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Abstract
Chronic Inflammatory Demyelinating Polyneuropathy (CIPD) belongs to the most common immune-mediated chronic disorders of the
peripheral nervous system and intravenous immunoglobulin is considered the first-line treatment. in addition to being characterized by
numerous phenotypic variants, this condition has been described as associated with other pathologies that have an immune pathogenesis. We
describe the clinical case of a patient in whom this condition we discovered was associated with the presence of dilated cardiomyopathy. We
tried to be learned from this clinical case report the implications, as well as clinics, even pathogenetic both on the CIDP pathogenesis and on
cell-mediated and humoral mechanisms act synergistically to cause damage to cardiac muscle, to be able to derive a therapeutic approach that
was optimal.
Keywords: Chronic inflammatory demyelinating polyradiculoneuropathy; Immunoglobulins; Heart failure with low ejection fraction; Dilated
cardiomyopathy; Echocardiogram
Abbreviations: CIPD: Chronic Inflammatory Demyelinating Polyneuropathy; VEBs: Ventricular Ectopic Beats; EF: Ejection Fraction; LA: Left
Atrium; NTproBNP: N-terminal pro-brain natriuretic peptide; SCIg: Subcutaneous Ig

Introduction

Chronic Inflammatory Demyelinating Polyradiculoneuropathy
(CIDP) is an inflammatory neuropathy, characterised by a slowly
progressive onset and symmetrical, sensorimotor involvement,
and many phenotypic variants which have the common
denominator a prognosis characterized by disability [1,2]. The
therapy of this condition makes use of immunomodulating
drugs: corticosteroids, immunoglobulins, azathioprine and other
immunosuppressive agents [3]. This condition often does not
exist by itself, but it is associated with other diseases, one of which
we describe.

Materials and Methods

We evaluated a patient who had a diagnosis of CIPD. A 52-yearold man presented gradual limb weakness, predominantly in
lower limbs, with associated body weight loss observed by
about 2 months and moderate fatigue. The patient’s medical
records showed hypothyroidism replacement therapy (thyroxine
50 mcg) and previous diagnosis of CIPD treated with steroids
and immunoglobulins (first intravenously and subcutaneously
currently). The subject appeared well oriented and without
cognitive impairment (Glasgow Coma Score - GCS - 15/15; Mini
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Mental State Examination - MMSE - 30/30), vital signs within
the limits but signs of myogenic and neurogenic suffering
(physical examination showed the presence of superficial and
deep hypostenia, hypotrophy and hypoesthesia, more distal to
proximal, with osteotendinous areflexia) and low body mass
index (BMI 19 kg/m2).

Results

After examining the subject clinically and through dedicated
scales, we proceeded to a patient evaluation both from the
hematochemical and instrumental point of view. Blood chemistry
analysis showed normal count of White Blood Cells (WBC) (6,22
cells/mcL; n.v. 4,8 to 10,8 cells/mcL; leucocyte formula within
the limits), normoalbuminemia (4.0 g/dl, n.v. 3.5 - 5.5 g/dl),
euglycaemia (81 mg/dl, n.v. 70-100), normal renal (creatinine
0,71 mg/dl, n.v. 0.51-0.95), hepatic (AST 24 U/l, n.v. 5-32; ALT
11 U/l, n.v. 5-33; total bilirubin 0.25 mg/dl, n.v. <1,2) and thyroid
function; the chronic inflammatory marker were increased (ESR
51 mm/h; n.v. 0–35 mm/h) but not the acute marker (CRP 0.09
mg/dl; n.v. 0-0,5). Urinalysis, electrolytes and markers of hepatitis
showed no significant abnormalities. The electroneurography
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showed widespread damage of peripheral nerve fibers (Figure
1). Electrocardiogram there was a sinus rhythm with 75 heart
beats per minute and the presence of some Ventricular Ectopic
Beats (VEBs), without significant asystolic pause, confirmed in
24 hours-cardiac monitoring (Figure 2). Then we performed an
echocardiogram (exclusion of organic arrhythmogenic focus or
myocarditis) finding a larger size of left ventricular with hypoakinesia of SIV, which appeared normal thickness. Ejection
Fraction (EF) about 40%. Mitral with sclerotic edges. Left Atrium
(LA) within normal limits (Vol LA/BSA 13.7 ml/mq). Aortic
root within the limits. Right sections within the limits (right
atrial area 11 cm2). At Doppler, there was low grade mitral and

