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CHRONIC INFLAMMATORY DEMYELINATING POLYRADICULONEUROPATHY
(CIDP)
*Most common treatable chronic neuropathy worldwide Progression over at least two months
“Prevalence ranging from ~1 to 9 cases per 100,000 Weakness more than sensory symptoms
*CIDP spectrum: relatively heterogeneous Symmetric involvement of arms and legs
Proximal muscles involved along with distal muscles
*Many sets of diagnostic criteria : based largely on Reduced deep tendon reflexes throughout
electrophysiological findings Increased cerebrospinal fluid protein without pleocytosis
Nerve id of a demyelinati pathy
Nerve biops: id of I d lination with or without
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Clinicopathological characteristics of subtypes of
chronic inflammatory demyelinating
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Conclusions

Preferential involvement of distal and proximal segments and
uniform pathological features in typical CIDP indicate a role of
humoral factors at site where the blood—nerve barrier is
deficient.

By contrast, focal lesions in MADSAM, DADS and pure sensory
forms may share neuropathic mechanisms primarily affecting
the nerve trunk.
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A: Preserved fiber,
little onion bulbs, few
axonal sprouts

B. Naked axon

C. EM: degradation of
myelin by macrophage
D. Small lymphocytes
infiltration at
epineurium
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DISTAL ACQUIRED DEMYELINATING SYMMETRIC

GROUP (DADS)

Variation of myelinated
nerve fiber density
(focal reduction)

fiber

fibers, compared with
small fiber

and among fascicles
Macrophage-induced
demyelination (similar to
typical CIDP)

A. Conspicuous onion
bulbs, extreme
variation in
myelinated fiber
density

B. High power of A

C. Macrophage —
induced
demyelination

Arrow: naked axon
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Table 2 | Characteristic abnomnalities found in different diagnostic tests | TYP I c A I_ c I D P
Neuropathy Electrodiagnostic tests _ Serological tests Nerve biopsy
Chronic inflammatory  Multifocal demyelinating  None Segmental demyelination and remyelination
demyelinating abnormalities Loss of large myelinated axons
polyneuropathy (CIDP) “Onion bulbs’
AntiMAG neuropathy  Disproportionate IgM monoclonal gammopathy  Demyelination with loss of large myelinated - -

prolongation of Elevated titres of ant-MAG/  axons Epidemialogy ¥ P

distal latencies SGPG antibodies Separation of the myelin lamellae at the s

minor dense line Typial 0P
Deposits of [gM and C3d on myelin sheaths PR——— Chronicomset P e Ot
Multifocal motor Mutifocal motor i.GM1 ganglioside i thandstl cotcostoods sdplms  newcpathis (og prproABinem
neuropathy conduction block antibodies (50% of cases)  Regenerative axonal clusters in motor nerves ki
exhunge efechve beseditary rewropatty)

POEMS syndrome  Uniform demyelinating X light chain Ig@ or IgA Demyelination with loss of large myelinated

changes monoclonal gammopathy axor Acfe cemet* Amund 18%  Subacvte orset, modor and Symmetrec el wdditd Itavencns e Gl Bt Syndrome, maght resemible

Elevated vascular endothelial  Separation of the myelin lamellae at the o cottrody mdploma  ptentswth 1S5 and ONTNL
growth factor levels major dense line. o
excharge efectve anthodes

Abbrevitions: MAG,

Laton, . Nat.Rex Neurol. 10, 435446 (2014
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ATYPICAL CIDP VARIANTS

Atypical (IDP vartants
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EFNS CIDP CRITERIA

Table 4 Clnical diagnostic criteria

(1) nctusion criteia
@ Typical CIDP
Chronicaly progressive, siepuis, or .
over a last 2 months; cranial nerves may be allcted; and
reduced tendon refees in al extre
(8 Ayl CIDP (1 coniered CIDP b with et et
One ofthe ollowing, but otherwise as i (4 (endos eflexes may be normal i unafetod Tmbs):
Predominanly disal (disa acquired demyclinating symmetric, DADS) or
Asymmetric [mulifoca acquired demyelinaing sensory and motor nearopathy (MADSAM), Lewis-Sun
Focul (.., involvement of the bachialor lumbosacral plexu of of one o more perpheral nerves in one uppe or lower limb)
P motr o
ure sensory (Inluding chronic immune seasory polyradiculopathy affecting the cental process of the primary sensory neuror)
2 Extuton e
Borrela burgdorfed infction (Lyme disease), diphthers, drg or toxin exposure probably to have caused the neuropathy
Hereditary demselinating newopathy
Prominea sphincer disturbance
Diagaosis of mulifocal motor neuropathy
16M monoclonal gamemopathy with high tiee antibodie to myelin-associated gycoprotein
= S o sspusy s FOPMS v, oS S, S R
adiculoplents neuropathy. PNS lympl 3 occasionally ures

