 hours®
Tranexamic acid: 1300 mg PO tid x 5 days

*Recommended treatment with Stimate brand nasal spray, as this form is concentrated to give 150 ug/spray. Other forms are much more dilute and will not result in
desired increase in VWF.

"Maximum recommended dose is 20-30 pg/day.

fCurrently both Humate-P and Wilate are approved for treatment of VWD. A recombinant VWF preparation is currently undergoing clinical trials.

$Maximum recommended dose is 24 g/day.

IN, intranasal; IV, intravenous; PO, oral administration.
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