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Abstract: Trisomy 13 syndrome (Patau Syndrome) was originally found 

cytogenetically in 1960 while its clinical phenotype was described later. It is a 

congenital genetic disorder caused by an extra copy of 13 Chromosome. Cardinal 

findings of Trisomy 13 syndrome are motor and mental retardation, microcephaly, 

microphthalmia, holoproencephaly, hypotelorism, cleft palate and lip, 

cardiaovascular, genitourinary and ocular malformations. In Patau syndrome, 

difficulty of intubation due to craniofacial deformities and cardiac anomalies 

occurring in 80% of the cases make anesthesia management more challenging. We 

aimed to present anesthesia management in a patient who was diagnosed with 

Patau syndrome and was planned to undergo operation for inguinal hernia.  
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INTRODUCTION 

               Trisomy 13 syndrome (Patau Syndrome) was originally found 

cytogenetically by Patau et al. [1] in 1960 while its clinical phenotype was 

described by Smith et al. [2]. It is a congenital genetic disorder caused by an extra 

copy of 13 Chromosome and presenting with multiple craniofacial, cardiac, 

neurological and renal anomalies. The frequency of this syndrome is between 

1:3000 to 1:29 000 live births [3,4]. Trisomy 13 is the third most common 

autosomal Trisomy at birth, with Trisomy 21, followed by Trisomy 18, occurring 

more frequently [5,6]. 

 

Cardinal findings of Trisomy 13 syndrome are 

motor and mental retardation, microcephaly, 

microphthalmia, holoproencephaly, hypotelorism, cleft 

palate and lip, cardiaovascular, genitourinary and ocular 

malformations. Microphthalmia, cleft palate and lip and 

polydactly triad is characteristic for the syndrome [3]. 

80% the cases has congenital heart defects such as atrial 

septal defect, ventricular septal defect, patent ductus 

arteriosus and dextrocardia. Central apnea, capillary 

hemangioma, omphalocel, hernia, polycystic kidneys, 

micropenis and hyperthrophy in clitoris may also occur 

[7,8]. In addition, inguinal and umbilical hernias are 

common, and gall bladder stones, malrotation and 

Meckel diverticula has also been reported. Microscopic 

pancreatic dysplasia is a special anomaly reported in 

these patients [9]. 

 

CASE REPORT 

A 1 year old patients who weighted 8 kg and 

was diagnosed with Patau syndrome was planned to 

undergo operation for inguinal hernia. He had ASD, 

facial anatomic changes (micrognathia, large forehead) 

polydactyly and pectus carinatum. He had previously 

undergone operation for, cleft palate and lip, 

omphalocel and cataract. The patients was monitorized 

with pulse oximeter, ECG and non invasive pressure. 

Preparation was made for probable difficult airway. 

Anesthesia induction was performed with %8 

sevoflurane inhalation. Under anesthesia, venous access 

was obtained and 2 mg/kg propofol was administered. 

1,5 no laryngeal mask was put on the patient. After 

induction, anesthesia maintenance was made with %2.5 

Sevoflurane and %40 O2/ air mixture. Isotonic sodium 

chlorur and %5 dextrose solution was infused, 

calculating fluid deficit. The patients was extubated 

without encountering any problems. 

 

 

DISCUSSION 

The most common cranial imaging finding is 

holoproencephaly, which leads to severe mental 

retardation [6]. Chromosome analysis is required for 

definitive diagnosis. It may be complete, partial or 

mosaic type. Phenotype and survival rate rests on 

underlying genotype. In this syndrome, in most of the 

fetuses, spontanous abortion or still birth occurs. 

Intrauterine growth retardation occurs and they have 

low birth weight. Multiple congenital anomalies in 

patients with Patau syndrome are not compatible with 

life, with approximately 50% of the cases dying within 

1 month and 90% within 1 year. However, mosaic type 

cases may have more favorable course. In the literature, 
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a 12 year old case has been reported [10]. We had no 

information regarding the caryotype of our patient, but 

his being older than one year suggests mosaic type. Our 

case had ASD, micrognathia, large forehead, polydactly 

and pectus carinatum.  

 

The rate of those who undergo operation for 

trisomy 13 during newborn period is % 23 [3]. It has 

been stated that patients with trisomy 13 undergo 

cardiac surgery most frequently, followed by cleft 

palate and lip operations [11,12]. Our patient had also 

undergone operations for cleft palate, omphalocel and 

cataract. 

 

Short-thick neck, cleft palate with high arched 

palate, along with small mouth and micrognathia are 

factors making intubation and placement of laryngeal 

mask more difficult [9]. In the literature, difficulty in 

intubation and unsuccessful intubation has been 

reported in a child with multiple anomalies [13]. In 

addition, in another patient with intubation difficulty, 

who was about to undergo operation due to cleft palate, 

as pediatric fiberoptic was not suitable, intubation was 

carried out by using urologic guide wire [14]. In the 

present case, since intubation was not necessary in 

inguinal hernia operation, airway safety was provided 

easily with LMA. Apnea episodes have been reported in 

50% of the patients with Patau syndrome [14]. Due to 

probability of postoperative apnea, intraoperative opioid 

and neuromuscular blockers should be titrated and 

monitorized during use. Opioid was not used in our case 

owing to the risk of postoperative apnea.  

 

In Patau syndrome, difficulty of intubation due 

to craniofacial deformities and cardiac anomalies 

occurring in 80% of the cases make anesthesia 

management more challenging. It is our suggestion that 

the difficulties can be overcome by careful preoperative 

evaluation and being prepared for difficult intubation. 

 

It should be stressed that difficut intubation, 

cardiac anomalies and central apnea are the main points 

for which care should be taken by anesthesists.  
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