er syndrome] or
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CHRONIC INFLAMMATORY DEMYELINATING POLYNEUROPATHY
AND MALIGNANCY: A SYSTEMATIC REVIEW

TR A RAMBALLY. MO FRCP 1'% and SHARAM ATTASEAN, MO, FHO™

Muscle Nerve 2018 Jun7(6):875-883.
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CIDP frequently precedes the mali

Most common : Hematological disorders, particulary non- Hodgkin lymphoma.

Second most common: Melanoma, may be panied by anti lioside Ab

Other cancers are rare, with variable timings and pr i but good resy
to immunomodulation and/or cancer therapy.

Unusual neurological features such as ataxia, distal /upper limb predomlnance, or
cranial /respiratory / ic invol may suggest i as
may abdominal pain, dlarrhea/consﬂpanon, poor appetite/weight loss,

logi had.

der | lesions, and ly K
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Progressive or relapsing sensory and motor
nevropathy evolving over more than 2 months

|

CSF examination shows raised protein gx;‘:”:;‘f;“’"““““’
concentrations (supportive) s

I

“The following criteria might supporta diagnosis of IDP¥
Clinical:

- Youngage

+ Relapsing course

+ Cranial nerve involvement

-+ Proximal weakness

- Weaknessand normal CMAPs
Slowed sensory conduction

Low median/normalsural SNAP
- Normal SNAPs with sensory loss
Biologi

- High CSF protein concentrations.

Ifat least one criterion present, consider:
+ Rootorplexus MRI

+ Somatosensory evoked potentials

+ Nerve biopsy

“Table 1 Blectrodiagnostic rieria

Dl ot oo o il
@ tatent 0% above ULN in

syndrome), o
(& Redcion of motorconducon elocity 230% tlow LLN in two nerves, or

(9 Prolongation of E-wave latency 230% above ULN in two nerves (250% if amplitude of disal negative peak CMAP <80% of LLN

values), or

neuropathy at the wrist from carpal tunnel

(@) Absence of F-waves in two nerves if these neves e plitudes 220% of LLN + 21
parameter* n 21 other nere, or

(©) Partial motor conduction block: 250% amplitude reduction of the proximal negative peak CMAP rlative t0 disal, if distal negative peak

CMAP  20% of LLN, in two nerves, or in one nerve + 21 other demyelinating parameter* in 21 other nerve, or

() Abnormal temporal dispersion (> 30% duration increase between the proximal and distal negative peak CMAP) in 22 nerves, or

)
(median 2 6.6 ms, ulnar > 6.7 ms, peroneal > 7.6 ms, bial 2 8.8 ms)” + 21 other demyelinating parameter” in 21 other nerve
@) Probabie

230% amplitude reduction of the proximal negative peak CMAP reative to distal, excluding the posterior tbial nerve, if distal negative peak

‘CMAP 2 20% of LLN, in two nerves, or n one nerve + 21 other demyelinaing parameter* in 21 other nerve
@) Possibie
As in (1) but in only one nerve,

RESEARCH PAPER

Atypical CIDP: diagnostic criteria, progression and
treatment response. Data from the Italian

CIDP Database

Bax 1 Proposed clinical diagnostic criteria for atyp
cioe

DADS

Mandatory

wm-mmm‘amm
1. Symmetric, sansory.

symptoms. and siges
\lmhqm-nbwm
trunk-{ace involvement (length-dependent fashion).*
Other symptoms
1 Auaxia, neuropathic pain, cramps, fatigue, autonomic
symptoms, tremoe.
2. Uppe sensory of and
mmuumwlmmm.
Exclusion criteria

involvement
2. Proximal fims, trunik, foce involvement.
3. Weakness without sensory symptoms.
4 mmmmmmmm

