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New insights into atypical forms of chronic
inflammatory demyelinating polyneuropathy

Objective — highlighting the clinical peculiarities of atypical chronic inflammatory demyelinating
polyneuropathy (CIDP); comparative analysis of nerves conduction studies (NCS) parameters in typical and atypical
CIDP; utility of somatosensory evoked potentials to demonstrate the proximal demyelination in pure sensory CIDP with
normal NCS parameters; the role of superficial peroneal nerve biopsy in the diagnosis of CIDP.

Methods and subjects. The study included 30 patients with atypical CIDP and 30 patients with typical CIDP. Al
patientsunderwent NCS, blood was drawn for biochemicaltests, also electrophoresis and serum proteinimmunofixation.
Peroneal nerve biopsy was performed in 9 patients (4 with atypical CIDP and 5 patients with typical CIDP). Overalll
Neuropathy Limitation Scale questionnaire (ONLS) was used for the assessment of functional disability in all patients.

Results. The mean value ONLS within atypical CIDP was 2.43 £0.29 points, lower compared to typical CIDP —
4.17 £0.24 points. Monoclonal gammopathies were found in 13 patients, representing 22% of patients with CIDP.
Demyelinating criteria most frequently observed in the biopsy material is decreased number of myelinated thick fibers.

Conclusions. NCS is not a gold standard for diagnosis atypical sensory CIDP. According to ONLS scale, atypical
CIDP are less disabling compared with typical CIDP. Peroneal nerve biopsy within CIDP is performed only when
electrophysiological studies do not elucidate demyelination criteria.

Key words: atypical demyelinating polyneuropathy, biopsy, diagnostic criteria.

hronic inflammatory demyelinating polyneuropa-

thy (CIDP) have been described for the first time
in 1958 by J.H. Austin [1]. Recent epidemiological
data show a prevalence of CIDP equal to 2.84 per
100,000 population in the UK [18] and 1.9 per
100,000 population in Japan [9]. In the english study
was demonstrated that CIDP predominantly affect
male with specific prevalence reaching the maximum
6.7 per 100,000 population aged between 70 and
79 years. The incidence of the disease represents
0.15 per 100,000 population [18]. In a retrospective
study involving elder subjects with neuropathy, as-
sociated with disability, CIDP ranked second, consti-
tuting 14 % of all disabling neuropathies in this age
group [25]. The same low prevalence is probably er-
roneous because atypical forms of CIDP are difficult
to diagnose, therefore the actual prevalence should
be twice as high.
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The typical clinical manifestations of CIDP include
a motor deficit symmetrically in all limbs, predomi-
nantly the proximal portion, associated with a sensory
deficiency with the same distribution, with a reduc-
tion or abolition of tendon reflexes, duration for at
least two months [16].

Sensory impairment prevails over proprioceptive
sensitivity (that highlights the involvment of the large
nerve fibers type A) which causes numbness and bal-
ance disorders ataxia type. Cranial nerves affection
(commonly the facial nerve, oculomotor nerve rarely)
occurs mainly in the clinical forms of CIDP with relapsing
evolution [20]. In practice, clinical picture of CIDP vary
greatly from one patient to another, demyelinating le-
sions occur randomly (but concentrate on proximal and
distal segments within peripheral nerves), highlighting
the similarity beween CIDP and multiple sclerosis — de-
myelinating disease of the central nervous system [6].

According to the European Federation of Neurolo-
gy guideline (EFNS/PNS, revised in 2010) CIDP can
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be classified into two clinical forms: [10] typical CIDP
and atypical CIDP.

Atypical forms can be classified according to the
clinical manifestations in 4 major groups: pure motor,
pure sensory, multifocal and distal symmetrical im-
pairment of upper and lower limbs.

Lewis — Sumner syndrome

In 1982, R.A. Lewis et al. (1982) described five
patients with a chronic, acquired, asymmetric senso-
rimotor demyelinating polyneuropathy which clini-
cally resembled a multiple mononeuropathy syn-
drome [17]. Electrodiagnostic studies demonstrated
multifocal conduction block in motor nerves. CSF
protein was normal to mildly elevated. Rajabally Ya in
a study conducted in 2009 concluded that the syn-
drome Lewis — Sumner is characterized by the pres-
ence of conduction blocks in median or ulnar nerves
in 90% cases, and demyelination of lower limbs
nerves occurs in 40 % of cases [21, 27].

