
Chronic inflammatory demyelinating polyneuropathy (CIDP), (including IgG and IgA paraproteinaemic
demyelinating neuropathies)
Condition for which IVIg has an established therapeutic role.

Specific Conditions
Chronic inflammatory demyelinating polyneuropathy (CIDP)

IgA paraproteinaemic demyelinating neuropathy

IgG paraproteinaemic demyelinating neuropathy

Indication for IVIg Use
Treatment of chronic inflammatory demyelinating polyneuropathy (CIDP) for patients in whom
walking is compromised or there is significant disability

Relapse of chronic inflammatory demyelinating polyneuropathy (CIDP) patients within six
months of commencement of trial off Ig therapy

Level of Evidence Clear evidence of benefit (Category 1)

Description and Diagnostic Criteria Chronic inflammatory demyelinating polyneuropathy (CIDP) is an acquired sensorimotor
polyneuropathy characterised by a progressive or relapsing/remitting course developing over at least
two months with evidence of demyelination on electrophysiological or pathological studies and
response to immunomodulating therapies.

There is no specific diagnostic test, but characteristic clinical and laboratory findings help distinguish
this disorder from other immune mediated neuropathic syndromes. Serum protein electrophoresis
with immunofixation may be indicated to search for monoclonal gammopathy and associated
conditions.

Justification for Evidence Category The Biotext (2004) review found one Cochrane review (2002) of six randomised controlled trials (RCTs)
with a total sample size of 170. The quality of the studies was low–moderate, found intravenous
immunoglobulin (IVIg) improved disability in the short‐term, and had comparable results to treatment
with plasma exchange or prednisolone. This review was updated in 2013, with two additional RCTs
increasing participants to 332. A significantly higher proportion of patients had short term
improvement in disability after IVIg compared with placebo RR2.4, NNT3 (high quality evidence). One
study confirmed long term improvement over 24 and 48 weeks. IVIg had similar efficacy to plasma
exchange, oral prednisolone and intravenous methyl prednisolone in the short term.

Diagnosis Requirements A diagnosis must be made by a Neurologist.

Qualifying Criteria for IVIg Therapy Treatment of chronic inflammatory demyelinating polyneuropathy (CIDP) for patients in whom
walking is compromised or there is significant disability

This indication should be used to cover first line (prior to trial off) treatment of CIDP patients. For
patients who have trialled off Ig therapy and subsequently relapse within six months, please use
the indication Relapse of chronic inflammatory demyelinating polyneuropathy (CIDP) patients
within six months of commencement of trial off Ig therapy
 
In adults or children 10 years or older

Significant disability or compromised walking in an adult or child 10 years or older as
objectively measured by an Overall Neuropathy Limitations Scale (ONLS) score of at least two
points and the Medical Research Council (MRC) sum score

OR

In children less than 10 years

Significant disability or compromised walking in a child less than 10 years as measured by the
Six Minute Walk Test (6MWT) and/or a Modified Rankin Scale (MRS) score of at least two
points

Review by a neurologist is required after four months of Ig therapy to determine whether the
patient has responded. If there is no benefit after this period of treatment, IVIg therapy should be
abandoned.
 
Where treatment is continued, a review by a neurologist or general physician is required each 12
months.
 
A trial of cessation should be considered each 12 months in patients in remission on maintenance
therapy.
 
Once a patient has relapsed in the first six months of a trial off therapy, a further trial might be
considered after at least two years.
 
Documentation of clinical efficacy is necessary for continuation of IVIg therapy.
 

https://www.criteria.blood.gov.au/NeurologicalScales#ONLS
https://www.criteria.blood.gov.au/NeurologicalScales#MRC
https://www.criteria.blood.gov.au/NeurologicalScales#6MWT
https://www.criteria.blood.gov.au/NeurologicalScales#MRS


Relapse of chronic inflammatory demyelinating polyneuropathy (CIDP) patients within six months
of commencement of trial off Ig therapy

This indication should be used for patients who have previously trialled off Ig therapy and
subsequently relapsed within six months. For patients requiring first line therapy (i.e. prior to trial
off please use the indication: Treatment of chronic inflammatory demyelinating polyneuropathy
(CIDP) for patients in whom walking is compromised or there is significant disability
 

In a previously stable adult or child (10 years or older), deterioration in disability as measured
by an increase of at least one point in the Adjusted Overall Neuropathy Limitations Scale
(ONLS) or a reduction in the Medical Research Council (MRC) sum score of at least three
points, when compared to the review score before stopping previous treatment

OR

In a previously stable child (less than 10 years), deterioration in disability as measured by a
reduction in the Six Minute Walk Test (6MWT) or an increase of at least one point in the
Modified Rankin Scale (MRS) compared to the review score before stopping previous
treatment

AND

Relapse has occurred within six months of the last immunoglobulin dose

IVIg should be used for a maximum period of four months (induction plus three maintenance
cycles) before determining whether the patient has responded. If there is no benefit after this
treatment, IVIg therapy should be abandoned.
 