PURE MOTOR CIDP

1. Sensory symptoms with a pobmeuropathic distribution ¥
) 5 (A) with or (B) without abnormal sensary nerve conduction

A ot e sy oS BMG 1y nkness, without semsory symptoms of signs, In &
PLUS at least two of the following: polyneuropathic distribution, sYMMmetric of asymmetrc.”
2. Abnormal SSEP not due to CNS involvement. 2. Symptoms. may starl anywhere in the body.
3w 9 g Other
i roots oe the 1. Cramps, fatigue, tremor.

beachial or umbosacral 2. Motor cranial nerve palsy.
4. Elevated CSF protein kevel with normal cell.
Exchusion criteria and other 1, i
1. As in pure semsory CIDP s r g Smeory st

Lss
Mandatory Crieria = =
w-‘um.—u *Ch l:nul-ul,-
ymptoms, with of without weskanes,in 4 multhocal  tFocal CIDP defined 35 the presence of symptoms
{umdateral focalt CI0P resiricied 10 the nesves of one limbs or twa kb (plateral upper and
2 Sympteen oy start sywhere 1 ha bady owes W)
Other possidle symptoms DR, chwonic 5P,
1 Crampn, fatiee, avtonomic IympROMs, SLaTiA, REUICPSIN  (pon NS, e
pan DADS,
2 Motor andie semory cramial rerve palsy
Ercusion crtans USRS T
1 Wesknes i rokation. without samsary yympcms. ottty et ol

2 ymptomiicpn in  pebpmeuropativc detinsion

.
-
= Typical CIDP ® DADS W Typical CIDP  DADS
= Motor * Sensory - Motor # Sansory
(LY ® Cranial (L)

Figure 1 (A) CIOP type at 1 year atter onset of symptoms; (B) CIDP type
at study entry (mean B years. after onset). Graphs show the frequency of
the atypical CIOP variants at 1 year after the onset of symptoms (A) and at
study entry (8) in 460 patients. CIDP. chronic inflammatory demyelinating
polytadicuionearopathy; DADS, datal acqured demyelinating fymmetr
neuropathy; LS5, Lewis- Sumner syndrome
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Table 1 Compartion of cinscal features and treatment response in atypacal and typical CIDP
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CIDP varies during the disease course. DADS and LSS have a less frequent response to intravenous immunoglobulin
ity of a different underlying pathogenetic mechanism.

compared with typical CIDP, raising the possi

| _INVESTIGATIONS

Table 2 Investigations to be considered

To diagnose chronic inflammatory demyelinating
polyradiculoneuropathy
Electrodiagnostic studies including sensory and motor nerve
conduction studies, which may be repeated. performed bilaterally,

or use proximal stimulation for motor nerves

CSF examination including cells and protein

MRI spinal roots, brachial plexus, and lumbosacral plexus

(b) Studies to be performed if clinically indicated

“Skeletal survey
Oral glucose tolerance test
Borrelia burgdorferi serology
€ reactive protein
Extractable nuclear antigen antibodies
Chest radiograph
Angiotensin-converting enzyme
HIV antibody

To detect hereditary neuropathy
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(6) Recomagniad in Ao g i (coesaly PP dplsin e T g T
*Serum and urine paraprotein detection by immunofixation and conaexin 2 mutations) i
ng blood glucose Nerve biopsy .

Complete blood count “Repeating these should be considered in patients who are or become Figre - Proposedalgorthmfor CDP estment
Renal function unresponsive (0 treatment. Heany i, teament e—— "
Liver function ey
Antinuclear factor  endocincpaty, W potein, sinch nomonios:
Thyroid function effeconday e, scive sonlos
Journs oMoy
TREAMENT OPTIONS (CLASS IV EVIDENCE) sy
Table 3 Immunosup and immunomodulatory drugs that
Y ¢ ORIGINAL COMMUNICATION
have been reported to be in chronic tory @ S——
demyelinating polyradiculoneuropathy (Class IV evidence [29,41])
Corticosteroids in chronic inflammatory demyelinating
Qleln;.uzer?ab polyneuropathy
zathioprine
Cyclophosphamide A retro s Jm:d"d efficacy and safety of daily prednisolone,
Ciclosporin ¥ e
Etanercept

Interferon-o
Interferon-fla
Mycophenolate mofetil
Methotrexate
Rituximab

Stem cell transplantation (haematopoietic)

