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Introduccio

= Tanto el EVilllcomo el FIX estan codificados en
brazo largo del crom X.

= Proceso normal de lyonizacion, determina que
uno de los cromosomas X se inactive al azar
(cromatina de Barr).

= Se estima 1/ 100.000 mujeres es:portadora
sintomatica de Hemofilia(<0,3 Ul/dl-1).*

lujeres “portadoras de hemaofilia® tienen mg}é% -
% lade Wﬂdependien e

*Management of pregnancy in patient with severe haemophilia A. Bj of anaesthesia 91(3):432
**Bleeding in carriers of hemophilia. Blood, 1july 2006
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Categorias
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-Hl]ade ho:cora hemofilia.

_=:—-.ﬂ.___

= Hermana de uno o0 mas hombres:con
hemofilia.

-

R

familiares).



Diagnostico

R —

~sAnamnesis. (hija?e padre con hemofilia). '

= Examenes de laboratorio (FVW Ag / FVIII). -

= dio molecular, deteccion de la
utacio



ldentificacion de portadoras

R TTCIOaETIDEIes (I PV O T m———

H—-

= Evaluacion de sangrado anormal
Independientemente de nivel de F.

anejo de embarazo, parto y RN.




intomas de sangrado

Bleeding in carriers of hemophilia

Iris Plug, Eveline P. Ma -Bunsc 1, Annette H. J. T. Brécker-Vriends, Hans Kristian Ploos van Amstel, Johanna G. van der Bom,
Joanna E. M. van Diemen-Homan, José Willemse, and Frits R. Rc-aendqal

BLOCD, 1 JULY 2006 - VOLUME 108, NUMBER 1

Table 2. Spontaneous bleeding or bleeding after trauma in carriers
and noncarriers of hemophilia
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Risk momenis eventtotal (%) RR {CI)
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Mose bleads ever

reported 1158/270 (43) 105/237 (44) 1.00(0.8-1.2)
Bruising 50/260 (19) 42/243(17) 1.1 ({0.7-1.8)
Small wounds BE/262 (21) 230237 (9) 2.2(14-35)
Gurn bleading presant 164271 (60) 148/243 (61) 1.000.9-1 1)
Joint bleeds 23/271 (8) 117240 (5) 1.9(0.8-3.7)
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Carrier status
gure 1. Clotting factor level in relation to carrier status shown for participants
or whnm clotthg factor level is known. Thl-- box-whisker plot shows the madian
% i and noncarriers.
riuad b he first and thn th|rd quarﬁla the whi ndicate the range.
= indicate two axtrames (2.09 and 2.19 [L/mL)




intomas de sangrado

Table 3. Bleeding tendency of both carriers and noncarriers
according to decreasing clotting factor level

Clotting factor lewvel

More than Beatwean 0.41 0.40 IWmL . i} ) . .
0.60IWmL  and 060 WAL  orbelow  Pforirend Table 4. Risk of bleeding after medical interventions

Carriers, Noncarriers,

Small wounds | ) ! )
eventtotal (% eventitotal (%) RR (CI)

Evantitotal 28/233 (12) 2584 (29) 1180 (18)
RR(Cl) 1 3.3 ({2.0-5.2) 1.5 (0.8-2.9) Tooth exiraction

Joint bleeds 06 Prolonged bleading;
Eventitotal 121241 (5) 9/65 (14) &E2 (10) maore than 3 h 61/228 (27) 26219 (12) 2.30(1.5-3.4)
RR(Cl) 1 2.8(1.2-6.3) 1.8(0.8-4.9) Treatment after

Tonsillectomy 0f intervention 24228 (1) 1218 (0.5) 231 (3.1-169)
Eventitotal 21124 (17} B/26 (23) 11/31 (35) Tonsillectomy or
RR () 1 1.4 (0.6-2.0) 21 (1.1-3.9) adenotomy

Tooth extraction = Prolonged bleading;
Eventitotal 18130 (13) 14051 (27) 15/95 (42) mare than 2 h 20123 (24) 16122 (13) 1.8(1.0-31)
RRE (C1) 1 1.8 (1.0-3.0) 2501.5-4.2) Treatment aftar

Operations <= intervention 104123 (8) 1122 (0.8) 9.9(1.3-76.3)
Eventitotal 18139 (13) 14/49 (28) 15/35 (42) Operations
RR (Ch 1 2.2(1.2-4.1) 421857 Prolonged bleeding;

Bleading score 2 or maore than 3 h 46163 (28) 161486 (11) 2.6 (1.5-4.3)
above, AR (C) 3.0 (1.5-5.8) 4.0(21-7.7) < Treatment; aver 16174 (Q) 6140 (4) 2.3 (0.

Blood transfusion 20174 (17) 18149 {12} 1.4 (0.8-2.4)
Weomen who ever received treatment with clotting factor concantration, tranesx- B —————————
amic acid, or desmopressin before tooth extraction, tonsillectomy, or oparations weare
excluded from the analysis




Sintomas de sangrado

~ Elriesgo de'sangrado esta aumentado en pacientes
portadoras de hemofilia con niveles de factor menores
a 0.40 IU/ml que podrian ser definidas, segun nivel de
Factor como hemofilicas leves, moderadas o,graves. —

Spneconnoun.aumento significativo de la frecuencia
Saneladeenspeiiadonas,  CORNIVEIES ERtrer 04

R ——




Embarazo

ﬂ‘DﬁTaﬁte—a-em barazo se produce:

= Aumento de FVIII (200 a 500%), VII, X,
XIl, VW, Fibrinogeno. _ =

= No cambian I, V, IX, XI.
isminuyen EXII y activador ti

sular del
e —

R
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__J:A/JJI aumenta 200 a 500 %, el FIX no aumenta .

*No se ha descrito mayor frecuencia de abortos o
metrorragia del tercer trimestre.

*Mayor frecuencia de hemorragia poest parto
precoz (22% Versus 5%) y. tardia (11% Versus 1,3%).

Haemorrhagic problem in obstetrics and gynaecology in patients with congenital coagulophathies. Bj Obstet Gynaecol 1991; 98
The obstetric experience of carriers of haemophilia. BJ Obstet Gynaecol 1991;98:



Recomendacmnes Madre

Cﬁequear nlveles de EVIIlio X maternos aI inicio del
- -——embara-zo-y-aJas 28-34 sem.

= Determinacion de sexo fetal (18 sem) para planificar tto
del RN.

= Parto vaginal, cesarea segun indicaciones obstetricas.

= Siniveles de F <50 U/dl -1 (chequear 28-34 sem)
,administrar FAH idealmente recombinante* , mantener
niveles de FAH altos por 3 a5 dias.

stesla E | con F > 0.50

—l
-—-"_

=

The obstetric and gynaecological management of women with inherited bleeding disorders-review with guidelines produced by a taskfoerce of UK Haemophilia
Centre Doctsrs Organization. Haemophilia (2006), 12, 301-336)

*Transmission of hepatitis A to patients with hemophilia by FVIliconcentrates treated with organic solvent and detergent to inactivate virusis. Ann Intern Med
1994;Human Parvovirus B19 infection in hemophiliacs first infused with two highpurity, virally attenuated FVIII concentrates. Am j Hematol 1992;39.



~=_Determinacion de sexo fetal.
= No realizar monitoreo invasivo.

= Parto vaginal siempre gue las condiciones
obstétricas estén dadas.

= No forceps ni maniobras traumaticas.
= No inyecciones intramuscular o venopunciones.
Stra ; ordon pa

= ECO cerebral si parto traumatico,sintomatologia.




Otros Tratamientos

= Espercll g -
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