
 

i EndothelialcellsofBV haveWeibelPalladebodieswhichconsistsofvonWillebrandfactorCuwF P selectins

ii Platelets s xgranules vwf PDGF TGFB 7actor5 8 Fibrinogen

Densegranules ADPCartSerotonin Epinephrine Histamine

Iii But m cly thecirculatingmultimericformof vwf isreleasedbyendothelialcellsofBV this vwf carries c it 7actor8 prolongs its t112 12hrs

Iv So inabsence tofVWf the t42of7actor 8reducesto2 5hrs Thiscondition
mimicksHaemophiliaAC7actor8Iv aka Pseudohaemophilia

u ADAMis synthesizedbyhiver is activated c Tshearflow in theBlood

Proteolysisof vwf byADAMTS 133therebyinactivating it

vi Platelethas3antigenson itssurfacenamely GPI bCnffinityfor vwFT

GPIb a Affinityforfibrinogen GPVI AffinityforSubendo collagen
vii Endothelialinjuryexposesthe subendothelialcollagen vwf isreleased

bothgatheringplateletsviaGP GPI brespectively to sealthegap this

is calledADHESIONwhich isfollowedbyPlateletActivation secretion
thenAggregation Forming10HaemostaticPuig

viii ActivationofPlateletsoccursbychangeintheirshape Degranulation

releasingthromboxaneAz ADP Recruits more platelets

Aggregationofplateletsoccursvia GP I b abindingtheFibrinogen

Phosphatidylserineflipsoutsidethecellsgivingthem a vechargewhich

inturnleadsto

a activationofthe Intrinsiccoagulationpathway
bactivatesTenasewhichfurtheractivates7actor8 9

c activatesProthrombinasewhichfurtheractivates7actor10 5



to Intrinsic activatedby ve charge

Extrinsic activatedbyTissuefactor
commonpathwayfollows law ofhalf
as to 5 2 I

2,9 I1 TheFibrinClot 20HaemostaticPlug
a13

it is a weak clot it ismade

strongby7actor13whichcausescross linking strongclot

3AssessmentofvariousPathways

DIntrinsicpathway Glasstesttube isusedwhichalreadyhas vecharge

ifnotavailable takeplastictesttube add kaolin

silica toprovide vecharge Reports now read as aPTTkm forkaolin

Alwaystestresults are compared cControl TestaPTTis if c in I 7 see

ofcontrol
i aPTTmeasures 7actor 12 I1 9 8 I0 5 2 I Defof 15 20 isdetected

23Extrinsicpathway Tissuefactor is req for clotformationobtained

fromBrain but thequalitydiffereddependingupon

thetissuefactorusedbyvarious Labs i tostandardisethingsWHO said
that labstissuefactorshould becompared c thatofwHo's Human

Thromboplastin Moretowards1betteris the tissuefactor Is I value

AnternationalSensitivityIndex 9nternationalNormalizedRatio



But now INR isused IN R Prothrombin timeoftest
ISI

Prothrombintimeofcontrol

i Normal value of INR is 2 PTtest is if I in c2SecofcontrolsPT

Prothrombintime can pickup a fall of 10 Moresensitivethan aPTT

3ThrombinTime thrombin is addedtothetesttube itconvertsFibrinogen

intofibrinformingclot It'sonly for checkingFibrinogen



Tcasestudy

D PT is normal ie Factor 10 5 2 7 I are Normal

TT is Normal ie Fibrinogenis normal

aPTTT ie I 12 NoBleeding TThrombosis akaHagemanfactor
I 11 MildBleeding HaemophiliaC AR ie M F

I 9 SevereBleeding HaemophiliaB Xlinkedrecessiveie F m

I 8 SevereBleeding HaemophiliaB Xlinkedrecessiveie F m

severeBleeding Pseudohaemophilia vonWillebranddisease

IDon'tconfusePseudohaemophilia Parahaemophilia Factor vdeficiencyaka

owrendisease

TTaPTTE Nobleedingalsoseen in

i Highmolecularwt Kininogendeficiency

ii Prekallikreindeficiency

iii lupusanticoagulant Plateletcountis how

23 BT PT are Normal

aPTTT a 8 t
y
todietrentiate addCryoprecipitate 8 vwf Fibrinogen 13

b 91 Fibronectin improvementseen in 8Ino t in gt

3 aPTTis Normal

PTT 7 t butisolated It is rare ThinkofDrugsegwarfarin vitKantag



i t in v it k activatedfactors via'scarboxylationoftheirGlutamic acid
residues 2 7 9 10 but i t 12of7 isShortest 6hrs it is the first to t
or it can bedueto vit kdeficiency as well

43 aPTT
TY

i 10tCTT is 3 Pt hasAmyloidosis gives h oPinchpurpura

PT t ii 5 I TTis 3 Parahaemophilia owren disease

in Z t CTT isNOJ rare

iv3Fibrinogen I Tt is93 Afibrinagenemia

3AssessmentofFactor 13deficiency
is It presentsascephalhematoma or Excessivebleedingon separating

the umbilical cord

ii urea clotsolubilitytest two testtubeswhich haveclot are taken

urea is addedtoboth if clotsolubilizes ie
131 if doesn'tthen 13is because13tproduces a weak clotwhich

iseasilybrokenby urea

3Alltheseabovetests were to check20Hemostaticplugformation

3Tocheck10HemostaticplugformationdoBleedingtimeCBTJ 2 8min

via Ivymethod Forearm nick or Dukemethod EarlobeNick

If BTTdoPlateletcountC 1 5to4lakh if this is also that means

defectcan be in



1 Adhesion uw f t vwfdisease

GPIb t BerwaldSouliersyndrome

23Secretion granuleabsent GrayPlateletsyndrome
Densegranulesabsent HermansKyPudlaksyndrome

3Secretiondisorders are akastoragepooldefects

3 Aggregation GP IIb IIIa t Glanrman Thromboasthenia

Fibrinogent Afibrinogenemia