G.G. A van Lieverloo' 0 - 5. Peric’ - P.E. Doneddu’ - F. Gallia’ - A. Nikolic® - L Wieske' - C Verhamme' -
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Table 1 Parcats characterntics at basclane et trcatment groap

[Eup—— Devamehascne Methy lprodaiobne  Toual ool

Tnchnion, N (%) 67 (M4%) 37 (0%) A07%) 128 (100%)

The Netherlands s w o o

Serbia s 0 1 “

aly 4 o » u

Male N (%) MM 1500 K5 (68%) ols

Mean age (SD) Saia S8 S14016) o

Walling wnassisted. N (%) 47 (%) 33 (%9%) 20 (95.5%) 100 (8075 oot

Median MRC sum scome (range) 50 (34-40) 56 (46-60) §7(42-40) 100440y o

CIDP sabeype, N (%) Typical: S8 (57%)  Typicak 28 (76%) Typical: 12(57%)  Typicak: 98 (79%) on¥
Atypical: 9(13%)  Atypical: 9(24%) Atypical: 9(43%)  Atypicak 77 (22%)

(MADSAM 3. (MADSAM S, pare  (MADSAM 4 (MADSAM 12, DADS 4,
DADS 2. puse semsory 3, pure motee DADS 2. pare puse semsory 6, pare motor
motor 4) 1) senscry 3) 5

MRC Medical Rescarch Council sum score (six. paied muscle groops), MADSAM mubtifocs] scquired demyclinating scasory s motor Bes-
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Intravenous immune globulin (10% caprylate-
chromatography purified) for the treatment of chronic
inflammatory demyelinating polyradiculoneuropathy

(ICE study): a randomised placebo-controlled trial

Fstpeiod2wets Etsion phse i wesks

Lancet Neurol 2008;

IGIV-C(n=50) Placebo (ne58)

Sex
Male AN 4609%)

Female B@w @
| Age (years)

Mean o) 53016)

Range 1979 1683

Ethnicorigin
Write s5@%) 520009 B
Black o 1% 0
Hispanic 36%) 5%

Other 1% o

Previous Vig reatment 0@ nEY

Time ince st CIDP symptoms (years)  58(74)  48(49)

Time since CIDP iagnasis (years) 2467) 1809

Baseline INCAT cisabityscore 4204 4105

Baselne amplitude (V)" 129030 182099)

Baseline gripstrength (a) =
Dominanthand #2030 21033 i » m w5 o2 o ox
Non-domirant hand 70051 50228) mmE = B B S ¥ B & @

Baselne MRC sum score 493(69)  500G2)

Baselne S5 score 7849t 7969t

Datasre number () or s (5D) s atherwis ndicated “Baseine acion
site fne57.trm58.
Table 1 First period demographics and baseline charactristics
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LONG-TERM OUTCOME IN CHRONIC INFLAMMATORY DEMYELINATING
POLYNEUROPATHY PATIENTS TREATED WITH INTRAVENOUS
IMMUNOGLOBULIN: A RETROSPECTIVE STUDY
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e
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A igterm Baseline  Gweeks  6months
[iomgiom | |G —————] FIGURE 2. mRS and INCAT score evolution from baseline to
= g a0 concombae esrars midterm visit (P<0001). Values are presented as

mean + SEM.
FIGURE 1. Flow of patients and data available for analysis.

Muscle Nerve 48: 870-876, 2013

LONG-TERM OUTCOME IN CHRONIC INFLAMMATORY DEMYELINATING
POLYNEUROPATHY PATIENTS TREATED WITH INTRAVENOUS
IMMUNOGLOBULIN: A RETROSPECTIVE STUDY

Eighty-six patients were included;
* 60.5% responded at short term and 54.6% at midterm.

+ Atlong term, 25.6% of patients were in remission, 65.1% were stable, and 9.3%

were non-responders.

* The only variable associated with remission was a better response during the first 6

months of follow-up.

Conclusions: A significant percentage of patients did not require any
additional drugs in the long term.

* This suggests that treatment effect or disease outcome may be stable over time, and
treatment regimens should therefore be individualized to avoid overtreatment.

Muscle Nerve 48: 870-876, 2013

NEUROLOGY

Single nucleotide polymorphism of TAG-1
influences IVIg responsiveness of Japanese
patients with CIDP

Neurology 2009:73:1348-1352

Predicting treatment responses to
IV immunoglobulins

Can we already ask the genes?

