
on Willebrand disease (vWD) is an autosomally inherited bleeding
disorder caused by abnormalities of von Willebrand factor (vWF)
which is a multimeric glycoprotein essential for platelet plug forma-

tion at the site of vessel injury.1 vWF is decreased in type 1 and functio-
nally defective in type 2.2 Type 3 is the least common of all forms and is
characterised by very low (or even undetectable) levels of plasma vWF and
factor VIII with severe bleeding disorders.3 Epistaxes, mucosal bleedings,
hemorrhage after surgery, and excessive menstrual blood loss are the com-
mon manifestations of vWD.4 Although levels of vWF increase during preg-
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Successful Management of
A Vaginal Delivery and

Postpartum Hemorrhage in A Patient with
Von Willebrand Disease Type: Case Report

AABBSS  TTRRAACCTT Von Wil leb rand di se a se, which has se ve re ble e ding ma ni fes ta ti ons li ke in tra par tum and
post par tum he morr ha ge, was first des cri bed by Erik von Wil leb rand in 1926. The rep la ce ment of
plas ma con cen tra tes con ta i ning func ti o nal von Wil leb rand fac tor and fac tor VI II is the keys to ne of
the tre at ment for the di sor ders du e to the di se a se. A 21-ye ar old nul li pa ro us wo man with von Wil -
leb rand’s di se a se type 3 was re fer red to our cli nic for pe ri na tal ma na ge ment. Her ro u ti ne preg nancy
fol low-up was prob lem less. At 38 we eks’ ges ta ti o nal age, she de li ve red a 3140 g baby by va gi nal ro -
u te. She was gi ven fac tor VI II at the la bo ur and for the post par tum 3 days. One we ek la ter she suf-
fe red from he avy va gi nal ble e ding. At that ti me she was al so gi ven fac tor VI II with von Wil leb rand’s
fac tor, ris to ce tin co-fac tor and tra ne xa mic acid for anot her 5 days. Be ca u se of the ten dancy of the
he morr ha ge at the post par tum first we ek pe ri od, va gi nal de li very of a pa ti ent with von Wil leb -
rand’s di se a se sho uld be mo ni to red very clo sely.

KKeeyy  WWoorrddss:: Von Willebrand disease; delivery, obstetric; postpartum hemorrhage 

ÖÖZZEETT  İn tra par tum ve post par tum he mo ra ji gi bi cid di ka na ma so run la rı ya ra ta bi le cek bir du rum
olan Von Wil leb rand has ta lı ğı, ilk ola rak 1926 yı lın da Erik von Wil leb rand ta ra fın dan ta nım lan -
mış tır. Bu has ta lı ğa bağ lı bo zuk luk la rın te da vi sin de von Wil leb rand fak tö rü ve fak tör VI II içe ren
plaz ma kon san tre le ri nin rep las ma nı ana ro lü oy na mak ta dır. Von Wil leb rand has ta lı ğı Tip 3 ta nı lı
21 ya şın da nul li par bir ge be pe ri na tal ta kip için kli ni ği mi ze yön len di ril di. Ru tin ta kip le rin de bir so -
run sap tan ma dı ve 38. ge be lik haf ta sın da va ji nal yol la do ğum yap tı. Do ğum anın da ve ta kip eden 3
gün bo yun ca fak tör VI II te da vi si ve ril di. Do ğu mun 1. haf ta sın da şid det li va ji nal ka na ma ya kın ma -
sıy la baş vur du. Fak tör VI II içe ren von Wil leb rand fak tör, ris to se tin ko-fak tör ve tra nek sa mik süre -
sin ce ve ril di. İlk haf ta lar daki ka na ma yat kın lı ğı ne de niy le von Wil leb rand has ta lı ğı olan lo hu sa lar
ya kın dan ta kip edil me li dir ler.

AAnnaahh  ttaarr  KKee  llii  mmee  lleerr::  Von Willebrand hastalığı; doğum, obstetrik; postpartum kanama
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nancy, ra pid post par tum dec re a se may le ad to ble -
e ding prob lems.5

He re,we re port a ca se of suc cess ful ma na ge -
ment of a va gi nal de li very and post par tum ble e ding
in a pa ti ent with von Wil leb rand di se a se type 3.

