	GULLAIN BARRE SYNDROME

Definition

Acute, autoimmune demyelinating poly-radiculo-neuropathy mainly presenting as symmetrical ascending weakness.
Sex: The male-to-female ratio is 1.5:1. 
Age: GBS occurs at all ages, but a bimodal distribution with peaks in young adulthood (15-35 y) and elderly persons (50-75 y) appears to exist. Rare cases have been noted in infants.

Clinical presentation
-Rapidly evolving areflexic motor paralysis +/- sensory disturbance. 
Motor

-The usual pattern is an ascending paralysis.
-The legs are usually more affected than the arms
-Weakness evolves over hours to a few days. 
-Deep tendon reflexes usually disappear within the first few days of onset
-Facial diparesis is present in 50% of affected individuals.
-The lower cranial nerves are also frequently involved, causing bulbar weakness and difficulty with handling secretions and maintaining an airway. 
-Respiratory muscles involvement require ventilator support

Sensory

-Sensory abnormalities less prominent and may include tingling dysesthesias in the extremities.
- Pain is common feature-deep aching pain in weakened muscles and the back. Are manifestation of sensory nerve fiber involvement is self-limited and should be treated with standard analgesics.
Autonomic

-Bladder dysfunction may occur in severe cases but is usually transient
-Very severe requiring critical care -loss of vasomotor control with wide fluctuation in BP, postural hypotension, and cardiac dysrhythmias. 
NB. Fever and constitutional symptoms are absent at the onset
Mordidity-course

-Most patients require hospitalization, and almost 30% require ventilatory assistance at some time during the illness.-Once clinical worsening stops and the patient reaches a plateau, the crisis is usually past.
- Improvement may begin within days of the plateau.

-However, in severe cases of GBS requiring critical care management, autonomic involvement is common.
- Usual features are loss of vasomotor control with wide fluctuation in blood pressure, postural hypotension, and cardiac dysrhythmias. These features require close monitoring and management and can be fatal. 
Subtypes of GBS

a) AIDP-Acute Inflammatory Demyelinating Polyradiculoneuropathy –Main feature is demyelination and affects adults more than children. Recovery is rapid 
b)AMAN-Acute Motor Axonal Neuropathy

c) AMSAN-Acute Motor -Sensory Axonal Neuropathy.

d) M. Fisher Syndrome-Also demyelinating. 
Has Ataxia, Areflexia and Ophthalmoplegia elaborate anti.GQIb antibodies.

DIAGNOSIS
Diagnostic Criteria
Required

1.Progressive weakness of  >2 limbs due to neuropathy

2.Areflexia
3.Disease course  <4 weeks of weakness
4.Exclusion of other causes:

Vasculitidis-SLE, Polyarteritis nodosa, Chaug-straus syndrome

Toxins-Lead, organophosphates, botulinism, diphtheria

Porphyrias

Localized spinal cord or caudal equine syndrome
Supportive
1.Relatively symmetrical weakness

2.Less sensory involvement

3.Facial nerve and other CN involvement

4.Absence  of fever

5.CSF findings(accelular and Raised proteins)

6.Electrophysiologic  suggestive of demyelination
If the diagnosis is strongly suspected, treatment should be initiated without waiting for evolution of the characteristic electrodiagnostic and CSF findings to occur. 
-GBS patients with risk factors for HIV or with CSF pleocytosis should have a serologic test for HIV.

TREATMENT
Supportive measures

1. Admission as is medical emergency. Do Lung vital capacity-Normal 4l. With decreased vital capacity monitor every 2 hours and if fall below 2l transfer to ICU.
2. Prophylaxis to prevent DVT
3. Springs to support foot drop or hand drop to prevent contracture formation during recovery.
4. Active and passive exercises of the limbs.
5. Chest physiotherapy
6. Skin care-turning and kept dry.
7. Antibiotics cover to avoid infections aspecially while on ICU ventilators.
8. Care of the bladder-Catheterization. Condom catheters in men.

