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Abstract 

Cutis laxa is a rare, inherited or acquired connective tissue disorder. It is characterized by loose, inelastic skin and various systemic 

involvements. Cutis laxa type III, described as de Barsy syndrome presents with ophthalmic opacification, skeletal involvement, cardiovascular 

involvement, mental and growth retardation. Intraoperative hyperthermia of the non-malignant variety with tachycardia is seen in 10% cases of 

cutis laxa type III. Given the rarity of cutis laxa syndrome, all cases require core and peripheral temperature monitoring. 
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Introduction 

Cutis laxa is a rare connective tissue disorder that can be inherited 

or acquired. The patients develop a progeroid appearance and the 

skin becomes inelastic and hangs loosely in folds. Cutis laxa can 

also affect connective tissue in other parts of the body including 

the heart, blood vessels, joints, intestines and lungs.1 In cutis laxa, 

there is a generalized reduction in the elastic fibers caused by 

disruption of their normal arrangement.  

Case Series: 

Case Report 1 

Case 1 was a 1 year 8 month old male child diagnosed with 

congenital cutis laxa, planned for bilateral inguinal hernia repair. 

He presented with loose hanging skin, loud P2, dilated right atrium 

and ventricle and pulmonary hypertension. This child had a 

difficult intravenous access and difficult mask ventilation. 

Induction was done with oxygen, air and sevoflurane. 22 g cannula 

was secured in the right EJV following which fentanyl and 

atracurium was given. Standard ASA monitors with core 

temperature monitoring were done. Intubation was done with 3.5 

mm uncuffed tube. On direct laryngoscopy, lax vocal cords were 

seen. Maintenance was with air, oxygen and isoflurane. Caudal 

analgesia was given with Bupivacaine 0.125% 8 ml. A rising trend 

in intraoperative temperature was noted up to 37.5° celsius. 

Postoperatively, on extubation, hyperthermia and tachycardia, not 

responding to intravenous Paracetamol and tepid sponging was 

observed. The child was shifted to PICU where he developed 1 

episode of GTCS and SVT and eventually succumbed. 

Case Report 2 

Case 2 was a 3 year old female patient with bilateral DDH planned 

for spica application. She presented with loose, senile skin and was 

diagnosed with cutis laxa. The OT was prepared in anticipation for 

malignant hyperthermia in view of the previous case having a 

persistently high temperature. Anaesthesia machine was flushed 30 

minutes prior to the procedure. Vaporizers were removed. Soda 

lime canister was changed. Induction was done with Injection 

Thiopentone, fentanyl, oxygen and propofol. I gel size 2 was 

inserted. Maintenance was with air, oxygen and propofol infusion. 

Recovery was uneventful. 

Case Report 3 

Case 3 was a 1 month old male child, diagnosed with neonatal 

cholestasis, planned for an intraoperative cholangiogram. On 

examination, the neonate had dysmorphic features with loose skin 

folds and limb deformities. The child presented with an episode of 

jaundice and seizures on 10th day of life. General anaesthesia, 

IPPV with TIVA was planned.3.5 uncuffed oral ETT was used. 

Malignant hyperthermia preparation was done as for the previous 

case. Recovery was uneventful.  

Case Report 4 

Case 4 was a 7 year old female child with left DDH for open 

reduction and femoral shortening. The child was a known case of 

cutis laxa diagnosed at birth. She presented with triangular face, 

protruding mandible, short stature, lax skin, hyperextensibility of 

joints, frontoparietal eminence. GA and IPPV with TIVA was 

planned. Epidural catheter was inserted at T12-L1 space. 

Malignant hyperthermia preparation was done. Recovery was 

uneventful. 
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Case Report 5 

Case 5 was a 2 year old female patient, with bilateral DDH and 

cutis laxa, planned for closed reduction and cast application.GA 

with TIVA and malignant hyperthermia preparation was done. 

Recovery was uneventful. 

Case Report 6 

Case 6 was a 1 year 2 month old male child with cutis laxa 

syndrome and bilateral undescended testis. He was planned for 

bilateral orchidopexy. OT was prepared with consideration to 

malignant hyperthermia. GA with TIVA and caudal analgesia was 

planned. The child presented with global developmental delay, 

large head, wrinkled skin, low set ears and hypotonia. He had 

undergone a septic arthrotomy on day 9 of life, details of which 

were unavailable. An uneventful recovery was observed. 

Discussion 

Cutis laxa, a disorder of connective tissue, is characterized by 

sagging and inelastic skin. Cutis laxa also affects connective tissue 

in other parts of the body including heart, blood vessels, joints, 

intestines and lungs.1 Individuals affected with cutis laxa may 

develop abnormalities including arterial tortuosity, aortic 

aneurysm, pulmonary arterial hypoplasia, cardiac hypertrophy, 

pulmonary emphysema, musculoskeletal hypotonia, diverticulae of 

intestine and bladder. The clinical presentation and mode of 

inheritance show considerable heterogeneity. Autosomal dominant, 

autosomal recessive and X linked recessive forms have been noted 

in inherited forms.2 Acquired cutis laxa is generally seen in adults, 

following an environmental exposure. Cutis laxa is diagnosed 

based on symptoms, patient history, clinical evaluation and 

specialized tests. Biopsy of affected skin can reveal characteristic 

changes in elastic fibres.3 Differential diagnosis of cutis laxa 

includes Costello syndrome and Ehler Danlos syndrome type III 

C.4 Ananesthetic concerns include challenging peripheral 

intravenous access, difficult airway, problems with coagulation and 

increased risk for peripheral nerve injury with intraoperative 

positioning. De Barsy syndrome is a rare clinical syndrome 

characterized by cutis laxa, ophthalmic opacification, skeletal 

malformation, as well as mental and growth retardation.5 It is 

transmitted in an autosomal recessive fashion, and is described as 

cutis laxa type 3. Previously published reports show associated 

cardiac anomalies in patients with De Barsy syndrome. 

Intraoperative hyperthermia has been reported (Aponte, Smith et al 

2010) in approximately 10 %cases with temperature exceeding 38 

°celsius.6 While there is no evidence of malignant hyperthermia, 

they were associated with tachycardia. It is possible that these 

cases represent a form of non- malignant hyperthermia similar to 

that manifested in patients with other congenital diseases such as 

Costello syndrome and Osteogenesis imperfecta.7, 8 Hence, close 

temperature monitoring is recommended intraoperatively. Warner 

et al conducted a case series on de Barsy syndrome and 

encountered episodes of intraoperative hyerthermia, difficult 

airway and difficult intravenous access.9 

Conclusion 

Although no conclusive evidence associates cutis laxa with 

malignant hyperthermia, these cases may represent a form of 

nonmalignant hyperthermia. Close temperature monitoring is 

mandatory in these patients until proven otherwise. 
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