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Dear Editor, 
  
Characterised by the presence of a neuropathological 
triad of partial or complete agenesis of the cerebellar 
vermis, cystic dilatation of the fourth ventricle, and 
enlarged posterior fossa and accompanied by ataxia, 
increased intracranial pressure, and hydrocephalus, 
Dandy-Walker syndrome (DWS) is a congenital anomaly 
with a prevalence rate of 1/30000. Clinical findings 
especially surface in the neonatal period (25-30%) and 
the first years of life (75-80%). In addition to craniofacial 
congenital abnormalities like clefts in the lip and palate, 
micrognathia, macrocrania, and hypertelorism, several 
limb and vertebral anomalies like cardiac and renal 
anomalies, syndactyly, and polydactyly may accompany 
DWS; therefore, anaesthetic management of these 
patients is important (2). In this letter, we aim to present 
the anaesthesia management of a child patient with DWS 
in the light of the current literature. 
 
A seven-year-old female Dandy-Walker Syndrome patient 
was scheduled for surgery due to tooth extractions under 
general anesthesia. The medical history of the patient 
revealed that she was the child of first-degree relatives 
and was born with cesarean section in the 37th 
gestational week from a 35-year-old mother. She was 
followed in the newborn intensive care unit after the 
birth. Having fourth ventricle cystic dilatation and vermin 
hypoplasia, the patient had formerly undergone surgery 
for ventriculoperitoneal shunt in the second and sixth 
months after the birth and for cleft palate at the age of 
one. On physical examination, we noticed an atypically 
large head and face, large and low-set ears, a high arched 
palate, microphthalmia, and micrognathia (Figure 1). 
 
We administered standard anaesthesia monitoring and 
the measured values were normal. Keeping the 
possibility of potential airway management difficulties in 
mind, we prepared several different airway equipments, 
masks, endotracheal tubes, and laryngeal masks in 
various sizes along with the necessary materials for 
fiberoptic intubation. After a five-minute pre 
oxygenation, we applied the induction. As the ventilation 
was difficult, we provided ventilation by placing airway in 

the mouth. Seeing that the mask ventilation properly 
functioned, we administered the muscle relaxants. Even 
though the orotracheal intubation was first tried by an 
experienced anaesthetist by using number 4,5 and 4 
cuffed transparent tubes, this attempt failed. We 
therefore assumed that there was narrowing in the vocal 
cords. We eventually achieved intubation with the help of 
a stylet and a number 3 tube. The larynx was reported to 
be a Cormack-Lehane Grade II case. Anaesthesia was 
maintained with 50/50% nitrous oxide/oxygen along with 
2% sevoflurane. Vital signs remained stable during the 
surgery. During the operation, 12 teeth were taken out. 
After a two-hour operation and obtaining the adequate 
spontaneous respiratory movements, the patient was 
successfully extubated and transferred to the clinic 
services. 
 

 

Figure 1. The appearance of the patient with Dandy-Walker 
syndrome. 
 
Although its etiology is not entirely known, Dandy-
Walker syndrome, which is thought to be a combination 
of environmental and genetic factors, is a rare central 
nervous system malformation (3). The development 
mechanism of the syndrome is usually associated with the 
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hindbrain development process in the 7th-8th 
intrauterine weeks (4). Clinical findings like large head, 
hydrocephalus, increased intracranial pressure, and 
mental retardation widely occur (70-85%) in the early 
years of life (5). 
  
It has been reported that the risk of difficult intubation is 
high in children with maxillofacial abnormalities (6). 
Required preparations should be made and potential 
reasons that might cause difficult intubation should be 
identified in advance to ensure intubation safety in these 
patients (7). In the absence of a previous difficult 
intubation in patient's history, intubation can be carried 
out under general anaesthesia. In case of a challenging 
intubation situation in patients with head and neck 
anomalies, different approaches such as oral or nasal 
intubation with fiberoptic bronchoscopy, blind or nasal 
intubation, supraglottic airway intubation tools, or 
intubation with video-laryngoscope can be preferred. If 
required, practitioners are also recommended to use 
intubation while patient is awake according to the 
difficult airway algorithm in these patients. Ödeş et al. 
have reported the successful intubation case of a 2,5-
month-old patient with DWS in which they did not use 
muscle relaxants and applied uncuffed intubation in the 
first try (8). Demircioğlu et al. have reported a similar 
case of a DWS patient who was successfully administered 
endotracheal intubation in the second attempt without 
the use of muscle relaxants with direct laryngoscopy (9). 
Jang et al. have reported the case of a 13-year-old DWS 
patient with micrognathia, macrocephaly, and muscular 
dystrophy who was intubated in the first go after 
administering muscle relaxants (10). In addition to the 
atypical head structure, the presence of micrognathia 
and cleft palate in our patient strengthened the 
possibility of a difficult intubation. Despite the easily 
provided mask ventilation, we encountered a difficult 
intubation. We did not favour supraglottic airway tools at 
first since the patient was undergoing surgery in the oral 
region. Following the induction, we could achieve 
ventilation by placing an airway to the mouth and this is 
why we had to use muscle relaxants. Seeing that our case 
would not be a difficult intubation, we preferred 
intubation under general anesthesia, and made the 
necessary preparations. Failing in the first two attempts, 
we thought that we were facing stenosis in the vocal 

cords and tried a smaller tube and therefore achieved 
successful intubation. 
Intubation success is directly proportional to the 
experience of the practitioner. Skills and experience in 
difficult intubations reduce mortality and morbidity. 
Therefore, it is important that an experienced 
anaesthesiologist be present in the operation theatre for 
such patients. It is needless to say that our case was 
intubated by an experienced anaesthesiologist. 
  
Consequently, it should be kept in mind that obstructed 
airway is one of the possible pictures due to concomitant 
abnormalities in DWS patients and requires preparation. 
It should also be remembered that intubation must be 
performed by an experienced anaesthesiologist. 
  
Presented at the Turkish Anaesthesiology and Reanimation 
Association Congress, 25-29 October 2014, Ankara, Turkey. 
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