Review by a neurologist is required within four months and annually thereafter (neurologist or
general physician).
 
Documentation of clinical efficacy is necessary for continuation of IVIg therapy.
 
Once a patient has relapsed when trialled off Ig treatment, a second line immunomodulatory agent
should be strongly considered as additional therapy.

https://www.criteria.blood.gov.au/NeurologicalScales#ONLS
http://www.criteria.blood.gov.au/NeurologicalScales#MRC
http://www.criteria.blood.gov.au/NeurologicalScales#6MWT
http://www.criteria.blood.gov.au/NeurologicalScales#MRS


Review Criteria for Assessing the
Effectiveness of IVIg Use

Treatment of chronic inflammatory demyelinating polyneuropathy (CIDP) for patients in whom
walking is compromised or there is significant disability

Review by a neurologist is required after four months of Ig therapy to determine whether the
patient has responded. If there is no benefit after this period of treatment, IVIg therapy should be
abandoned.
 
Where treatment is continued, a review by a neurologist or general physician is required each 12
months.
 
A trial of cessation should be considered each 12 months in patients in remission on maintenance
therapy.
 
Once a patient has relapsed in the first six months of a trial off therapy, a further trial might be
considered after at least two years.
 
Documentation of clinical efficacy is necessary for continuation of IVIg therapy.
 
Clinical effectiveness of Ig therapy may be demonstrated by:
 

On review of the initial authorisation period

For adults or children 10 years or older

Improvement in disability as measured by a reduction in the Adjusted Overall Neuropathy
Limitations Scale (ONLS) by at least one point; or by an increase in the Medical Research
Council (MRC) sum score by at least three points, as compared to the qualifying assessment

OR

For children less than 10 years

Improvement in disability as measured by the Six Minute Walk Test (6MWT) and/or the
Modified Rankin Scale (MRS) as compared to the qualifying assessment

On review of a continuing authorisation period

In an adult or child 10 years or older, stabilisation or continued improvement in disease as
measured by the adjusted Overall Neuropathy Limitations Scale (ONLS) or the Medical
Research Council (MRC) sum score compared to the previous review score
 

OR

Adult patient with severe disease continues to report post infusion improvement that is
better or comparable to the level reported at the previous review, with end‐of‐cycle
deterioration and additional immunosuppressant agents have been commenced.

OR

In a child under 10, stabilisation or continued improvement in disease after previous
evidence of deterioration in the Six Minute Walk Test (6MWT) or the Modified Rankin Scale
(MRS) compared to the previous review scores

AND

A trial of weaning towards cessation of Ig therapy is planned for clinically stable patients to
identify those in remission, or a valid reason provided as to why a trial is not planned or is
contraindicated at this time is provided

A trial of Ig weaning should be considered annually in stable patients on maintenance therapy to
identify patients who are in remission.

https://www.criteria.blood.gov.au/NeurologicalScales#ONLS
http://www.criteria.blood.gov.au/NeurologicalScales#MRC
http://www.criteria.blood.gov.au/NeurologicalScales#6MWT
https://www.criteria.blood.gov.au/NeurologicalScales#MRS
https://www.criteria.blood.gov.au/NeurologicalScales#ONLS
http://www.criteria.blood.gov.au/NeurologicalScales#MRC
https://www.criteria.blood.gov.au/NeurologicalScales#6MWT
https://www.criteria.blood.gov.au/NeurologicalScales#MRS


Relapse of chronic inflammatory demyelinating polyneuropathy (CIDP) patients within six months
of commencement of trial off Ig therapy

IVIg should be used for a maximum period of four months (induction plus three maintenance
cycles) before determining whether the patient has responded. If there is no benefit after this
treatment, IVIg therapy should be abandoned.
 
Review by a neurologist is required within four months and annually thereafter (neurologist or
general physician).
 
Documentation of clinical efficacy is necessary for continuation of IVIg therapy.
 