CA SE RE PORT
A 21-ye ar-old gra vi da 1 pa ti ent who had a di ag no -
sis of vWD type 3 de li ve red va gi nally. She did not
ex pe ri en ce any comp li ca ti ons or ble e ding du ring
her preg nancy. She had be en di ag no sed to ha ve
vWD by be ing eva lu a ted for se ve re he mart hro sis
af ter a kne e tra u ma when she was 5-ye ars-old. She
was gi ven fresh fro zen plas ma sup port at that ti me.
Her fol lo wing past me di cal his tory was un re mar -
kab le and she re por ted nor mal men ses.

On the 38th we ek of ges ta ti on, she had se ve re
pa in ful con trac ti ons. On va gi nal exa mi na ti on she
had 4 cm di la ta ti on of cer vix. The le vel of vWF was
1.7%, von Wil leb rand fac tor an ti gen was < 10%,
ris to ce tin co fac tor ac ti vity (RI COF) was 10.8%, ac-
ti va ted par ti al throm bop las tin ti me (aPTT) was 53
se conds. She was gi ven an in tra ve no us bo lus of
2000 units of fac tor VI II (IM MU NA TE, BAX TER).
4 ho urs la ter, she de li ve red a 3140 g ma le baby with
a right me di o la te ral epi si o tomy. The amo unt of
post par tum ble e ding was ac cep tab le and epi si o -
tomy in ci si on was re pa i red. On post par tum 12th
ho ur, anot her 2000 units of of fac tor VI II (IM MU -
NA TE, BAX TER) was gi ven. Post de li very pe ri od
was une vent ful. She was al so tre a ted with 2 x 2000
units of fac tor VI II (IM MU NA TE, BAX TER) for
the fol lo wing thre e days. She was disc har ged from
hos pi tal on the 4th post par tum day.

Se ven days af ter the de li very, she was ad mit -
ted to our ser vi ce with the comp la int of he avy va -
gi nal ble e ding. No acu te ab do men was de tec ted,
and ul tra so nog rap hic eva lu a ti on did not show signs
of re ta i ned pro ducts in ute ri ne ca vity or flu id col-
lec ti on con sis tent with in tra ab do mi nal ble e ding.
The re we re nor mal fin dings in the exa mi na ti on of
epi si o tomy in ci si on, va gi na and cer vix. Her he mo-
g lo bin le vel and aPTT we re 7.1 g/dL and 43.8 se c-
onds, res pec ti vely. She was trans fu sed 2 units of red
blo od cell and was star ted a fac tor VI II rep la ce ment

of 3 x 500 units/day with 3 x 1200 IU vWF and ris-
to ce tin co fac tor. (HA E MA TE P 500, BEH RING).
Al so, she was gi ven in tra ve no us tra ne xa mic acid 4
x 500 mg da ily. Her me di ca ti on con ti nu ed for 5
days. Fi nally, her va gi nal ble e ding dec re a sed and
she was disc har ged. The pa ti ent is fre e of any
symptoms ne arly 3 months af ter the de li very.

DIS CUS SI ON
The most com mon of the he re di tary ble e ding
dyscra si as, vWD af fects 1% of the ge ne ral po pu la -
ti on.6,7 Ma jor symptoms are bru i sing, no seb le eds,
ble e ding af ter in jury, sur gery or to oth ex trac ti on;
post par tum ble e ding; and me norr ha gi a.8