9. Analgesia for pain-Paracetamol. 

Specific

-Treatment should be initiated as soon after diagnosis as possible. Each day counts; ~2 weeks after the first motor symptoms, immunotherapy is no longer effective.
 -Either high-dose intravenous immune globulin (IVIg) or plasmapheresis can be initiated, as they are equally effective 
IVIg is usually administered as five daily infusions for a total dose of 2 g/kg body weight. 
A course of plasmapheresis, consisting of ~40 to 50 mL/kg plasma exchange (PE) daily for 4 to 5 days, is usually employed. 
In patients who are treated early in the course of GBS and improve, relapse may occur in the second or third week..


	Antecedent Events
75% preceded 1 to 3 weeks by an acute infectious process, usually respiratory or gastrointestinal. 
-20-30% -Campylobacter jejuni. 
-20-30%a -Human herpes virus infection .sometimes CMV or EBV
-Other viruses and Mycoplasma pneumoniae
It occurs more frequently in patients with

a)Lymphoma, including Hodgkin's disease 
b)HIV-seropositive individuals 
c)SLE 

Pathogenesis
-Autoimmune process where immune responses to non-self antigens (infectious agents, vaccines) that misdirect to host nerve tissue through a resemblance-of-epitope (molecular mimicry) mechanism
-Both cellular and humoral immune mechanisms contribute to tissue damage.
-M. Fisher syndrome (MFS), which presents as rapidly evolving ataxia and areflexia of limbs without weakness, and ophthalmoplegia often with pupillary paralysis.
- The MFS variant accounts for ~5% of all GBS cases. Anti-GQ1b antibodies are found in >90% of patients with MFS (and titers of IgM and IgG are highest early in the course. Anti-GQ1b antibodies are not found in other forms of GBS unless there is extraocular motor nerve involvement. )
-In the demyelinating forms of GBS, the basis for flaccid paralysis and sensory disturbance is conduction block. 

-The axonal connections remain intact. Hence, recovery can take place rapidly as remyelination occurs. In severe cases of demyelinating GBS, secondary axonal degeneration usually occurs
- More secondary axonal degeneration correlates with a slower rate of recovery and a greater degree of residual disability. 
Investigations
Clinical diagnosis

Lab
Lumbar puncture
-CSF findings are distinctive, consisting of an elevated CSF protein level (100 to 1000 mg/dL) with normal cells. -The CSF is often normal when symptoms have been present for <48 h; by the end of the first week the level of protein is usually elevated. 
Electromyography

-Electro diagnostic features are mild or absent in the early stages and lag behind the clinical evolution.
- In cases with demyelination prolonged distal latencies, conduction velocity slowing, evidence of conduction block, and temporal dispersion of compound action potential are the usual features. 
-In cases with primary axonal pathology, the principal electrodiagnostic finding is reduced amplitude of compound action potentials without conduction slowing or prolongation of distal latencies.

PROGNOSIS AND RECOVERY
-Approx. 85% of patients with GBS achieve a full functional recovery within several months to a year, although minor findings on examination (such as areflexia) may persist. 
-The mortality rate is <5% in optimal settings; death usually results from secondary pulmonary complications. -Other factors that worsen the outlook for recovery are

· Advanced age

· Fulminant or severe attack

· Delay in the onset of treatment.

DDX
1.Chronic inflammatory demyelinating polyneuropathy
2.Tick paralysis
3.Transverse myelitis
4..Poliomyelitis
5.Toxins-Lead, organophosphates, botulinism, diphtheria

Porphyrias
6..Folate or vit. B12deficiency
7.Hereditary neuropathies
8.Neoplasia-Spinal cord compression
Spinal cord syndromes, particularly postinfection

9.Vasculitidis-SLE, Polyarteritis nodosa, Chaug-straus syndrome
10.Myasthenia Gravis 
11.Polymyositis 
Complications

1. Persistent paralysis
2. Respiratory failure, mechanical ventilation
3. Hypotension or hypertension
4. Thromboembolism, pneumonia, skin breakdown
5. Cardiac arrhythmia
6. Ileus
7. Aspiration
8. Urinary retention
9. Psychiatric problems such as depression and anxiety