Distal acquired demyelinating symmetric

The term distal acquired demyelinating symmetric
(DADS) neuropathy was introduced by J.S. Katz et al.
to describe a group of patients with predominantly
distal sensory and ataxic demyelinating neuropathy
[141, 14]. DADS neuropathies without serum presence
of antibodies to myelin associated glycoproteins are
considered atypical forms of CIDP [16]. Most of these
patients have markedly slowed motor conduction ve-
locities and even more prolonged motor distal laten-
cies. Usually, no conduction blocks are observed on
nerves conduction studies (NCS). Sensory impair-
ment, ataxia, and tremor may also be found in pa-
tients with DADS as well as a predominant distal im-
pairment [25]. The evolution course usually is more
slowly than in typical CIDP.

Sensory chronic inflammatory
demyelinating polyneuropathy

Recent epidemiologic data have shown that 35 %
of CIDP patients may have only sensory symptoms
[2]. Even if these patients have normal strength,
most of them have electrodiagnostic abnormalities
on motor nerve conduction studies. A particular form
of sensory CIDP is chronic immune sensory polyra-
diculopathy [22]. This entity was first reported by
M. Sinnreich et al. (2004) who described 15 patients
who had only sensory symptoms for a few years with
normal nerve conduction studies. In these patients,
somatosensory evoked potentials (SSEP) were de-
layed, cerebrospinal fluid (CSF) proteins were in-
creased, and lumbar magnetic resonance imaging
(MRI) revealed an enlargement of lumbar roots [22].

Electrophysiological criteria are essential for diag-
nosis of CIDP [26]. The main four parameters that in-
dicate the presence of a demyelinating process are:
decreased motor conduction velocity, delayed distal
motor latency, delayed latency or disappearance of
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F waves and presence of conduction blocks. These
features, although not unique to CIDP, are suggestive
of the diagnosis of CIDP.

Electrodiagnostic criteria of CIDP

according to EFNS/PNS Guideline 2010

(1) Definite

At least one of the following:

= Motor distal latency prolongation >50 % above
ULN in two nerves (excluding median neuropathy at
the wrist from carpal tunnel syndrome)

= Reduction of motor conduction velocity >30 %
below LLN in two nerves

= Prolongation of F-wave latency >30% above
ULN in two nerves (>50 % if amplitude of distal nega-
tive peak CMAP <80 % of LLN values)

= Absence of F-waves in two nerves if these
nerves have distal negative peak CMAP amplitudes
>20% of LLN + > 1 other demyelinating parameter in
>1 other nerve

= Partial motor conduction block: >50 % ampli-
tude reduction of the proximal negative peak CMAP
relative to distal, if distal negative peak CMAP >20 %
of LLN, in two nerves, or in one nerve + >1 other de-
myelinating parameter in > 1 other nerve

= Abnormal temporal dispersion (> 30 % duration
increase between the proximal and distal negative
peak CMAP) in > 2 nerves

= Distal CMAP duration (interval between onset of
the first negative peak and return to baseline of the
last negative peak) increase in >1 nerve (median
>6.6 ms, ulnar >6.7 ms, peroneal >7.6 ms, tibial
>8.8 ms) + > 1 other demyelinating parameterain>1
other nerve

(2) Probable

= >30 % amplitude reduction of the proximal neg-
ative peak CMAP relative to distal, excluding the pos-
terior tibial nerve, if distal negative peak

= CMAP >20% of LLN, in two nerves, or in one
nerve + >1 other demyelinating parameter in >1
other nerve

(3) Possible

Asin (1) but in only one nerve

To apply these criteria, the median, ulnar (stimu-
lated below the elbow), peroneal (stimulated below
the fibular head), and tibial nerves on one side are
tested. If criteria are not fulfilled, the same nerves
are tested at the other side, and/or the ulnar and
median nerves are stimulated bilaterally at the axilla
and at Erb’s point. Motor conduction block is not
considered in the ulnar nerve across the elbow and
at least 50% amplitude reduction between Erb’s
point and the wrist is required for probable conduc-
tion block. Temperatures should be maintained to at
least 33°C at the palm and 30 °C at the external mal-
leolus (good practice points).

CMAP, compound muscle action potential; ULN,
upper limit of normal values; LLN, lower limit of nor-
mal values.
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Supportive criteria for CIDP

1. Elevated CSF protein with leukocyte count
<10/mm? (level A recommendation)

2. MRI showing gadolinium enhancement and/or
hypertrophy of the cauda equina, lumbosacral or cer-
vical nerve roots, or the brachial or

lumbosacral plexuses (level C recommendation)

3. Abnormal sensory electrophysiology in at least
one nerve (good practice points):

= normal sural with abnormal median (excluding
median neuropathy at the wrist from carpal tunnel
syndrome) or radial sensory nerve action potential
(SNAP) amplitudes; or

= conduction velocity <80 % of lower limit of nor-
mal (< 70 % if SNAP amplitude <80 % of lower limit of
normal); or

= delayed somatosensory evoked potentials with-
out central nervous system disease