tricuspid regurgitation. PAPs 30 mm Hg. Reversed transmitral
pattern as impaired diastolic relaxation (Figure 3). While the
subsequent myocardial scintigraphy proved negative for ischemia
induced by stress, cardiac magnetic resonance imaging did
not appreciate areas of altered signal (the search for edema/
myocardial inflammation in STIR sequences was negative) but
confirmed the finding left ventricular dilation and decreased
ejection fraction (39%), confirming the diagnosis of idiopathic
dilated cardiomyopathy. N-terminal pro-brain natriuretic peptide
(NTproBNP) was 300 pg/ml. Detecting anti beta1-adrenergic
receptor antibodies was not performed for non-availability of the
laboratory to perform this dosage.

Figure 1: Electroneurography. The exam shows sensitives the absence of the Sensitives Action Potentials (SAP) at the level of the
superficial peroneal nerve and the sural nerve and a motor conduction characterized by a distal latency markedly increased in the right
median nerve, in the right deep peroneal nerve and in the rear left tibial nerve.

Figure 2: 24-hour Holter electrocardiography. The exam shows sinus rhythm with a mean heart rate 74 beats and sinus arrhythmia phases
during the night. During the monitoring we observed 64 isolated bimorph ventricular ectopic beats (VEBs) and 4 supraventricular ectopic
beats (SVEBs). Pauses > 2.5 seconds were absent.
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Figure 3: Echocardiogram. The examination shows a dilation of the left ventricle with a significant systolic dysfunction. These findings
were consistent with the subsequent examination of cardiac magnetic resonance imaging and, together with myocardial scintigraphy, they
confirmed the diagnosis of idiopathic dilated cardiomyopathy.

The patient was treated during hospitalization with intravenous injections of methylprednisolone sodium hemisuccinate (1
g) and a self-infused subcutaneous Ig (SCIg) G therapy (Hizentra®). Then, he was discharged with the following therapy: thyroxine 50 mcg, betamethasone phosphate 4 mg for three days and
to follow 1.5 mg sine die, Hizentra®, metoprolol 100 mg, alpha lipoic acid 600 mg, with an improvement in symptoms and general
conditions at the follow-up three months later, a recovery of body
weight (increase of 3 kg) and a slight decrease in the NTproBNP
levels (280 pg/ml).

Discussion

In addition to the wide range of CIDP phenotypes, several
related immune-mediated disorders have been described. In
fact, in literature were observed associations with various
diseases, quite heterogeneous for clinical manifestations and
affected organs among themselves, such as amyotrophic lateral
sclerosis [4], Crohn’s disease [5], diabetes [6], glomerulonephritis
[7], infectious pathologies [8] and hemopathies [9] and other
conditions yet. There are no described cases of associations with
cardiovascular disease and demyelinating polyradiculoneuropathy
and this patient, to our knowledge, is the first reported case of
Dilated Cardiomyopathy (DCM) combined with CIDP. In the course
of our investigations we excluded both ischemic that iatrogenic
events (immunoglobulins; however, these adverse events have
never been described in patients treated with the used product,
Hizentra®). The pathogenesis of DCM remains in large part
not well known yet, but several studies have provided evidence
that autoimmunity is one of the pivotal mechanisms [10,11].
Unfortunately, it was not possible to measure the antibodies
against the beta1-adrenergic receptor and our treatment
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consisted of agents who acted on cardiac remodeling, such as beta
blockers and alpha lipoic acid [12, 13]. Therefore, Igs are believed
to play an important role in the myocardial damage at the base of
the pathology and the removal of specific Ig may be an effective
treatment of patients with secondary heart failure, as in our
patient, without compromising the CIPD therapy [14,15].

Conclusion

CIDP is an autoimmune disorder with progressive weakness
and also DCM, with the consequent heart failure, can manifest
clinically with a generalized asthenia that, with the concomitance
of the two conditions, can be particularly severe and undermine
the quality of life of the patient. The knowledge of the pathogenetic
mechanisms of these pathologies, especially where there may be
common pathways, can be decisive for an optimal therapy and to
significantly attenuate the clinical manifestations of both diseases.
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