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I. INTRODUCTION 
The first detailed description of Ehlers-

Danlos syndrome was provided by A.N. 

Tschernogubow in 1891. Thirty years later, Edward 

Ehlers and Henri Alexander Danlos named the 

condition. In the 1960s, the Berlin nosology 

identified 11 subtypes of EDS. In 1998, the 

Villefranche nosology revised this classification to 

six types with descriptive names. More recently, 

the EDS International Consortium identified 13 

subtypes. The prevalence of EDS is about 1 in 

5000 people. Among the subtypes, the hypermobile 

type affects 1 in 5000 to 20000 people, and the 

classical type occurs in 1 in 20000 to 40000 

people
1
. 

Ehlers-Danlos syndrome encompasses a 

group of inherited disorders affecting connective 

tissue, classified into 13 subtypes. The 

hypermobility subtype is the most prevalent, while 

the vascular subtype poses the greatest risk. This 

syndrome impacts genes that code for connective 

tissues, such as collagen, fibrillin and matrix 

proteins resulting in loose ligaments, tissue fragility 

and poor healing. It primarily manifests through 

joint hypermobility and its complications, 

abnormal skin texture and repair and various 

hollow organ and vascular dysfunctions
2
. Although 

it may be of minor concern to physicians, surgeons 

find operating on these patients challenging due to 

issues like unexpected bleeding and handling of 

delicate tissues. 

Surgical complications frequently 

observed in patients with Ehlers-Danlos syndrome 

include poor healing, postoperative bleeding, and 

hematoma formation. Patients who undergo 

surgery for inguinal hernias often experience 

recurrences, requiring multiple operations
3
. 

Inguinal hernias in these patients resemble those 

seen in elderly individuals, characterized by a thin 

transversalis fascia and a significantly dilated 

internal ring. Mesh repair has shown a low chance 

of recurrence in these cases
3
. Due to prior surgical 

complications, surgeons often anticipate 

unsatisfactory outcome in future surgeries, leading 

to many procedures being deferred. Sometimes, the 

diagnosis of the syndrome is made after the patient 

has already undergone surgery and complications 

arise. Early diagnosis can help surgeons and 

anesthetists take necessary precautions and follow 

specific protocols when managing such cases. 

Even vein cannulation is difficult in such 

patients as there observed tearing of vessel wall 

and extravasation of blood and fluid
4
. Relatively 

minor trauma may result in rupture of a major 

blood vessel with subsequent death due to 

uncontrollable hemorrhage
5
. 

 

II. MATERIAL AND METHODS – CASE 

REPORT 
A 10-year-old male child with Ehlers-

Danlos syndrome and CTEV presented with 

bilateral non palpable undescended testes and right 

inguinal hernia. He underwent a right herniotomy 3 

years ago, which was uneventful with no 

intraoperative or postoperative complications, and 

there was no recurrence. 1year ago, he had a 

laparoscopy for bilateral intrabdominal testis and 

bilateral Fowler-Stephens stage 1 surgery was 

done. Post-surgery, he developed cellulitis at the 

umbilical port site, healing was delayed and had to 

take dermatology opinion finally it healed after 

taking 4 months. 

After a year , the patient was taken up for 

laparoscopic bilateral Fowler-Stephens stage 2 

surgery. During the incision for port introduction 

tissues were found to be easily torned. Fortunately, 

there was no significant bleeding, and extra care 

was taken during the surgery. A week later, the 

patient was reviewed, the wound site appeared 

healthy, and the child was doing well. 

 

 
Figure 1 Skin Tear 
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Figure 2 Healed Umbilical port (After 1 week) 

 
III. DISCUSSION 

Ehlers-Danlos syndrome (EDS) is an 

inherited autosomal dominant connective tissue 

disorder characterized by a wide spectrum of 

manifestations, ranging from mild symptoms to 

severe, life-threatening complications. Clinical 

features include skin hyperelasticity, joint 

hypermobility, atrophic scarring, and fragility of 

blood vessels
6
. Approximately 50% of individuals 

diagnosed with the classical type of EDS have 

mutations in the COL5A1 and COL5A2 genes, 

which encode the alpha 1 and alpha 2 chains of 

type 5 collagen, respectively
7
. The vascular type is 

primarily caused by pathogenic variants in the 

COL3A1 gene 
8
. 

Diagnosis of EDS relies on 

comprehensive history-taking, including family 

history, physical examination, and additional 

investigations such as biochemical tests. Advanced 

DNA analysis techniques, including targeted DNA 

analysis and next-generation sequencing, are also 

employed 
9
. 

In addition to surgical complications 

associated with the disease, EDS itself presents 

numerous complications, with vascular and organ 

ruptures being the most severe and potentially fatal 
6,10

. Patients with connective tissue disorders 

planning for any surgical procedure should first be 

evaluated for anaesthesia risks, the expected 

outcome of the surgical procedure and any 

complications that could arise 
4
. 

In our study, a 10-year-old child, a known 

case of EDS underwent multiple surgeries. The 

child experienced poor postoperative wound 

healing of the umbilical port site which took about 

4 months for complete healing. During a later 

surgery, a skin tear was observed during port 

introduction, but no other complications were 

noted. The child was doing well, and the wounds of 

laparoscopy healed well. Major complications 

often reported in EDS patients, such as 

haemorrhage, wound dehiscence, unsuccessful 

surgery and recurrence of hernia, were not found in 

this case. Although poor wound healing and a skin 

tear occurred, they were managed with precise 

care. Similar outcomes, with no major surgical 

complications, have been reported in other 

literatures also 
10, 11

. 