4. Objective clinical improvement following immu-
nomodulatory treatment (level A recommendation)

5. Nerve biopsy showing unequivocal evidence of
demyelination and/or remyelination by electron mi-
croscopy or teased fibre analysis (good practice point)

Characteristic features
of monoclonal gammopathies

Monoclonal gammopathies result from an over-
production of a single abnormal clone of a plasma cell
or B lymphocyte [24]. It is important to note that many
monoclonal gammopathies identified on serum elec-
trophoresis are benign, so-called monoclonal gam-
mopathy of undetermined significance (MGUS) [15].
Immunoglobulin involvement may be IgM, non-IgM
(IgA, 18G), or light chain [13]. All pose a risk of progres-
sion to a malignant disorder. Typically, 1gG and IgA
MGUS progress to multiple myeloma, IgM MGUS pro-
gresses to Waldenstrom macroglobulinemia or other
lymphoproliferative disorders [13]. Some CIDP forms
are associated with MGUS. Patients with MGUS re-
quire lifelong follow-up, with the intensity of follow-up
guided by risk stratification [3].

The aims of the study

= Highlighting the clinical peculiarities of atypical CIDP

= Comparative analysis of NCS parameters (distal
motor latency, CMAP amplitude, motor and sensory
conduction velocity) in typical and atypical CIDP

= Utility of SSEP to demonstrate the proximal de-
myelination (at pre or postganglionic levels) in pure
sensory CIDP with normal NCS parameters

= Evaluation of the relationship between the pres-
ence of MGUS and level of disabilty (Overall Neuropa-
thy Limitation Scale) in patients with CIDP

= The role of superficial peroneal nerve biopsy in
the diagnosis of CIDP

Materials and methods

We examined medical records from the Centre of
Peripheral Disimunitary Polyneuropathies, Hospital

Pitie-Sapletriere, Paris, in the period of time 2010—
2014. Two groups of study were identified: 30 patients
with typical CIDP and 30 patients with atypical CIDP
according to the EFNS/PNS guideline (revised 2010).

Clinical examination included the following scales:
Overall Neuropathy Limitation Scale (ONLS), 9-hole
peg test, MRC (Medical Research Council). Nerve con-
duction studies (NCS) were performed in all the pa-
tients. A full routine biochemistry, electrophoresis and
immunofixation of serum proteins, all spectrum of
anti-myeline and anti-ganglioside antibodies were
performed. The proximal segments of the sensory
peripheral nervous system can only be assessed by
somatosensory evoked potentials (SSEPs) [19]. SSEP
tests were performed in 10 patients with typical CIDP
and 10 patients with sensory CIDP.

SSEPs were considered to be suggestive of proxi-
mal demyelination when they revealed: (i) a significant
increase in radicular conduction time with normal
distal conduction time in at least 1 nerve and/or (ii)
absence of N9/N18 potential or N13/N22 potential
and/or delayed proximal volleys (N9 or N18) with nor-
mal distal conduction time in at least 2 nerves [28].

Cerebral spinal fluid (CSF) macroscopic/micro-
scopic examination was performed in all the patients.

Superficial peroneal nerv biopsies were obtained
under local anesthesy from the lateral and inferior
part of the shank. 5 patients with typical CIDP and
4 patients with atypical CIDP underwent superficial
peroneal nerv biopsies. The 5 centimeters long super-
ficial peroneal nerve specimen was divided into three
pieces: one piece was fixated in paraformaldehyde
and stained with haematoxylin-eosin; 2nd piece was
fixated in glutaraldehyde and the subsequent genera-
tionof semi-thin sections were stained with toluidine
blue; 3rd piece was frozen in liquid nitrogen and
stored at —80°C — for immunohistological research.

Semi-thin (0.5 pum) sections allow much greater
resolution than that provided by specimens embed-
ded in paraffin and allow accurate quantification of
demyelination markers: the presence of onion bulbs,
decreased number and density of large and small
myelinated fibers, decreased thickness of the myelin
sheath [12]. Epineural lymphocyte infiltration is seen
at the fixing in paraffin, and hematoxylin-eosin stain-
ing, or by freezing in isopentane imunoflouriscente
samples [23]. Statistical analysis was performed us-
ing statistical methods Mann —Whitney and Fisher
(SPSS Statistics 20). Cases with p <0.05 were con-
sidered statistically significant.

Results and discussions

First study group included 30 patients with atypi-
cal CIDP, the second group was represented by 30
patients with typical CIDP. The precentage of patients
with atypical CIDP was the following: 10 patients with
Lewis— Sumner syndrome represent 33% of pa-
tients with atypical CIDP, 6 patients with DADS —
20% eof patients and 14 patients with sensitive
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CIDP — 47 % of patients with atypical CIDP. Our re-
sults suggest that sensitive CIDP represents the most
frequent form of atypical CIDP.

