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Proteus syndrome: A medical rarity

L E T T E R S  T O  E D I T O R

Sir,

Proteus syndrome (PS), named after the Greek Sea-God 
Proteus, is a complex hamartoneoplastic disorder with 
multisystem involvement. The varied presentation and 
extent makes the anesthetic management challenging.

A 22-year-old female was presented to the Emergency 
Room with a history of  road traffic accident with 
complaints of  pain and distension of  the abdomen. 
She had previously been diagnosed to have PS by 
the dermatologists at our institute with features of  
asymmetric overgrowth of  lower limbs, lumbar scoliosis 
and skin lesions [Figures 1 and 2]. On admission, she was 
conscious and alert with a heart rate of  130/minute and 

blood pressure of  90/60 mmHg. Airway assessment was 
consistent with Mallampatti class 3. Systemic examination 
revealed extreme pallor and a tense, tender distended 
abdomen. Initial investigations revealed hemoglobin of  
2.8 g/dl. Other investigations were unremarkable except 
the CECT abdomen which showed splenomegaly with a 
splenic laceration. 

Patient was accepted for an emergency laparotomy 
under ASA grade 4. Laryngoscopy revealed a hanging 
enlarged epiglottis which necessitated the use of  a 
Mccoy laryngoscope for intubation. Splenectomy was 
done and hemostasis achieved. Patient was shifted to the 
intensive care unit for post-operative elective ventilation 
and	monitoring.	After	the	repeat	coagulation	profile	was	
normal, USG guided epidural catheter insertion was done. 
Low molecular weight heparin (LMWH) was initiated two 
hours later for DVT prophylaxis .The patient was extubated 
after 24 hours of  mechanical ventilation and subsequently 
made a satisfactory recovery. 

PS is a complex disorder which because of  its rarity 
and	protean	manifestations	 defies	 easy	 classification	or	
description. It has been called a hamartoneoplastic disease 
characterized by overgrowth of  various tissues. Our patient 
had overgrowth of  the lower limbs, varicose veins, purplish 
discoloration of  the skin and lumbar scoliosis.

 Pennant et al. reported a 14-year-old boy who had general 
anesthesia	for	orthopedic	surgery	with	difficult	intubation.	[1] 
Fibreoptic-aided intubation was done under inhalational 
anesthesia. Pradhan et al. reported a 7-year-old boy who 
presented	for	finger	reconstruction	who	had	high	arched	
palate.[2] In our patient, an elongated hanging epiglottis was 
revealed on laryngoscopy. Scoliosis is frequently observed 
in	 older	PS	patients	 and	one-fifth	of 	 the	 patients	 have	
overgrowth of  a vertebra.[3] Our patient was noted to have 
a lumbar scoliosis. Pulmonary embolism with or without 
deep venous thrombosis has been reported.[4] Our patient 
received deep vein thrombosis prophylaxis and early 
ambulation was ensured. The most frequently reported 
pulmonary anomalies in PS are cystiform anomalies 
emphysema,	atelectasis	and	fibrosis.	There	was	no	evidence	
of  any pulmonary complications in our patient.

We thought it relevant to report this case as several 
aspects of  this condition are important for the anesthetist. 
A	difficult	 airway,	 suboptimal	positioning	of 	 the	patient	

Figure 1: Asymmetric overgrowth of lower limbs

Figure 2: Multiple skin lesions and venous engorgement over the left leg



Page | 234

Vol. 5, Issue 2, April-June 2011  Saudi Journal of Anaesthesia

Letters to Editor

because of  the skeletal malformations, spine deformities, 
propensity for thromboembolism and respiratory disease, 
all add up to leave the anesthetist in a challenging situation. 
Since only about 200 cases of  PS have been reported in 
literature, and even fewer requiring care from an anesthetist, 
it is highly probable that more is yet to be learned about 
this condition.
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Continuous thoracic epidural analgesia for 
pain management in achondroplastic patient 
undergoing unilateral nephrectomy

Sir,

There are few reports of  the use of  epidural analgesia in 
achondroplastic patients. Most of  them have used lumbar 
epidurals in achondroplastic patients as a sole anesthetic 
technique[1,2] or combined spinal-epidural technique. [3] 
We describe the use of  thoracic epidural analgesia 
combined with general anesthesia in the management 
of  an achondroplastic dwarf. Further, we successfully 
used continous epidural analgesia for postoperative pain 
management in an achondroplastic patient following major 
upper abdominal surgery.

A 56-year-old achondroplastic female with unilateral 
non-functioning kidney was scheduled to undergo 
elective unilateral nephrectomy. She was 106 cm tall with 
a weight of  30 kg. She had short limbs with trunk of  
relatively normal length, protuberant head, saddle nose, 
pectus excavatum and thoracolumbar kyphoscoliosis. 
Airway examination revealed a very large tongue with 
high-arched palate. She was Mallampati class III with 
normal neck movements. Mentohyoid and mentothyroid 

distances were unremarkable. Her complete hemogram 
and blood biochemistry profile were normal. Her 
pulmonary function tests showed moderate restrictive 
pattern.	The	potential	risks	and	benefits	of 	general	and	
regional anesthesia were explained to the patient. She 
consented to general anesthesia with epidural analgesia. In 
the operating room, standard anesthesia monitoring was 
applied and a 16-gauge intravenous cannula was secured 
in left upper limb. A 20-gauge epidural catheter was 
sited at D9-10 interspace. Following the administration 
of 	test	dose	and	confirming	the	catheter	location,	4	ml	
of  0.25% bupivacaine was injected via the catheter in 
2 ml increments at three-min intervals to attain loss of  
sensation to pin-prick up to D6 dermatome. Additional 
50 µg fentanyl was administered just before induction. 
Anesthesia was induced with propofol 60 mg and 
morphine 4.5 mg. Vecuronium 4 mg was given to facilitate 
tracheal intubation with size 6.0 cuffed tracheal tube and 
the lungs were mechanically ventilated. Anesthesia was 
maintained with propofol infusion along with nitrous 
oxide in oxygen (70:30). Patient was then placed to the 
left lateral position. Second epidural bolus (4 ml of  
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