Neurology 2009:73:1344-1345:

. . i 4
Intravenous immunoglobulin versus intravenous >@
methylprednisolone for chronic inflammatory demyelinating
polyradiculoneuropathy: a randomised controlled trial

——
i

Cisosingain % % 3 2 PR
Inanon o 3 11

[ —————

05 mon15ays

Interpretation Treatment of CIDP with IVIg for 6 months was less frequently discontinued because of inefficacy,
or intolerance than was intravenous “The long of
nts on the course of CIDP need to be addressed in future studies.

roup (11 [46%] of 24; p=0.1606).

methylprednisolone (none o fen; p=0.0317).
Lot w203 1:453.502

Pulsed high-dose dexamethasone versus standard >W
prednisolone treatment for chronic inflammatory
demyelinating polyradiculoneuropathy (PREDICT study):

adouble-blind, randomised, controlled trial

o [ P
Ehi

°o % o 75 100
Proportionalf patents (%)

Figure 2: Remision at 12 months

[
(0dds ratho for proportion of patients who deterorated 2.43 (95% €107-9:1).

Totalstudy. Dexamethasone Prednisolone  OR (95%Cl)
population (n=40) _(n=24) (n=16)

Reached pimanyoutcome. 16 10 6 119(0344)

Noremission 2% u 10

exchusthe possity of aremission at 12 months, OR-odds et

Toble 3 Primary outcome measure

Interpretation Pulsed high-dose dexamethasone treament di
treatment. A substantial proportion of patients were in remiss
1P,

induce remission more often than prednisolone
12 months in both treatment groups. High-dose

treatment is needed.
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The evidence from randomised controlled trials shows that intravenous
immunoglobulin improves disability for at least two to six weeks

compared with placebo,
» Number needed to treat of 3.00

» During this period it has similar efficacy to plasma exchange and oral

prednisolone.

) In one large trial, benefit of IVIg persisted for 24 and possibly 48

weeks.

» Cochrane Database Syst Rev 2009;(1):CD001797.

SUBCUTANEOUS IMMUNOGLOBULIN THERAPY
FOR MULTIFOCAL MOTOR NEUROPATHY.

MMN treated with infravenous Immunoglobulin (IV1g) were switched to weekly SClg |

in a single-center, open-label pilot intervention study.

> First group :5Clg dose equivalent fo 50% of the IVIg maintenance dose. In case of deterioration,
patients received a loading dose of IVlg and doubling of SClg dose.

> Second group started with a dose equivalent fo the IVig maintenance dose.

» Outcomes:
» Primary outcome was the Medical Research Council (MRC) sum score from 10 muscle groups.
Secondary outcomes were grip and pinch strength, dexterity, disability, quality of life, adverse
events, and serum immunoglobulin concentrations.

» Results: Ten patients were included, five in both groups.

> Inthe first group, one patient withdrew , four deferiorated.

» I the second group, four out of five patients maintained muscle strength with SClg during the 6
months follow-up. Local adverse events were frequent, especially during first weeks of freatment,
but generally well tolerated.

Seven mild systemic adverse events were reported, all but one in the first week of freafment. In
some, but not all MMN patients in this study,

» SClg therapy was feasible and safe and maintained strength as well as IVIg. SClg
may be a viable alternative maintenance therapy in some patients with MMN
currently receiving IVIg. J Peripher Nerv Syst 2009 14:93-100.

RESULT

W

eroids for the Treatment of Steroid-Resistant Chronic
Inflammatory Demyelinating Polyradiculoneuropathy in Thailand

Naruemon Hamrunpansd' - Navan U pakder’ - Chayamin Pratooment’
Resarin Sruamirl’ - Fiysmeth Dilokibormakul'’ - Supinya Dechanont’ -
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Published online; 25 April 2016

Incremental cost-effectiveness ratio (ICER) of US$1672.71 per QALY gained.

At a threshold of US$4672 per QALY gained, IVIG plus corticosteroids is considered a cost-
effective treatment for steroid-resistant CIDP patients in Thailand.

