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Objectives

u Discuss pathophysiology, clinical features, and 
diagnosis of CIDP

u Review treatment strategies drawing from recent 
studies and guidelines

u Discuss practical use of IVIg, SCIg, steroids and 
other agents in CIDP through use of clinical cases
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immunosuppressants



Case 1

u 40 F with weakness

u Began 6 months prior to presentation

u Getting worse over time

u Difficulty climbing stairs, foot drop, writing, 
lifting overhead

u Sometimes trips when walking

u Minimal numbness in toes



Case 1

u Otherwise well

u No meds

u No allergies

u Non-smoker, minimal alcohol

u No family history of neuromuscular disease



Case 1 Examination

u Normal cranial nerves

u Symmetric weakness
u Deltoids, biceps, triceps 4/5

u Hand intrinsic muscles 2-3/5

u Hip flexion, knee flexion & extension 4+/5 

u Ankle movements 2-3/5 

u Reflexes absent

u Mild reduction in vibration & pinprick sensation in feet

u Foot drop when walking



What is CIDP?
Chronic Immune Demyelinating Poly(radiculo)neuropathy

u Immune mediated demyelination of nerves and 
nerve roots

https://www.google.com/search?q=peripheral+nerve+myelin&safe=active&client=safari&rls=en&tbm=isch&tbas=0&source=lnt
&sa=X&ved=0ahUKEwik_cmZ7dLdAhWHzIMKHfrSC1oQpwUIIA&biw=1024&bih=495&dpr=2#imgrc=g9mhmbgIA-6YpM:
Accessed September 23, 2018

https://www.google.com/search?q=peripheral+nerve+myelin&safe=active&client=safari&rls=en&tbm=isch&tbas=0&source=lnt&sa=X&ved=0ahUKEwik_cmZ7dLdAhWHzIMKHfrSC1oQpwUIIA&biw=1024&bih=495&dpr=2


What is CIDP?

u Immune system activation
u Cellular - T-cells activated

u Humoral – Ig deposition on 
nerve

u Demyelination (segmental) 
and remyelination
u Onion bulbs

https://neuromuscular.wustl.ed
u/pathol/cidppath.htm



What is CIDP?

u Prevalence 1-7/100,000

u Usually presents in adulthood, increases with age

u Somewhat more common in males

u Onset is typically over 8 weeks or more

u May be progressive or relapsing 
u If relapsing, usually in younger patients



What is CIDP?



Common symptoms in CIDP?

u Proximal muscle weakness
u Getting up from low seat, lifting arms overhead

u Distal muscle weakness
u Fine finger movements, foot drop

u Tremor

u Distal numbness  +/- pain
u Vibration, joint position sense



What is CIDP?



A Spectrum of Disease

u AIDP aka GBS  (Acute)

uNadir within 4 weeks

u SAIDP (Subacute)

uNadir 4-8 weeks

u CIDP (Chronic)

uNadir 8 weeks or 
more



Case 1

u “Doctor, what’s going on with me? How will you 
find out?”



Investigational options

u EMG/NCS (always do)
u Demyelination

u LP – albuminocytological dissociation (sometimes do)
u If >10 cells rule out HIV, Lymphoma, Lyme, Sarcoid, etc

u SPEP, UPEP, CBC, fasting glucose, HgbA1c, HIV, creatinine, LFT 
(always do)
u Rule out lymphoproliferative disorder, diabetes, HIV, liver & renal disease
u Can do MANY other labs if atypical features 

u Ultrasound or MRI (occasionally do)
u Enlarged nerve size or increased T2 or Gad enhancement of roots/plexus

u Nerve biopsy (very rarely do)
u Demyelination seen in 1/2 – 1/3 of cases, but can be useful to rule out other 

disorders





Conduction block



Temporal dispersion





Dimachkie M. & Saperstein D. Acquired Immune Demyelinating Neuropathies. 
Continuum (Minneap Minn) 2014;20(5):1241–1260. 



Case 1

u Chronic motor > sensory demyelinating symmetric 
polyneuropathy



Case 1

u Chronic motor > sensory demyelinating symmetric 
polyneuropathy

u So, CIDP



Case 1

u Doctor, how will you make me better?”



Treatment options

u IVIg, SCIg

u Steroids

u Plasma exchange

u Immune modulators
u Rituximab, Azathioprine, Mycophenolate, etc





Treatment – EFNS Guidelines

u Initial therapy
u IVIG or steroids

u PLEX if above are ineffective

u Maintenance therapy
u SCIg, IVIG, or steroids

u If refractory or high doses needed, then consider combination
therapy or adding an immunosuppressive agent



IVIg = Steroids = PLEX

u Cost

u Side effects

u Supply

u Ease of administration

u Short term & long 
term benefit

A plasma exchange versus immune globulin infusion trial in chronic inflammatory demyelinating polyradiculoneuropathy.Dyck PJ, Litchy WJ, Kratz KM, Suarez GA, Low 
PA, Pineda AA, Windebank AJ, Karnes JL, O'Brien PC Ann Neurol. 1994;36(6):838.

Randomized controlled trial of intravenous immunoglobulin versus oral prednisolone in chronic inflammatory demyelinating polyradiculoneuropathy.Hughes R, 
Bensa S, Willison H, Van den Bergh P, Comi G, Illa I, Nobile-Orazio E, van Doorn P, Dalakas M, Bojar M, Swan A, Inflammatory Neuropathy Cause and Treatment 
(INCAT) Group Ann Neurol. 2001;50(2):195.