Once a patient has relapsed when trialled off Ig treatment, a second line immunomodulatory agent
should be strongly considered as additional therapy.
 
Clinical effectiveness of Ig therapy may be demonstrated by:
 

On review of the initial authorisation period

In an adult or child (10 years or older), improvement in disability as measured by a decrease
of at least one point in the Adjusted Overall Neuropathy Limitations Scale (ONLS) score or an
increase of at least three points in the Medical Research Council (MRC) sum score

OR

In a child (less than 10 years), improvement in disability as measured by improvement in the
Six Minute Walk Test (6MWT) or a reduction of at least one point in the Modified Rankin Scale
(MRS) score

AND

A trial of weaning towards cessation of Ig therapy is planned for patients who are clinically
stable to identify those in remission or a valid reason provided as to why a trial is not being
planned or is contraindicated at this time

On review of a continuing authorisation period

In an adult or child (10 years or older), stabilisation or continued improvement in disease  as
measured by the Overall Neuropathy Limitations Scale (ONLS) score, or the MRC score, as
compared to the previous assessment

OR

Adult patient with severe disease continues to report post infusion improvement that is
better or comparable to the level reported at the previous assessment, with end‐of‐cycle
deterioration and additional immunosuppressant agents have been commenced

OR

In a child (less than 10 years), stabilisation or continued improvement in disease after
previous evidence of deterioration as measured by the Six Minute Walk Test (6MWT) or the
Modified Rankin Scale (MRS) score

AND

A trial of Ig weaning towards cessation of Ig therapy is planned for patients who are clinically
stable to identify those in remission or a valid reason provided as to why a trial is not being
planned or is contraindicated at this time

Once a patient has relapsed in the first six months of a trial off therapy, a further trial might be
considered after at least two years.

https://www.criteria.blood.gov.au/NeurologicalScales#ONLS
https://www.criteria.blood.gov.au/NeurologicalScales#MRC
https://www.criteria.blood.gov.au/NeurologicalScales#6MWT
https://www.criteria.blood.gov.au/NeurologicalScales#MRS
https://www.criteria.blood.gov.au/NeurologicalScales#ONLS
https://www.criteria.blood.gov.au/NeurologicalScales#MRC
http://www.criteria.blood.gov.au/NeurologicalScales#6MWT
http://www.criteria.blood.gov.au/NeurologicalScales#MRS


Dose Treatment of chronic inflammatory demyelinating polyneuropathy (CIDP) for patients in whom
walking is compromised or there is significant disability

Induction Dose ‐ 2 g/kg in 2 to 5 divided doses.
Access to a second “induction” dose should be a rare occurrence

Maintenance Dose ‐ 0.4–1 g/kg, 2–6 weekly. The amount per dose should be titrated to
the individual’s response, and may be reduced while weaning. A maximum dose of
2g/kg may be given in any 4 week period. This might be by smaller doses more
frequently than fortnightly.

Subcutaneous administration of immunoglobulin can be considered as an alternative to IVIg
following stabilisation with IVIg. A suggested dose is 0.2‐0.5 g/kg, every 1 week. This dose may be
given more frequently than weekly, provided the maximum dose is not exceeded. Maximum 2
g/kg, every 4 weeks.

The aim should be to use the lowest dose possible that achieves the appropriate clinical outcome
for each patient.

Refer to the current product information sheet for further information on dose, administration
and contraindications.

Relapse of chronic inflammatory demyelinating polyneuropathy (CIDP) patients within six months
of commencement of trial off Ig therapy

Induction Dose ‐ 2 g/kg in 2 to 5 divided doses.
Access to a second “induction” dose should be a rare occurrence

Maintenance Dose ‐ Up to 0.4–1 g/kg, 2–6 weekly. The amount per dose should be
titrated to the individual’s response and dose can be reduced while weaning. A
maximum dose of 2 g/Kg may be given in any 4 week period. This might be by smaller
doses more frequently than fortnightly.

Subcutaneous administration of immunoglobulin can be considered as an alternative to IVIg
following stabilisation with IVIg. A suggested dose is 0.2‐0.5 g/kg, every 1 week. This dose may be
given more frequently than weekly, provided the maximum dose is not exceeded. Maximum 2
g/kg, every 4 weeks.

Once a patient has relapsed when trialled off Ig treatment, a second line immunomodulatory agent
should be strongly considered as additional therapy. 

The aim should be to use the lowest dose possible that achieves the appropriate clinical outcome
for each patient.

Refer to the current product information sheet for further information on dose, administration
and contraindications.
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