From the group of 14 patients with sensitive
CIDP — 4 patients fulfill the EFNS/PNS Guideline
2010 criteria for NCS demyelination, 10 patients don’t
fufill these criteria but instead were selected accord-
ing to the ctriteria of the French Group of CIDP Experts
[8]. NCS show no evidence of demyelinating criteria for
these 10 patients with sensory CIDP, but these pa-
tients show clinical examination abnormalities that
are not typical for chronic axonal polyneuropathies
like: ataxia, generalized areflexia, distal hypoesthesia
progressing toward the proximal portions of the limbs.

According to the sex ratio in the group of patients
with atypical PDIC, there were 22 (73 %) men and 8
(27 %) women, with no statistical difference with typi-
cal CIDP group: 20 (67 %) men versus 10 (33 %)
women (p>0.05).

The average age of patients with atypical CIDP in-
cluded in the study was 61.83+2.19 years (95 % CI
35.61—79.82) (p=0.27). Most patients, 23 (76.7 %)
persons had between 40—70 years, 4 (13.3%) per-
sons were younger than 40 years, 3 (10 %) persons
aged over 70 years. The medium age of onset of
symptoms was 53.57+2.36 years (95% ClI
25.52—71.50) for patients with atypical CIDP. Dis-
ease duration for patients with atypical CIDP was
99.2+10.9 months (95 % Cl 12.45—228.12) which
is equivalent to an average 9 years (p=0.12).

Typical CIDP patients analysis shows the average
age of these patients was 58.50 + 2.32 years (95 % CI
31.21—81.34). Most patients — 22 (73.4 %) — had
between 40—70 years, 7 (23.3%) persons were
younger than 40 years, 1 person (3.3 %) aged over 70
years. The medium age of onset of disease in typical
CIDP group was on average to 51.23+2.41 years
(95% Cl 20.33—75.55). Disease duration ranged
from 12 months (1 year) to 324 months (27 years),
the average being 122.0+13.9 months (95% CI
12.15—324.15) which is equivalent to an average
10 years (p=0.25).

Our results confirm the recent epidimiological
studies regarding CIDP prevalence made in England
[18]. They found a total number of 101 patients with
CIDP. According to sex ratio males prevailed in their
study: there were 66 (65.3 %) males and 35 (34.7 %)
females. The mean age at onset was 57.7 years, and
the mean age on the prevalence date was 63.7 years.
Of 62 patients with available data, 9 (14.5%) had
progressive disease courses, 44 (71 %) had relapsing
and remitting disease courses, and 9 (14.5%) had
monophasic disease courses.

In our study, the evolution of the disease in the 2
groups was not statistically different. In the group with
typical CIDP 18 (60 %) patients had progressive disease
course, 6 (20 %) had relapsing and remitting disease
courses, and 6 (20 %) had monophasic disease cours-
es. In the group with atypical CIDP 13 (43.3 %) patients
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had progressive disease course, 4 (13.4 %) had relaps-
ing and remitting disease courses, and 13 (43.3 %) had
monophasic disease courses. Unlike the data from the
English epidiomological study, where majority of CIDP
patients (71 %) had relapsing remitting disease courses
[18], in our study prevail the cases wih progressive dis-
ease courses — 31 (51 %) patients with CIDP.

All sensory CIDP patients had clinically pure sen-
sory peripheral neuropathy and normal muscle
strength according to MRC scale. In DADS group 3
patients had normal strength, and another 3 only
slight distal weakness. Romberg sign was negative in
11 (78 %) cases in sensory PDIC and positive in all
DADS patients. Tremor was present in 50 % cases of
DADS, and only in 22 % sensory CIDP patients.

Monoclonal gammopathies were found in 13 pa-
tients, which represents 22 % of patients with CIDP. In
group | with atypical CIDP we have identified 5 cases
with monoclonal gammopathies, while in group Il —
8 patients (p > 0.05) had monoclonal gammopathies.

MGUS type IgM represent a total of 9 (70 %) cases:
6 cases were IgM kappa and 3 cases were IgM lamb-
da. We found 4 (30%) patients witg 1gG MGUS:
3 cases were IgG kappa and 1 case of IgG lambda.
The distribution of monoclonal gammopathies in
each group is described in fig. 1.

The results obtained in our study match the data
recorded by S. Larue et al. in 2010 [14]. 32 (22%)
patients from 146 CIDP patients were detected with
monoclonal gammopathies on immunoelectrophore-
sis. IgM monoclonal gammapthies prevailed in their
results: 19 patients had IgM gammapathies and 13
patients had IgG gammapthies [14].

