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OrphanAnesthesia –
ein krankheitsübergreifendes Projekt des Wissenschaftlichen Arbeitskreises Kinder-
anästhesie der Deutschen Gesellschaft für Anästhesiologie und Intensivmedizin e.V. 

Ziel des Projektes ist die Veröffentlichung von Handlungsempfehlungen zur anästhe­
siologischen Betreuung von Patienten mit seltenen Erkrankungen. Damit will Orphan 
Anesthesia einen wichtigen Beitrag zur Erhöhung der Patientensicherheit leisten. 

Patienten mit seltenen Erkrankungen benötigen für verschiedene diagnostische oder 
therapeutische Prozeduren eine anästhesiologische Betreuung, die mit einem erhöhten 
Risiko für anästhesieassoziierte Komplikationen einhergehen. Weil diese Erkrankungen 
selten auftreten, können Anästhesisten damit keine Erfahrungen gesammelt haben, so 
dass für die Planung der Narkose die Einholung weiterer Information unerlässlich ist. 
Durch vorhandene spezifische Informationen kann die Inzidenz von mit der Narkose 
assoziierten Komplikationen gesenkt werden. Zur Verfügung stehendes Wissen schafft 
Sicherheit im Prozess der Patientenversorgung. 

Die Handlungsempfehlungen von OrphanAnesthesia sind standardisiert und durchlau­
fen nach ihrer Erstellung einen Peer-Review-Prozess, an dem ein Anästhesist sowie ein 
weiterer Krankheitsexperte (z.B. Pädiater oder Neurologe) beteiligt sind. Das Projekt 
ist international ausgerichtet, so dass die Handlungsempfehlungen grundsätzlich in 
englischer Sprache veröffentlicht werden. 

Ab Heft 5/2014 werden im monatlichen Rhythmus je zwei Handlungsempfehlungen 
als Supplement der A&I  unter www.ai-online.info veröffentlicht. Als Bestandteil der 
A&I sind die Handlungsempfehlungen damit auch zitierfähig. Sonderdrucke können 
gegen Entgelt bestellt werden. 

OrphanAnesthesia – 
a common project of the Scientific Working Group of Paediatric Anaesthesia of the 
German Society of Anaesthesiology and Intensive Care Medicine 

The target of OrphanAnesthesia is the publication of anaesthesia recommendations for 
patients suffering from rare diseases in order to improve patients’ safety. When it comes 
to the management of patients with rare diseases, there are only sparse evidence-based 
facts and even far less knowledge in the anaesthetic outcome. OrphanAnesthesia would 
like to merge this knowledge based on scientific publications and proven experience of 
specialists making it available for physicians worldwide free of charge.  

All OrphanAnesthesia recommendations are standardized and need to pass a peer 
review process. They are being reviewed by at least one anaesthesiologist and another 
disease expert (e.g. paediatrician or neurologist) involved in the treatment of this group 
of patients. 

The project OrphanAnesthesia is internationally oriented. Thus all recommendations 
will be published in English. 

Starting with issue 5/2014, we’ll publish the OrphanAnesthesia recommenations as 
a monthly supplement of A&I (Anästhesiologie & Intensivmedizin). Thus they can be 
accessed and downloaded via www.ai-online.info. As being part of the journal, the 
recommendations will be quotable. Reprints can be ordered for payment. 

www.dgai.de www.ai-online.info

Anästhesiologie & Intensivmedizin

Projektleitung

Prof. Dr. Tino Münster, MHBA 
Geschäftsführender Oberarzt 
Facharzt für Anästhesie, 
Spezielle Schmerztherapie,  
Notfallmedizin 
Anästhesiologische Klinik 
Friedrich-Alexander-Universität 
Erlangen-Nürnberg 
Krankenhausstraße 12 
91054 Erlangen, Deutschland

Tel.: 09131 8542441 
Fax: 09131 8536147

E-Mail: muenster@kfa.imed. 
uni-erlangen.de

Bisher in A&I publizierte  
Handlungsempfehlungen finden 
Sie unter:

www.ai-online.info/Orphsuppl 
www.orphananesthesia.eu

A survey of until now in A&I 
published guidelines can be  
found on:

www.ai-online.info/Orphsuppl 
www.orphananesthesia.eu



� S433

© Anästh Intensivmed 2018;59:S433-S437  Aktiv Druck & Verlag GmbH

www.orphananesthesia.eu

1  

orphananesthesia 
 
 