To day, preg nancy is not con tra in di ca ted in pa-
ti ents with co a gu la ti on di sor ders but re qu i res a
mul ti dis cip li nary ap pro ach to ma na ge ment. Ac cor -
ding to so me aut hors, ble e ding du e to the co a gu la -
ti on di sor der it self is ra re du ring preg nancy be ca u se
the le vel of vWF in cre a se in ges ta ti o nal pe ri od. If
an in va si ve di ag nos tic (e.g., am ni o cen te sis) or the -
ra pe u tic pro ce du re is plan ned, fac tor le vels -ap -
prop ri a te for the di sor der- sho uld be me a su red
pri or to the pro ce du re and be rep la ced when ne e -
ded.9,10 Our pa ti ent did not ta ke any me di ca ti ons
du ring her ro u ti ne preg nancy fol low up, but she
was gi ven fac tor VI II con cen tra te just be fo re the
va gi nal de li very. Des pi te such a tre at ment, she ex-
pe ri en ced la te post par tum ble e ding and ne e ded re-
p la ce ment of hig her do ses. It is ob vi o us that
wo men with vWD are mo re li kely to ha ve cer ta in
me di cal con di ti ons at the ti me of de li very than wo -
men wit ho ut vWD. FVI II and von Wil leb rand Fac-
tor:Ris to ce tin co-fac tor (vWf:RCo) le vels along
with an aPTT, comp le te blo od co unt, type and
cross match sho uld be ob ta i ned on ad mis si on to the
hos pi tal for de li very.11 FVI II and vWF:RCo le vels
be low 50 IU/dL sho uld be cor rec ted be fo re de li very
or re gi o nal anest he si a. An in he ri ted ble e ding di s-
or der is not an in di ca ti on per se for de li very by Ca -
e sa re an sec ti on; a de ci si on to pro ce ed with a
ca e sa re an sec ti on sho uld be ba sed on obs tet ric in-
di ca ti ons and the de li very sho uld be as at ra u ma tic
as pos sib le, mi ni mi zing ma ter nal ge ni tal tract and
(or) pe ri ne al la ce ra ti ons. We cho se va gi nal ro u te
for la bo ur and did not use any ins tru ments. Desmo-
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pressin acetate (DDAVP), when administered as
prophylaxis to prevent postpartum hemorrhage, is
usually given at the time of cord clamping, but, be-
cause the peak effect is 40 to 60 minutes after ad-
ministration,* it may be mo re be ne fi ci al if
ad mi nis te red du ring the se cond sta ge of la bo ur or
im me di a tely be fo re ce sa re an de li very.12 Va cu um,
for ceps, fe tal scalp samp lers or elec tro des sho uld
not be used.13 In a sur vey of 102 wo men with vWD
pub lis hed by the Uni ted Sta tes Cen ters for Di se a se
Con trol and Pre ven ti on, 59% re por ted a his tory of
post par tum he morr ha ge com pa red with 21% of
con trols and in anot her sur vey, 31% of wo men
with vWD re por ted a his tory of in cre a sed post par -
tum ble e ding com pa red with 10% of con trols.14,15

Al so, the risk of la te post par tum he morr ha ge is in-
cre a sed to 11% to 24% in wo men with ble e ding di -
sor ders com pa red to less than 1% in the ge ne ral

po pu la ti on.16,17 In a re vi ew of the li te ra tu re, it was
de ter mi ned that the ave ra ge ti me of pre sen ta ti on
of post par tum he morr ha ge in wo men with vWD is
15.7 ± 5.2 days after de li very.18 Be ca u se of the in-
cre a sed comp li ca ti on chan ce in post par tum pe ri od,
wo men with vWD sho uld be eva lu a ted mo re fre-
qu ently. Thus, we ekly con tact is re com men ded du -
ring the post par tum pe ri od.19 Our pa ti ent had
se ve re he morr ha ge at the first we ek of de li very just
be fo re her con trol. She was not using any me di ci -
ne. Ac cor ding to re vi ew by Ja mes et al., proph yla -
xis for 2 or mo re we eks post par tum may be
re qu i red.20 Proph yla xis sho uld be con si de red if
FVI II or VWF:RCo le vels fall be low 50 IU/dL. In
res pon ders re ce i ving DDAVP, ho we ver, mo re than
300 mg/day of sti ma te in tra na sal DDAVP for mo re
than 3 con se cu ti ve days may in cre a se the risk of
hypo nat re mi a. Be ca u se nons te ro i dal an ti-inf lam -
ma tory drugs may af fect pla te let func ti on and sys-
te mic he mos ta sis al ter na ti ve anal ge sics sho uld be
pres cri bed.21
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