The results presented in table 1 demonstrates
the association between the presence of IgM mono-
clonal gammopathies and higher level of disability in
typical CIDP group: average of total ONLS associated
with MGUS is 5.00 £ 0.16 compared with total ONLS
without MGUS 4.10 £ 0.24 points (p < 0.05). Atypical
CIDP cases associated with MGUS don’t differ by the
average ONLS from the rest of the goup not associ-
ated with MGUS.

Average values of ONLS in the 2 groups showed
the following results:

a) average ONLS in lower limbs is 1.17 £0.20
points in atypical CIDP versus 2.23+0.12 points in
typical CIDP (p <0.001);

O Typical CIDP
3 3 m Atypical CIDP
2 2
1 1 1
O o. CN
IgM lombda  IgMkappa  IgG lambda  IgG kappa

Fig. 1. Types of gammopathies at patients with CIDP
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b) average ONLS in upper limbs is 1.27 £0.18
points in atypical CIDP versus 1.93+0.17 poiints in
typical CIDP (p<0.11);

c) average total ONLS in atypical CIDP has a val-
ue of 2.43 £ 0.28 points versus 4.17 £ 0.24 points in
typical CIDP (p <0.001).

The results of 10 meters test were the following:
6—8 seconds — 21 patients with atypical CIDP and
3 patients with typical CIDP; 9—14 seconds — 8 pa-
tients with atypical CIDP and 17 patients with typical
CIDP; 15 to 20 seconds — 1 patient with atypical
CIDP and 10 patients with typical CIDP (x?=31.288,
p=0.002).

According to the results of 10 meters test, atypical
forms of CIDP are less disabling than typical forms of
CIDP — 21 (70 %) patients with atypical CIDP can walk
without difficulty, while in the group of patients with
typical CIDP only 3 (10 %) patients can walk normally.

Patients with a medium degree of disability pre-
vails in typical CIDP: 8 (26 %) patients in atypical CIDP
and 17 (56 %) patients with typical CIDP.

The percentage of patients with an advanced de-
gree of disability net prevails in the group of patients
with typical CIDP: 10 (33 %) patients with typical CIDP
compared with 1 (3%) patient in the group with
atypical CIDP.

In our study, 18 % of all patients with CIDP can
walk only with 1 or 2 supports, which corresponds to
the data in specialised literature. In a follow-up study
over a period of 5 years conducted by S. Kwabara et
al. in 2006 [7] — 13 % of patients with CIDP have dif-
ficulty in gaining high or are restricted to a wheelchair.

Distal motor latencies, motor conduction veloci-
ties, proximal CMAP amplitudes, F-waves latencies of
median, ulnar, peroneal and tibial nervs are more
preservated in atypical CIDP than in typical CIDP
(p<0.001; table 2). These data suggest a less demy-

elinating and degenerative process in atypical CIDP
patients compared with typical cases of CIDP.

NCS show conduction blocks mostly in median and
ulnar nerves in patients with Lewis—Sumner syn-
drome (LSS), but unaffected nerves are strictly normal.
NCS in 14 cases with sensory CIDP show normal mo-
tor conduction velocity in 10 cases, and diminished
only in 4 cases. Also distal motor latency is diminished
in 4 cases. Conduction block is present only in one
case of sensory CIDP. Sensory conduction velocities in
median amd sural nerves were diminshed in 6 cases.
The amplitudes of the sensory nerv actions potentials
in sural nerves sensory are absolutely normal in 7 pa-
tients of 14 with sensitive CIDP (50 % of patients with
sensitive CIDP). From these 7 patients 6 of them
(43 %) have so-called inverse ratio — amplitude of the
sural nerve SNAP is greater than the amplitude of me-
dian nerve SNAP, which is an important supportive
criteria for diagnosis of CIDP (fig. 2).

SSEP examination were done to 10 patients diag-
nosed with sensory CIDP but with no signs of demyelin-
ation on NCS and compared with SSEP results of 10
patients with typical CIDP. 6 patients with sensory CIDP
had prolonged radicular conduction time in at least 1
limb compared to 7 patients in typical CIDP (p>0.05),
and 7 had abnormal /delayed N9/N18 potentials and/
or absent spinal potential in at least 1 limb compared
to 8 patients with typical CIDP (p>0.05). In summary,
all patients with sensory CIDP had evidence of proximal
demyelination on SSEPs with no statistical difference
from the patients with typical CIDP.