Anaesthesia recommendations for patients suffering 
from 

Russell-Silver syndrome 
 
 
 

 
 

Medicine in progress 

Perhaps new knowledge 

Every patient is unique 

Perhaps the diagnosis is wrong 

 
 
 

Disease name:  Russell-Silver syndrome 
 
ICD 10:   Q87.1 

 
Synonyms:   Silver-Russell syndrome; Russell-Silver dwarfism 

 
Russell-Silver syndrome is a rare disease and is characterised by growth retardation with 
antenatal onset, characteristic facies and limb asymmetry. One major clinical characteristic is 
relative macrocephaly. The incidence is evaluated at 1-30/100, 000 cases, and about 400 
cases have been reported in the literature. It was first clinically described by Russel and 
Silver et al. in 1953/54, independently [6,8]. The clinical picture of RSS is heterogeneous. 
Weight is often more affected than size, with little subcutaneous fat tissue. Bone 
maturation is delayed, in accordance with small stature. The fontanelle may be late to close. 
The skull has a normal circumference, which may contrast with the rest of the body and 
confers a pseudohydrocephalic appearance. The wide prominent forehead contrasts with 
the small, triangular face with a small pointed chin, a wide mouth with thin lips and down-
turned corners, large eyes and bluish sclera. Lateral and usually partial asymmetry of the 
limbs is observed in 60% to 80% of cases, but is not progressive. Shortness and/or 
clinodactyly of the fifth fingers is a common finding. Patients may be slow to learn motor 
skills and in rare cases may be mildly intellectually deficient. They may have feeding 
difficulties and hypoglycaemia [5,9] 

 
The genetic aetiology of RSS is only partly understood. About 10% of RSS patients have 
maternal uniparental disomy (mUPD) for chromosome 7, and up to 50% have methylation 
defects in the imprinted domain on chromosome 11p15 [1]. 
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Typical surgery 
 

 

Hypospadias are more frequent than in the general population. Therefore, hypospadia surgery 
can be regarded as a typical surgery in male RSS. 

 
Apart from that entire paediatric spectrum. 

 
 
 

Type of anaesthesia 
 

 

All common techniques for regional and general anaesthesia can be used. 
 
 
 

Necessary additional diagnostic procedures (preoperative) 
 

 

Recent blood electrolyte measurement because of possible hypoglycaemia. 
 
 
 

Particular preparation for airway management 
 

 

Anaesthetic problems with these children can be profound and mostly concern a 
difficult airway due to facial dysmorphism (retrognathia or hypognathia) with a small mouth 
opening occasionally combined with over-riding maxillary dentition [2,3,4,7]. Mask 
ventilation can be difficult due to the small face/mouth. Laryngoscopy is difficult due to the 
small mouth opening and the small larynx. Additionally subglottic stenosis is possible. Thus, 
preparation for difficult airway management is recommended. It is wise to have a clinical 
pathway and technical devises for difficult airway management and to follow that 
algorithm. It can be recommended to prepare a smaller fibre-optic bronchoscope as 
suggested by the age of the child. 

 
 
 

Particular preparation for transfusion or administration of blood products 
 

 

Not reported. 
 
 
 

Particular preparation for anticoagulation 
 

 

Not reported. 
 
 
 

Particular precautions for positioning, transport or mobilisation 
 

 

Not reported. 
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Probable interaction between anaesthetic agents and patient’s long-term medication 
 

 

Not reported. 
 
 
 

Anaesthesiologic procedure 
 

 

All common techniques for regional and general anaesthesia can be used. 

Be aware of difficult airway. 

 
 

Particular or additional monitoring 
 

 

None. 
 
 
 

Possible complications 
 

 

It is recommended to be prepared for the management of a difficult airway as suggested by 
local clinical pathway. The young very thin RSS patients are prone to hypoglycaemia 
because their fasting tolerance is reduced. Hypoglycaemia can happen before and 
after surgery. 

 
 
 

Postoperative care 
 

 

No special treatment is necessary. 
 
 
 

Information about emergency-like situations /Differential diagnostics 
 

 

caused by the illness to give a tool to distinguish between a side effect of the anaesthetic 
procedure and a manifestation of the disease: 

 
Not reported. 

 
 
 

Ambulatory anaesthesia 
 

 

Ambulatory anaesthesia is not recommended since there has to be an infrastructure 
to manage difficult airway. 

 
 
 

Obstetrical anaesthesia 
 

 

Not reported. 
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Last date of modification:  November 2011 
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