Systematic review of rituximab for autoimmune diseases:
a potential alternative to intravenous immune globulin

TABLE 1. of

Disesse

Systematic review of rituximab for autoimmune diseases:
a potential alternative to intravenous immune globulin

« 4 doses
& doses

Crigyre—;

TRANSFUSION 201

TABLE 3. Pooled n
each disease ro

Condition

Pemphigus vulgaris
Myasthenia gravis

SLE
mP
Sjogren's syndrome 54% (33%-74%)
Cior 48% (30%-66%)

TRANSFUSION
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Oral fingolimod for chronic infl y d linati
polyradiculoneuropathy (FORCIDP Trial): a double-blind, { - | |
: 2 2 i - o
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better than placebo for the treatment of weeks vith tapeing over 12-2weeks Mloogeprol ity
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soon afterwards whereas others might dieaeaciity) egimenorconsidr P dsesseactuiy) fegimenorcombine
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msldenigd a(2)

(579) wwaneinAunislden intravenous human normal immunoglobulin,

TABLE 1. Summary of Efficacy of Intravenous IgG in Neuromuscular Diseases Based on the Clinical

Trials dausld Tsa Chronic Inflammatory Demyelinating Polyradiculoneuropathy (CIDP)
Int IRG in N cular Diseascs
s it VIG AS SECOND LINE TREATMENT
1 evidence
Il:',:'::::‘:II:"I_‘J::I‘I:I.:‘_‘:::"‘,“”Ku”“ Url-l‘\‘u.i‘;‘l‘::m“ 0l Food and Drug Administration-approved. class 44 B_;ﬂ']ﬂ“lﬂ‘%lu Corﬁc().sferoid:ﬁ%a COI’ﬁCOSfeI’Oid %]Nﬁuﬂﬂﬂﬂqﬁﬂ:’“ﬁ‘u Lm;ﬂ
MG Firstline tre for MG exacerbation; off el shortterm anwaznndindaladeninoselunt
efficacy; lon ot been established: class |
o “"‘:["‘ - bt bt ean 4.4.1 le5ugn¥waan 1 thew uazil Inflammatory Neuropathy Cause and
" e e e i Treatment (INCAT) score > 6 (s1eazifenmuniauminuuuring) nie
o skt 4.4.2 le5ugn¥uaan 3 1Raw uazil INCAT score = 2 n3a
Stiffperson syndrome Firstline treatment: off-abel class | evidence 4.4.3 ﬁﬂjﬂi"l\ﬂ,ﬁﬂ\‘]ﬁ?%kliﬂ1u‘i: VU gl’(}de 3 H%ﬂ 4 ﬁ‘l'\ﬂn']51ﬁ‘corﬁcosferoid H%ﬂ
corticosteroidsaniuanagiruin
nslduind a(2) °
(519) uwinnerirunaslden INTRAVENOUS HUMAN NORMAL IMMUNOGLOBULIN, ﬂ'luﬂzfmmyi ﬂ.(zu)
douald Tsa CHRONIC INFLAMMATORY DEMYELINATING POLYRADICULONEUROPATHY (CIDP) (579) uwanerirAunislden INTRAVENOUS HUMAN NORMAL IMMUNOGLOBULIN,

daueld Tsa CHRONIC INFLAMMATORY DEMYELINATING POLYRADICULONEUROPATHY (CIDP)

Diagnosis: EFNS criteria .
4 ax 4 7. NTN1TREALN
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0.5-1 ninsawminea 1 Alandu uudl 1-2 u ienda638 continuous infusion @wnsn
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baseline) nmelu 6 oundslven IVIG asiusn 7 baseline nasanlasuenluuga 6 iaw

- giheonsiaulasiian INCAT score anasasnokas 1 azuwwilaifisuiu baseline Tag ” 4 e . .
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INCAT DISABILITY SCALE

Arm disability
0 No upper limb problems

1) Cochrane
i Library

1 Symptoms, in one or both arms, not affecting the ability o perform any of the following functions: doing all zips and
buttons; washing or brushing hair; using @ knife and fork fogether; handing small coins

2 Symptoms, in one arm or both arms, affecting but not preventing any of the above mentioned functions

3 Symptoms, in one arm or both arms, preventing one or two of the above mentioned functions

4 Symptoms, in one arm or both arms, preventing three o all of the functions listed, but some purposeful movements stil Immunomodulatory treatment other than corticostersids,
possible immunoglobulin and plauma exchange for chronic