Several studies were made to establish an asso-
ciation between the functional scores of disability
(ONLS; 10 meters and 9 holes peg test) and clinical,
electrophisiological features of patients with CIDP [5,
19, 20]. But no evidence of strong correlation was
found. A strong correlation is considered r value of

ReI;tignEhilpebetlveen persence of monoclonal gammapathies and ONLS levels in typical and atypical CIDP
Patient Diagnosis 18M kappa, g/1 1gM lambda, g/ 1gG kappa, g/l 1gG lambda, g/| Total ONLS*
1 Lewis —Sumner 1.2 1+0=2
2 Lewis —Sumner 2.0 2+2=4
3 DADS 1 2+0=2
4 Sensory CIDP 1 0+2=2
5 Sensory CIDP 5 3+2=5
6 Typical CIDP 2.2 2+2=4
7 Typical CIDP 0.8 3+3=6
8 Typical CIDP 0.8 0.7 3+3=6
9 Typical CIDP 29 2+2=4
10 Typical CIDP 9.4 0+2=2
11 Typical CIDP 10.6 2+3=5
12 Typical PDIC 1 2+2=4

* Upper limbs + lower limbs.
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correlation in he range 0.7—0.9; 0.4—0.7 — is con-
sidered a medium value; 0.1—0.3 — a weak correla-
tion value. In our study we tried to analyse the rela-
tionship between the data obtained using the scores
of disabilities in CIDP (ONLS, 9 holes peg test, INCAT
sensor score and 10 meters test) and clinical (muscle
strength in limbs, absence of deep-tendon reflexes,

Table 2
Results of NCS in motor nervs in typical and atypical
CIDP (M +SD)

Typical CIDP Atypical CIDP

Parameter (n=30) (n=30)

Median nerve
Motor distal latency, ms 5.40+0.52 4.91+£0.49 0.09
CMAP distal 4714046 7.25+059 <0.001
amplitude, mV
CMAP proximal 2.99+0.40 6.27+0.61 <0.001

amplitude, mV

Motor conduction

. 31.84+1.83 40.40%£2.13 <0.002
velocity, m/s

F wave latency, ms 44.11+2.45 35.27+1.73 <0.003

Ulnar nerve
Motor distal latency, ms 4.55+0.25 3.61+0.27 <0.004
CMAP distal 495+056 818+0.43 <0.001
amplitude, mV
CMAP proximal 3.04+0.38 6.73+0.47 <0.001

amplitude, mV

Motor conduction

. 31.37+1.88 45.29+2.31 <0.001
velocity, m/s

F wave latency, ms 42.31+2.04 34.72+1.14 >0.05
Peroneal nerve

Motor distal latency, ms 6.80+0.46 5.11+0.25 <0.008

CMAP distal 2214043 4.09+0.67 <0.017

amplitude, mV

CMAP proximal 166+0.41 3.25+0.58 <0.022

amplitude, mV

Motor conduction

. 28.55+1.70 36.89+1.64 <0.001
velocity, m/s

F wave latency, ms 62.84+2.76 50.06+2.20 <0.001

Tibial nerve
Motor distal latency, ms 7.64+0.36 5.97+0.35 <0.001
CMAP distal 1.65+0.41 5.73+0.79 <0.001
amplitude, mV
CMAP proximal 1524043 541+0.76 <0.001

amplitude, mV

Motor conduction

. 29.00+1.52 39.11+1.26 <0.001
velocity, m/s

F wave latency, ms 65.96+2.07 51.85+2.52 <0.001

M — average value; SD — standard deviation.
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etc.), paraclinical (NCS studies of motor and sensory
nerves, level of proteins in CSF, presence of monoclo-
nal gamapathies) results. We found only medium
level correlations in the range 0.4—0.7 with statisti-
cal importance or no correlation at all.

The correlation between the average value of
MRC and high level of proteins in CSF in typical CIDP

m Increased
m Normal
0 Decreased

Motor conduction velocity
Sensory conduction velocity
Motor distal latency
Conduction block

Wave latency

Inverse ratio of SNAP

Fig. 2. NCS findings, electrodiagnostic criteria
of sensory CIDP

Fig. 3. Semi thin tfransversal section of peroneal
superficial nerve showing onion bulb formation
in a patient with sensory CIDP

Fig. 4. Paraffin longitudinal section of fibular nerve
in a Lewis—Sumner patient showing perivascular
inflammation
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isr=-0.4956 with p=0.005 comparedtor=0.0716
and p=0.707 in atypical CIDP. So when the MRC
score is low (muscle weakness is increased) we have
a higher concentration of proteins in CSF for the pa-
tients with typical CIDP. This assocation has no statis-
tical value for patients with atypical CIDP. But in case
of patients with aypical CIDP we have another valid
association: INCAT score and level of proteins in CSF
has r=-0.0934 and p=0.624 in typical CIDP com-
pared to r=0.451 and p=0.012 in atypical CIDP. So
the level of muscle weakness in limbs is directly
corelated with a higher level of proteins in CSF for the
patients with typical CIDP. A higher INCAT score deter-
mines a higher level of proteins in CSF in atypical
CIDP. Muscle weakness is not so frequent in atypical
CIDP, that's why the damage of profound sensitivity
and proprioception plays a greater role in atypical
CIDP thm muscle weakness.

