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Pregnancy and delivery in Ehlers-Danlos syndrome type V 
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Summary 

Ehlers-Danlos syndrome (EDS) is a hereditary dysplasia of connective tissue with an abnormal collagen synthesis. It is charac
terized by hyperelasticity and fragility of the skin, joint hyperlaxity and fragility of the blood vessels. We describe the problems 
reported during pregnancy and delivery in women with EDS. Our patient had a type V syndrome. Accurate monitoring during the 
course of pregnancy is necessary. We believe cesarean section more appropriate than vaginal delivery in order to avoid the risks 
related to the rupture of the pelvic and perinea! vessels which may be difficult to suture. 
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Introduction 

Ehlers-Danlos syndrome (EDS) is an inherited disorder 
of the connective tissue caused by a genetic defect colla
gen biosynthesis [1]. Beighton et al. have classified the 
EDS in 9 types (corresponding to different molecular and 
enzymatic defects in collagen - Tab. 1) based upon clini
cal findings and mode of inheritance [2]. Since collagen is 
ubiquitous, every organ is likely to be involved. Common 
features in the 9 types described by Beighton are marked 
joint laxity, hyperextensible, fragile skin, vessel fragility 
and poor wound healing. The EDS is therefore not a single 
homogeneous disorder but a group of related entities that 
share, in varying degrees, the same complex of clinical 
anomalies. Type V EDS is an X-linked recessive form 
with skin hyperextensibility much like EDS type II, but 
joint mobility and bruising are not prominent features. In 
most patients the biochemical cause is unknown, but a few 
have a deficit in lysyl-oxidase [3]. 

The incidence of pregnancy associated with EDS is of 
l/25,000-1/150,000 newborns [4, 5]. The scientific rele
vance of the disease and the issues of pregnancy and deli
very management in women with EDS have induced us 
to describe a case we have treated. 

Case Report 

A 27-year-old patient, D. A., primigravid at 9 weeks'gesta
tion, with EDS type V, presented to the high-risk pregnancy 
day-hospital of our department for a control. 

EDS diagnosis was formulated in her early teens by a team 
of geneticists and physicians of the Faculty of Medicine'Fede
rico II'of Naples. 

Physiological anamnesis was normal. Past history showed 
common exanthematic diseases, skin fragility following minor 
traumas, and difficult healing. At clinical examination the 
patient showed marked skin elasticity, joint laxity and several 
'cigarette paper'scars on the anterior surface of her knees and 
tibial and peroneal malleoli. 
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Laboratory examinations were all within the normal range, 
but there was a slight increase in APTT. 

We monitored the patient during the gestation period with 
monthly ultrasound and clinical examinations. Amniocentesis 
for the study of cariotype was not performed since the patient 
did not give her consent. At 39 weeks'gestation a cesarean 
section with a Pfannenstiel cutaneous incision was performed in 
order to avoid perineal and vaginal tears and haematomas. 
During the cutaneous incision it was evident that there was poor 
resistence to the scalpel; the laparotomic breach, during the 
extraction of the fetal head, widened spontaneously nearly 3 
cm. on each side. The same fragility was present at the incision
of the muscular fascia, the peritoneum, the lower uterine
segment and the arciform and decidual vessels.

The hy sterotomic incision was sutured with nonadsorbable 
material (Vicryl 2) in a continous single-layer, achieving in this 
way a good hemostasis. The patient delivered a 3000 g. male 
infant with Apgar scores 9 and 10 at 1 and 5 min., respectively. 
The placenta was normal. The skin was sutured with single stit
ches in Vicryl 2 which were removed on the 12th postoperative 
day. The postoperative course was normal. 

Comment 

EDS is characterized by 4 main features: 1) Skin hype
relasticity:'cutis hyperelastica'. 2) Skin fragility: large 
wounds, difficult to suture. 3) Joint laxity: ciphoscoliosis, 
luxations. 4) Vessel fragility: epistaxis, hematomas, great 
vessel fragility (especially in type IV ) and by multiple 
visceral lesions: ocular, digestive, cardiac, pulmonary. 
Skin biopsy shows hypoplasic collagen or fibroblastic 
anomalies. Delivery and postpartum: premature mem
brane rupture occurs more frequently [4, 6, 7]. Vaginal 
delivery may lead to great complications. Severe peri
neal, cervical, ureteral, vesical and gut lesions, with 
enlarging hematomas may be observed [8, 9]. Sutures are 
complicated by difficult and delayed healing. Hemorrhage 
is determined by the rupture of the pelvic vessel due to 
labour contractions. Labour, moreover, may cause the 
rupture of great vessels (aorta, vena cava, Willis'poligon) 
which may occur especially in EDS type V, in which the 
greatest vascular fragility is present. All these complica
tions may result in significant maternal mortality which 




