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Çiğdem Yıldırım Güçlü • Özlem Selvi Can •
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To the Editor:

Schimke syndrome is a rare autosomal recessive inher-

ited disorder that is characterized by disproportionately

short stature, spondyloepiphyseal dysplasia, hyperlordosis,

facial dimorphism resembling mucopolysacchariduria,

progressive nephropathy, and defective cellular immunity

[1, 2]. We report the anesthetic management of a 10-year-

old girl with Schimke syndrome undergoing renal

transplantation.

It is important to perform a detailed preoperative eval-

uation in patients with Schimke syndrome. Special atten-

tion should be given to airway assessment because of

syndrome characteristics such as short neck, microcephaly,

lordosis, and facial appearance (ESM Fig. 1). As the

patient had a short neck, large tongue, and dimorphic face,

we prepared all equipment (different-sized laryngeal mask

airways, different-sized laryngoscopes and tracheostomy

sets) to be available for the management of a difficult

pediatric airway. Although we inserted an appropriate

oropharyngeal airway, mask ventilation of the patient was

difficult even with two hands, probably because of her

large tongue and short neck. After injection of a muscle

relaxant, we could perform mask ventilation and tracheal

intubation. We believe that we were able to use the muscle

relaxant safely because we had sugammadex for rescue

events.

Neurological symptoms in patients with Schimke dys-

plasia have been described previously as transient ischemic

attacks, probably related to vascular stenosis, and ulcera-

tion resulting from atherosclerosis and thrombus formation:

such stroke episodes can lead to death [3]. Extra care was

taken to maintain stable blood pressure during surgery. In

conclusion, difficult airway management and special

attention to thrombotic events and epileptic seizures are the

important issues involved in anesthetic management of this

syndrome.
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