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Objectives: 
After the discussion of this case, the participant will be able to: 
 

1. Identify an infant with arthrogryposis based on physical examination and have an 
understanding of the various disorders that this clinical picture represents.  

2. Recognize the increased difficulty with obtaining intravenous access in this 
patient population and be able to develop and implement a plan for successful 
intravenous placement. 

3. Develop an anesthetic plan for patients with arthrogryposis to secure a potentially 
difficult airway in the presence of a full stomach while utilizing current 
information regarding arthrogryposis and malignant hyperthermia.  

4. Design a plan for postoperative pain management in an infant undergoing 
pyloromyotomy with arthrogryposis and a difficult airway. 

5. Understand the best timing of surgery in relationship to the medical management 
of pyloric stenosis with special consideration to the serum electrolytes, acid-base 
balance and hydration status of the patient. 

6. Know the different surgical approaches to pyloric stenosis including newer 
laparoscopic techniques. 

 
Stem Case: 
A one-month-old is placed on the “add-on” list for a pyloromyotomy today. The infant 
was transferred from an outlying hospital where he underwent a barium swallow for 
persistent vomiting and poor weight gain despite three formula changes and thickened 
feeds. The infant was made NPO and begun on intravenous fluids about 12 hours ago. An 
NG tube was placed and low intermittent suction ordered. The electrolytes are reportedly 
normal (the bicarbonate is 30 mmol/L) and the surgeon wants to proceed with the case in 
the first available afternoon O.R. spot. 
The pediatric surgeon mentions to you that the baby’s extremities are unusual and that he 
was given the diagnosis of arthrogryposis multiplex congenita (AMC) at birth.  
 
Key Questions: 

1. What is AMC? What are the underlying disorders this clinical entity represents? 
How does it differ from distal arthrogryposis? 

 



Case continuation: 
There is a break in the schedule and you run up to the infant floor to see the patient and 
speak with the parents. The past medical history is significant for decreased fetal 
movement that lead to the diagnosis of arthrogryposis by prenatal ultrasound. At birth a 
geneticist evaluated the child. Chromosomal evaluation was normal. There are no 
allergies, the baby is on no medication and the family history is negative for muscle 
disorders, arthrogryposis or problems with anesthesia. The baby weighs 3.2 kilograms 
and has contractures of all extremities including the shoulders and knees. Vital signs are 
HR 130 RR 32 BP 90/50 T 37C. The mandible is very recessed. Lung fields are clear and 
there are no murmurs or gallop. Electrolytes obtained at admission are Sodium 132 
meq/L, Potassium 2.8 meq/L, Chloride 96 meq/L, CO2 30 mmol/L, BUN 15 and 
Creatinine 0.6.  
 
Key Questions cont: 

2. How can you evaluate the airway further? What airway equipment and personnel 
will you potentially need before proceeding with the case? 

3. Does it matter that the serum bicarbonate level is at the upper limits of normal? 
How can you estimate the severity of metabolic derangement? How quickly 
should the dehydration and the acid base imbalance be corrected? Does the pH of 
CSF change in this condition? If yes, what impact does it have during recovery 
from anesthesia?  

 
Case continuation: 
The mother asks you questions about the type of anesthesia her baby will receive. She has 
been researching arthrogryposis on the Internet and has read that anesthesia could be very 
dangerous in this condition. She mentions malignant hyperthermia and wants to make 
sure you know that this is a problem in children with this diagnosis. 
 
Key Questions cont: 

4. What is the relationship between arthrogryposis and malignant hyperthermia? 
Will you use a non-triggering anesthetic? 

5. Are you ready to proceed with an anesthetic in this particular patient?  
6. What is the role of awake intubation vs. rapid sequence induction in this setting? 

What about a regional anesthetic? 
7. Is intravenous access necessary prior to induction?  
8. What techniques will you use to aid in postoperative pain management in the 

setting of a small infant with a difficult airway? 
9. Is there any medical management for pyloric stenosis still in practice? 
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