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T P o Absencte"o

® Pathogenesis: missense or frameshift mutation or deletions in the factor genes
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Orthopaedic srge*on

Obstetricians /Gynaecologists
Chronic pain specialists

Geneticists




T P * Musculoskeleto

® Integumentary system (1GS)




j} * GUS: Pos
O

® MSS: joint/muscle pain, tingling sensation, stiffness, warmth, limited limb

movement or use, compartment syndrome, pseudotumors, haemathrosis

® IGS: haemorhage



















T
e-threatening

T bleeds- rais e f 2 50% when acute bleeding
O

must have been arrested and healing has taken place

® For every unit infused per kg, factor level is raised by 20U /L
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SUGGESTED DOSAGE FOR EXTENDED HALF-LIFE
CLOTTING FACTOR CONCENTRATES FOR COUNTRIES
VWITH LIMITED RESOURCES

Hemophilaa A Hemophiirta B
M h“. Pproducts Eloctate (rFVINFo)

Extended half-dife Aldprolix («FIDXFc)
Dosage and freqguency Duration of therapy Dosage and freguency Duration of therapy
Type of hermorrhage OUCg) (Days) auU/Sikcg) (Days)
T REATMNENT

s 1o Until the bleeding episode 10 —-20 Until the bleeding episode
rreesnche Dleeding or Repeat mnfusion every is resolved Repeat -nﬁ;suon every 48 is rescolved
oral Dleedng. senous 24-—-aA48 hours ) hours
. hermarthrosss) .

rmessclie hleedmg or

- wa Ghop -

calf, arcdd fSorearm)

Tmjor (Life threatening hemorrhages)

racraesial | intrathoracic 20 — 40 Until the bleeding episode S0 —-&0 !Jntil the bleeding episode

< - val, ard R T nfusion every is resolved (measure FVIIH _Repeat nfusion every

remal 31224 howurs level, if level is <SO-70%c

24 howurs for the first 3
repeat infusion every

is resoived (approximately
24 howurs)

7—10 days)
days, thhen repeat infuion
every 4872 howurs until

bleeding stops
“o E\'«or-y 4 days_
. 20

410 —20 Every 7 days
r
TEwvery 7 days 20

Every 10 days

11— days. depending on 20 — 40
ype of procedure

Ax least 1 day wuntl
Repeat infusion every 48 adeguate wound heating
== hours occurs
Preoperative -~ 30 —ao Every 1224 howurs for 40 - &S50 Every 12 howrs for thhe Sirst
the first 48 howurs or until 24 howurs or until adeguate
Po o> 20 te wound healing 20 —ao wousra . occwurs.,
Adver 12 howurs and then occurs, then repeat T Ewvery 2448 howurs then repeat . evenry
every 24 howurs infusion every 24-48 hours 48 howurs for at least 7
for at least 7 days days
Oes The ~ of ophiiia o not er n the medicine and under No CircuMmstances
m““mw“ u‘dm-d.d.ff.cu
anc/or comnsuit printed instr S ded Dy the pharrmaceutical

Particular rreatment for specfic ndivicuals.
mwﬁmmwdammwm“w —_— R -
For further information please contact the World Federation of Hemophilia
Tel: =1 (514) 875-79494

- Fax: +1 (5714) 875-8916 =

E-mail: humanitarianaid@wifh_.org = wwww.wih . org



ed in oral bleeds to neutralize




® Porcine factor

R

® Gene therapy a virus is used to introduce a copy of the gene which encodes

the deficient factor




® Pain manage

®* Chart

®* Frequency of bleeds

®* Frequency of factor infusion

®* Other management procedures done







CONCLUSION

* Haemophilia is an important inherited
bleeding disorder which can also be
acquired and requires impute not just
from the health sector but from family
and society to ensure increased life
expectancy and improve morbidity in
affected patients, thereby ensuring