 

IV. CONCLUSION 
Ehlers-Danlos Syndrome (EDS) is often 

diagnosed when complications arise during surgical 

procedures. Surgical management of these patients 

can be challenging and surgeons often defer 

surgical interventions. In the case of this patient, 

who had undergone multiple surgeries, initial 

wound healing was delayed after the first surgery, 

and a skin tear was observed intraoperatively. 

However, systematic management yielded good 

results, and no major complications were 

encountered in subsequent surgeries. Therefore, a 

diagnosis of EDS should not be considered a 

contraindication for surgery. If the benefits 

outweigh the risks, surgeries can be performed 

meticulously with proper precautions in patients 

with EDS. 

 

REFERENCES 
[1]. Ehlers-Danlos syndrome, Source: Ehlers-

Danlos syndrome: MedlinePlus Genetics. 

[2]. Marco. C and Nicol. C (2014), 

“Neurological manifestations of Ehlers-

Danlos syndrome(s): A review”, Iranian 

Journal of Neurology, Iran J Neurol 2014; 

13(4): 190-208. 

[3]. McEntyre, R. L., & Raffensperger, J. G. 

(1977). “Surgical complications of Ehlers-

Danlos syndrome in children”, Journal of 

Pediatric Surgery, 12(4), 531–535. 

doi:10.1016/0022-3468(77)90192-0  

[4]. Morton M, Stanley M, Daniek M (1967), 

“Heritable Disorders of Connective Tissue 

Surgical and Anesthetic Problems”, 

2(4),325-331. 

https://doi.org/10.1016/S0022-

3468(67)80212-4. 

[5]. MORIES A. “Ehlers-Danlos syndrome with 

a report of a fatal case”. Scott Med J. 1960 

Jun;5:269-72. PMID: 14424171. 

[6]. Miklovic T, Sieg VC. Ehlers-Danlos 

Syndrome. [Updated 2023 May 29]. In: 

StatPearls [Internet]. Treasure Island (FL): 

StatPearls Publishing; 2024 Jan-. Available 

from: 

https://www.ncbi.nlm.nih.gov/books/NBK54

9814/ 

https://medlineplus.gov/genetics/condition/ehlers-danlos-syndrome/
https://medlineplus.gov/genetics/condition/ehlers-danlos-syndrome/
https://doi.org/10.1016/S0022-3468%2867%2980212-4
https://doi.org/10.1016/S0022-3468%2867%2980212-4
https://www.ncbi.nlm.nih.gov/books/NBK549814/
https://www.ncbi.nlm.nih.gov/books/NBK549814/


 

      

International Journal Dental and Medical Sciences Research 

Volume 6, Issue 6, Nov - Dec 2024 pp 154-156  www.ijdmsrjournal.com ISSN: 2582-6018 

                                       

 

 

 

DOI: 10.35629/5252-0606154156           |Impact Factorvalue 6.18| ISO 9001: 2008 Certified Journal     Page 156 

[7]. Fransiska. M, Richard J. Wenstrup, Anne De 

Paepe (2010), “Clinical and genetic aspects 

of Ehlers-Danlos syndrome, classic type”, 

Genetics in Medicine, Volume 12, Issue 10, 

https://doi.org/10.1097/GIM.0b013e3181eed

412. 

[8]. Bowen, J.M., Hernandez, M., Johnson, 

D.S. et al. “Diagnosis and management of 

vascular Ehlers-Danlos syndrome”, 

Experience of the UK national diagnostic 

service, Sheffield. Eur J Hum Genet 31, 

749–760 (2023). 

https://doi.org/10.1038/s41431-023-01343-7 

[9]. Hamel, Ben C. J.. "Classification, nosology 

and diagnostics of Ehlers-Danlos 

syndrome." Journal of Biomedicine and 

Translational Research 5, no. 2 (2019): 34-

46. Accessed : July 3, 

2024. https://doi.org/10.14710/jbtr.v5i2.453

1. 

[10]. Marie. L, Julie. L, Jacob. R, Jakob. B 

(2017), “Increased Need for Gastrointestinal 

Surgery and Increased Risk of Surgery-

Related Complications in Patients with 

Ehlers-Danlos Syndrome: A Systematic 

Review”.  Dig Surg 16 February 2017;  34 

(2): 161-170. 

https://doi.org/10.1159/000449106. 

[11]. Abhijith V et. Al., (2020), “Complications in 

Children with Ehlers-Danlos Syndrome 

Following Spine Surgery: Analysis of the 

Pediatric National Surgery Quality 

Improvement Program Database”, World 

Neurosurgery, Volume 133, 2020, ISSN 

1878-8750, 

https://doi.org/10.1016/j.wneu.2019.09.046. 

https://doi.org/10.1097/GIM.0b013e3181eed412
https://doi.org/10.1097/GIM.0b013e3181eed412
https://doi.org/10.1038/s41431-023-01343-7
https://doi.org/10.14710/jbtr.v5i2.4531
https://doi.org/10.14710/jbtr.v5i2.4531
https://doi.org/10.1159/000449106
https://doi.org/10.1016/j.wneu.2019.09.046