Nerve biopsy findings were the following: reduc-
tion in myelinated fiber density was most frequent
(100 %), followed by demyelination (90 %), inflamma-
tion (44 %), and onion bulb formation (55 %). Endo-
neurial inflammation was more frequent in the relaps-
ing-remitting form (fig. 3, 4).

Conclusions

DADS patients have a clinically sensory neuropathy
with distal weakness, with ataxia as a predominant
feature, frequent generalized areflexia and postural
tremor. Gait ataxia is not common in sensory CIDP.

NCS is the most important test used to diagnose
demyelinating polyneuropathies. However, NCS are
normal when demyelinating lesions are distributed
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YKPATHCbKU HEBPOJIOTIYHUMA XYPHAN -

€.0. TABPUAKOK

MixxHapoAHA AikapHs Medpark, KuwunHis, Pecrnybaika MoaaoBa

Hose po3yMmiHHSA aTMNoBUX GOPM XPOHIYHOT
3AnAAbHOT AEMIEAIHI3yBAABHOI NOAIHeMponarii

MeTta — BM3HAYUTU KAHIYHI OCOBAMBOCTI ATUMOBOT XPOHIYHOT 30MAABHOT AEMIEAIHIZYBOABHOI MOAIHeponaTii (X3AMM),
MPOBECTU MOPIBHAABHUIA OHOAI3 NAPAMETPIB HEBPOALHOI MPOBIAHOCTI MPW TMMOBIM | HETUMOBIM X3Al, OUiHNTY edEeKTVBHICTb
30CTOCYBAHHS COMATOCEHCOPHMX BUKAMKAHMX MOTEHLLAAIB AASI AEGMOHCTPALi MOOKCUMAABHOT AEMIEAIHI3ALji NP CEHCOPHIN
X3A[T 3 HOPMAABHVIMI MOKA3HUKOMM MPOBIAHOCTI HEPBIB, OLHUT POAb BIOMNCii MOAOrOMIAKOBOrO HEPBA B AlArHOCTML X3A[.

Martepiaau i MeToan. Y AOCAIAKEHHS 3aAYHMAK 30 nauieHTiB 3 atmnoBoto X3AI i 30 nAuiEHTIB 3 TMMOoBMM BMSIBOM X3A[.
YCiM XBOPVM 3AIMCHIOBAAWN AOCAIAKEHHST HEBPAABHOT MPOBIAHOCTI, 3A6iP KPOBi AAS BIOXIMIYHX TECTIB, O TAKOX eAeKTPOdO-
pe3 Ta iMyHOdIKCALLitO BIAKIB CMPOBATKM KPOBI. Bionciko MOAOroMiAKOBOro HEPBA MPOBEAEHO Y 9 MALEHTIB (Y 4 — 3 ATUMOBOIO
X3AM iy 5 — 3 mnosoto X3AMM). AAS OUHKN GYHKLIOHAABHNX MOPYLUEHb B YCIX MALEHTIB BUKOPUCTAHO OMUTYBAABHMK 3Q
CYMOPHOIO LLKOAOIO 0BMedkeHb npu Hemponarisx (Overall Neuropathy Limitations Scale — ONLS).

Pesyabtatn. CepeaHe 3HaueHHs1 3a wikanoko ONLS npm atnosin X3AIM CTaHOBMAO (2,43 +0,29) 6aAQ, Lo BYAO HUXKYe
NOPIBHSIHO 3 TMNOBMM BUSIBOM X3A (4,17 £0,24) 6aAQ). MOHOKAOHOABHI raMManaTii BUSBAEHO y 13 (22 %) xsopuix. Kputepin
AeMiEAHI3aLi (3MEHLLUEHHS KIAbKOCTI MIEAIHOBMX TOBCTUX BOAOKOH) HOMYACTILLE BUSIBASIKOTL MPW GIONCii.

BuUcHOBKU. AOCAIAKEHHS HEBPOALHOI MPOBIAHOCTI HE BBAYKAKOTb 30AOTUM CTAOHACRTOM AJQrHOCTUIKM OTUMOBOI CEH-
copHOoi X3AI. Mpw oujHui 3a wikaaoto ONLS atrnosi dopmm XA € MeHLL iIHBOAIAN3YBAABHVMM MOPIBHSIHO 3 TUMOBMMK GOpP-
MamMm X3A[. Bioncito MOAOrOMIAKOBOTO HEPBA MPK X3ATT BUKOHYIOTb AULLIE TOAI, KOAM EAEKTPODIZIOAOTYHI AOCAIAKEHHST HE
AQKOTb 3MOTW BUSIBUTU O3HAKN AEMIEAIHI3ALLT.