5 Inability to use either arm for any purposeful movement inflammatory demyelinating polyradiculoneuropathy

Leg disability (Review)

0 Walking not affected

Walking affected, but walks independently outdoors
Usually uses unilateral support (stick, single crutch, one arm) fo walk outdoors
Usually uses bilateral support (sficks, crutches, frame, two arms) to walk outdoors
Usually uses wheelchair to travel outdoors, but able fo stand and walk a few steps with help
Restricted o wheelchair, unable fo stand and walk a few steps with help
verall disability results from sum of arm and leg disability scores

ouswNn =

Hughes R, Bensa S, Willison H, et al. Randomized controlled trial of ir i in versus oral i in
chronic i incri i Ann Neurol 2001;50:195-201.
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Low-quality evidence from randomised trials does not show
significant benefit from azathioprine (1 trial) or interferon beta-1a
(2 trials)

Moderate quality evidence from one randomised trial does not
show significant benefit from a relatively low dose of methotrexate
(1trial)

None of the trials was large enough to rule out small or moderate
benefit.

The evidence from observational studies is insufficient o avoid the
need for randomised controlled trials to discover whether these
drugs are beneficial.

Future trials should have improved designs, more sensitive outcome
measures relevant to people with CIDP, and longer treatment
durations.

No recommendation for cyclophosphamide, rituximab, cyclosporin

SUMMARY OF TREATMENT

Induction Maintenance
50-80% effective « Steroid
* Steroid lg (IV, SC)

* Immunoglobulin (IVig) © 2 AZA, CyA, MMF
* Plasma exchange *Not effective

*Add on : MTX, fingolimod

STEROID

POZ
*Prednisolone 60 mg per day, then tapering: trial data up to 15 months

*Dexamethasone 40 mg per day for 4 days every 4 weeks: trial data up to 6
months

v
* pulse methylprednisolone 1000 mg, then weekly or monthly

Pulse oral and IV may have fewer side effect
May have more remission at 6 months when compared to IVig

PLASMA EXCHANGE

* Not responding to IVlg or steroid case
* 5-10 sessions within 2-4 weeks

*Not practical for maintenance

IVIG

*IV for induction, IV or SC form maintenance

*15% remission after 1-2 courses of treatment

11
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WHAT IF THE FIRST LINE FAILS ?

*Second monotherapy: around 60-70 % success rate
* One retrospective study
1. First treatment: 76% success rate in first line IVig

2. Second treatment in IVIg non responder: 67% success rate with PE, 59%

success rate with steroid

3. Third treatment: switch to other treatment: 75% success rate

Don't forget to look for alternative diagnosis !

MAINTENANCE PHASE

* IVIg : should be started in patients who deteriorate after
initial improvement with 1-2 courses of VIg
*0.4- 1.2 g/kg/d every 2-6 weeks ( not more than 80 g/d)

*Possible role of serum IVlg concentration as a dosage guide, but
variable between patients

SC option in certain situation: home infusion, travel, difficult IV
access

OTHER AGENTS: ADD ON THERAPY

Limited data : to reduce the dose of steroid or Vig
*MTX

*Azathioprine

*Cyclosporin

*Rituximab

[GG4 AB TO NODAL AND PARANODAL PROTEIN

=Common feature : poor response or no response to IVlg , which could be explained by
the low capacity o bind with Feyllb-receptors and inability fo activate complement.

= Treatment with corticosteroids and plasma exchange seems partly effective.

*Treatment-refractory patients with CIDP and IgG4 antibodies showed variable
responses to rituximab, from no response (mainly in patients with long disease duration

and severe axonal damage) to remarkably good responses with clinical recovery and
depletion of IgG4 antibodies.

“Future prospective clinical trials on the efficacy of rituximab in patients with CIDP and
IgG4 antibodies are needed.

FUTURE STUDIES

* IVIlg dose finding cross over trial
* IVlg maintenance dose finding trial

*Combination: IVlg plus IVMP VS IVlg plus placebo
*Other agents

+ Complement inhibitor

* FeRn blocker

* Immunoabsorption

*1gG degrading enzyme of S. pyogenes
* Rituximab

* Ocrelizumab

CONCLUSION

=Common and uncommon features
"Diagnostic procedure and criteria
=Clinicopathological association

*Treatment options

= Immunosuppressive therapy
=IVlg

=Comparative data
=Guideline
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