Intravenous immunoglobulin for chronic inflammatory demyelinating polyradiculoneuropathy.AUEftimov F, Winer JB, Vermeulen M, de Haan R, van Schaik 
IN SOCochrane Database Syst Rev. 2013;



Treatment





IVIG – ICE trial

u 2008

u Randomized double blind placebo controlled trial

u N=117

u IVIG vs placebo x 24 weeks
u IVIG 2g/kg loading, then 1g/kg q 3 weeks

u If no improvement, got the other treatment in the crossover period

u If improved, then reassigned in 24 week blinded extension phase

u Most common side effects: headache, fever, high BP



IVIG – ICE trial

u Better disability scores

u Improved hand grip

u Fewer relapses

u 13% treatment group vs 
45% in placebo group







Steroids

u Best regimen is not known

u Oral Prednisone 
u Example: 40-60 mg daily tapered over 6-8 months

u Pulsed steroids
u Example: Solumedrol IV 500mg 4 days per month x 6 months

u Several trials of either oral DXM or IV Solumedrol

u Pulsed likely has fewer side effects and better response than daily dosing



Steroids

u Side effect profile might preclude use for some

u Monitor for side effects
u Diabetes, hypertension, gastric irritation/reflux, cataracts, 

glaucoma, osteoporosis, avascular necrosis of the hip

u Motor only variants can worsen with steroids

u Some evidence to suggest better long term 
reduction in relapse rate and cheaper than IVIG

u Try tapering regularly!



Plasma Exchange

u Usually used if patients don’t respond to either 
IVIg or Steroids

u Limited by need for central line & logistics
u Side effects thrombosis, infection

u Can be considered for patients who are very weak

u Example regimen:
u 2x/week for 3 weeks, then weekly x 3 wks



Treatment response

u Vast majority improve

u Usually takes 3 months for maximal improvement
u 90% of those that improve do so after 3 months (ICE trial)

u If stable after for 6 months try to lower or stop 
u 11% will achieve cure (>5y stability off treatment)

u 20% in remission (stable off treatment <5y)

u Over 40% stable but need ongoing treatment

u 5% refractory to treatment 

Chronic inflammatory demyelinating polyneuropathy disease activity status: recommendations for clinical research standards and use in 
clinical practice.Gorson KC, van Schaik IN, Merkies IS, Lewis RA, Barohn RJ, Koski CL, Cornblath DR, Hughes RA, Hahn AF, Baumgarten M, 
Goldstein J, Katz J, Graves M, Parry G, van Doorn PA J Peripher Nerv Syst. 2010 Dec;15(4):326-33.



Case 1

u After 6 months of IVIg, patient no longer reports any 
weakness

u On exam
u Detoids, biceps, triceps, wrist and finger flexors & extensors 5/5

u Hand intrinsics 4+/5

u Hip flexion 4+, otherwise legs 5/5

u Remains areflexic

u Normal sensation



Case 1

u Reduced IVIG but had re-emergence of weakness

u Resumption of previously effective dose improved 
examination again. 
u Still some mild weakness on exam but no functional limitations



Case 1

u “Doctor, these IVIG appointments are interfering 
with my work schedule. Is there something else 
we can do?”





SCIg

u 2/3 need long term Ig

u SCIg previously successfully used in immunodeficiencies

u PATH trial (2017)
u 172 patients

u SCIg 0.2g/kg  or 0.4g/kg  weekly vs placebo for 24 weeks

u More relapses/withdrawals in placebo group

u ARR 25% for low dose and 30% high dose

u Only 1 causally related serious adverse event (skin rash)





SCIg

u Near steady state 
u Can use doses weekly, divided over the week, or bi-weekly

u Open label studies show less hemolytic anemia, nausea, headache

u Straightforward conversion from IVIG
u Start 1 week post IVIG

u Divide monthly IVIG dose into weekly dose (or permutation)

u 1 gram IVIG = 1 gram SCIG

u Taper to lowest effective dose

Markvardsen LH, Christiansen I, Andersen H, Jakobsen J. Headache and nausea after treatment with high-dose subcutaneous versus 
intravenous immunoglobulin. Basic Clin Pharmacol Toxicol 2015; 117: 409–12. 
6 Markvardsen LH, Christiansen I, Harbo T, Jakobsen J. Hemolytic anemia following high dose intravenous immunoglobulin in patients with 
chronic neurological disorders. Eur J Neurol 2014; 21: 147–52. 
7 Berger M, Jolles S, Orange JS, Sleasman JW. Bioavailability of IgG administered by the subcutaneous route. J Clin Immunol 2013; 33: 984–90. 



Case 1

u “I feel great! Thanks!”



Case 1

u “I feel great! Thanks!”

u But what if she doesn’t…



If refractory

u Try a different first line agent

u Reconsider your diagnosis

u Combine treatments

u Add an immunosuppressant
u Azathiorpine, mycophenolate, rituximab, (cyclosporine)

u Rituximab preferentially if anti-nodal antibodies 



Pain

u 20-40% in studies

u Rule out non-neuropathic etiologies
u Joint issues

u Use antineuralgics 
u Amitriptyline, Gabapentin or Pregabalin, Duloxetine or Effexor 

u Don’t use immune treatment primarily for pain 





Pitfalls in CIDP

u 47% of patients misdiagnosed with CIDP
u Watch out for concurrent diabetes or other diagnoses

u Among those who did NOT have CIDP
u 85% subjective improvement post IVIG

u 19% objective improvement

u ”Subjective patient experiences after IVIG may contribute to CIDP 
misdiagnosis”

u Re-examine patients frequently!





Sources

u EFNS guideline

u Prairie IVIG Guidelines

u Up to Date

u Neurology Continuum

u Journal articles as cited in presentation



Thank you!