KAro4OBi CAOBQ: ATVNOBA ASMIEAIHIZYBAABHO MOAIHEMPONMATISI, BiONCisl, AIATHOCTUYHI KPUTEPII.

E. A. TABPUAIOK

MexayHapoaHAst 6BoAbHMLA Medpark, KnwmHes, Pecnybanka MoAaOBa

HoBoe noHMaHue atnnnyHbIX GopM XPOHNYECKOMN
BOCMNAAUTEABHOU A@MNEAUHUINPYIOLLLEeN MOAUHENPONATUN

LleAb — BbIAEAUTb KAMHUYECKME OCOBEHHOCTN ATUMMYHOM XPOHMYECKOW BOCNAAUTEABHON AEMUEANHNBUPDYIOLLEN
noAnHewnponatn (XBAIT), MpoOBECTU CPABHUTEABHbIN AHOAM3 MAPAMETOOB HEBPAABHOM MPOBOAMMOCTU MNPV TUMMYHOW 1
HetTnnyHoM XBAI, oueHnTb 3ddOEKTMBHOCTb MPYIMEHEHWST COMATOCEHCOPHbIX BbIBBAHHBIX MOTEHLIMAAOB AASI AEMOHCTPO-
LN MPOKCUMAOABHON AEMUNEAVHN3ALMN NPU ceHCOopHOM XBAIT C HOPMAABHBIMU MOKA3ATEASMM MOOBOAMMOCTI HEPBOB,
OLIEHNTb POAb BUMOMCUM MAAOOEPLIOBOrO HEPBA B AMArHOCTUKE XBAIT.

MaTtepuranbl U MeToAbIL. B nccaeAOBAHME BKAKOUMAM 30 NAUMEHTOB C ATUNMYHOM XBATT 1 30 MOLMEHTOB C TUMNYHBIM
nposiBAeHneM XBAI. Bcem GOAbHBIM BbIMOAHSIAU UCCAEAOBOHNE HEBPAABHOM MPOBOAMMOCTH, 30600 KPOBU AAST BUOXU-
MUYECKMX TECTOB, A TAKXKE SAEKTPOPOPE3 U MMMYHODUKCALMIO BEAKOB ChIBOPOTKM KPOBW. brioncust MaAoGepL0oBOro
HEepPBA NpoBeAeHa Yy 9 naumeHToB (y 4 — ¢ atunmyHom XBAM ny 5 — ¢ tunmyHom XBATM). AAst oueHKN GYHKLMOHAABHBIX
HOPYLLEHWIA Y BCEX NALUMEHTOB MCMOAB30OBAH OMPOCHUK MO CYMMAPHOM LKAAE OrpaHn4YeHn npu Hemponatusx (Overall
Neuropathy Limitations Scale — ONLS).

Pesyabtarbl. CpepHee 3HadeHme no wikaae ONLS npu atnngHom XBAIT COCTaBASIAO (2,43 £0,29) 6AAAQ, HTO BbIAO HIKe
MO CPOBHEHMIO C TMMYHBIMM XBATT (4,17 £0,24) 6AAAG). MOHOKAOHOABHBIE FAMMANATAM BbIIBAEHBI Y 13 (22 %) 6OAbHBIX. Kputepiin
AEMNEAVHNZALN (YMEHBLLIEHME KOAMYECTBO MNEAVHOBBIX TOACTBIX BOAOKOH) HOMBOAEE HYOCTO BbISIBASIKOT MPM GUONCUN.

BbIBOABI. /ICCAEAOBOHME HEBPAABHOW MPOBOAVMOCTN HE CHUTAIOT 30AO0TbIM CTAHAQPTOM AMArHOCTUKM QTUMIYHOM
ceHcopHom XBA[. Mpu oueHke no wkaae ONLS atvnmnyHble popmbl XBATT SGBASIKOTCS MEHEE NHBAAUAMBVPYIOLLMI MO CPOB-
HEHUIO C TUMYHBIMKU GopMamm XBAT. Broncuio MaAoBepLoBOro Hepsad nput XBAIT BEIMOAHSIKOT TOABKO TOTAQ, KOTAQ SAEK-
TPOPUINOAOTNHECKME MCCAEAOBAHNS HE MO3BOASIKOT BbISIBUTH MPU3HAKM AEMUEAVHN3ALN.

KAroueBble CAOBQA: ATUMNYHAS AEMUEANHUINPYHIOLLLAS MOAVMHENPOMNATUS, BUONCUS], AMATHOCTUYECKNE KPUTEPUM.
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