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Hypokalemic periodic paralysis (HkPP) is a rare
neuromuscular disorder causing transient skeletal muscle
weakness. It belongs to a group of disorders consisting of
lon channel defects known as channelopathies.

Case Presentation

o /3 year old female with a past medical history of systemic
lupus erythematosus, Sjogren’s syndrome, and
hypokalemic periodic paralysis, presents to the emergency
department

« Reports quadriparesis 2 hours ago upon waking and
persistent dehydration

«On exam, muscle strength 2/5 in upper extremities and 0/5
In lower extremities

o The previous day the patient underwent a colonoscopy
« After emergence from anesthesia, she was nonverbal for 10
minutes, and unable to move extremities for 20 minutes; no

labs were drawn at that time

o Attacks occur almost daily since she was 20 years old,
typically lasting 30 minutes, and most often after waking

« A quick review of the patient’s chart reveals a history of
hypokalemia

o Started 1V fluids and ordered a BMP

_abs

Na |138
K 3.6
Cl 110
Mg 2.2
Ca 9.1

« HKPP follows an autosomal dominant inheritance pattern
and has a prevalence of 1 in 100,000 people

« Onset up to the late 20’s but usually occurs by teenage
years

/0% of cases are caused by a mutation of the CACNAILS
gene that affects dihydropyridine sensitive voltage-gated
calcium channels in skeletal muscle

« A stressor increases potassium uptake into the myocyte via
Na/K channels; neurons become paradoxically depolarized
and the altered channel Is refractory to signaling

« Episodes occur suddenly, may last hours to days, and are
triggered by exercise, stress, Immobility, or high-
carbohydrate meals

o Patients may complain of paresthesia, dry mouth, extreme
fatigue, mental dullness, or dyspnea during an episode

« Potassium levels are typically normal between episodes
and may be normal during an episode; mean potassium
level during an episode Is 2.6

« Consciousness Is preserved and respiration i1s minimally
affected

« Muscle weakness usually affects proximal > distal muscles
and legs > arms

« Acquired cases have been seen in a hyperthyroid state
known as thyrotoxic periodic paralysis

« Acute treatment should include 60 to 120 mEq of
potassium and IV fluids

o« Long term treatment includes acetazolamide and
spironolactone

Differential Diagnosis

Myasthenia gravis Periodic paralysis
Acute - subacute Recurrent transient episodes of
Ophthalmoplegia, + limb / paralysis of limbs with hyporeflexia.
respiratory weakness Spares bulbar & respiratory muscles.

Fatigability \ No sensory or sphincter deficit
Preceding infection

Botulism
Vomiting, diarrhea
Ophthalmoplegia, descending Ascending paralysis, global

paralysis, hyporefiexia, mydriasis, [ } gy hyporeflexia, preserves sensory &
dry eyes, urinary retention /\ 2 eyes. Autonomic late

Guillain-Barre Syndrome

Snake bite Myelopathy
Ptosis, ophthalmoplegia, limb and { Lower + upper limb weakness
respiratory paralysis Preserves eyes
Local reaction (bite site) 2 j Sensory level, sphincter dysfunction

Coagulopathy, nephropathy Extensor plantar response

With ophthalmoplegia Without ophthalmoplegia

« Hyperkalemic periodic paralysis

« Hyperthyroidism

o Transverse myelitis

o Tick paralysis

« Secondary causes of hypokalemia including renal or Gl
causes

Although rare, hypokalemic periodic paralysis should be
considered In a patient presenting with a history of
Intermittent muscle weakness coupled with any degree of
hypokalemia. Pre-operative optimization may have
prevented the need for additional medical intervention.
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