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Abstract

Amyotrophic lateral sclerosis (ALS) is a rare but serious neurodegenerative disease characterized
by progressive muscular paralysis without overall achievement of higher functions, resulting from
motor neuron destruction. The present study reports two cases of elderly female patients aged 45
and 54 years, respectively, allowed for a progressive motor deficit of 4 members. Neurological
examination found a spastic pyramidal syndrome and a neurogenic syndrome device of 4 mem-
bers without sensory syndrome. The ENMG revealed a pure motor neurogenic compatible with
involvement of the anterior horn of the spinal cord, holding the ALS diagnosis. The standard radi-
ography and cervical MRI were normal. These patients received analgesics, nursing, physiothera-
py and psychotherapy. Then they were lost. ALS is a rare disease (incidence: 1.25%). Our patients,
with a mean age of 54.5 years, showed clinical and laboratory signs associated with them classi-
cally encountered. The diagnosis is suspected in a spastic pyramidal syndrome and neurogenic
peripheral syndrome of 4 members but not eliminate cervical spondylotic myelopathy one. The
ENMG confirms it. Although the treatment is disappointing, it's based on the riluzole and palliative
care, but the evolution is inexorably toward death.
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1. Introduction

Amyotrophic lateral sclerosis (ALS) or Charcot’s disease or Lou Gehrig’s disease is a neurodegenerative disease
characterized by a weakening and paralysis of the legs and arm muscles, breathing muscles, and the muscles of
swallowing and speech. Intellectual and sensory functions are not affected. This is a serious progressive disease
resulting from neuronal destruction. It reduces the patients’ life expectancy.

The prevalence of this disease is estimated at 1/25,000 inhabitants/year. In France, more than 800 new cases
are diagnosed each year. It affects slightly more men than women and usually develops between 50 and 70 years.
The ALS’s pathophysiology is incompletely understood.

The existences of familial forms are 5% to 10% of cases possible to achieve animal models that are evaluated
neuroprotective molecules potential before passing to humans. Clinically, evolution is marked by extensive pro-
gressive paralysis leading to death in variable delays between 2 and 5 years. The progressive profile is hetero-
geneous and can schematically determine three different profiles: the decliners rapid patients (approximately
25%); the median survival is less than 12 months of decliners slow patients with disease duration over 5 years
(25%) or 10 (10%) and patients with a profile classic but with a heterogeneous medium term evolution of 36
months. This evolutionary variability does not allow in clinical practice to predict long-term prognosis although
prognostic factors are well identified.

Some regions, including New Guinea and Japan, are characterized by a high prevalence of ALS. In Africa,
particularly Ivory Coast, few studies have been done on this subject and ALS is rare, and therefore remains a
diagnosis of elimination.

We report the difficulties encountered in 2 patients with Charcot’s disease and received in our department
over a period of 2 years.

2. Clinical Case 1

Young woman 45 years and multipare, Malinké, no occupation, without special history domiciled in Abobo,
admitted to service the 27/09/2012 for progressive motor deficit of 4 members evolving for a year in which the
interrogation and Clinical examination revealed a spastic tetraparesis of 4 members listed at 0/5 of upper limbs
to 3/5 of lower limbs, bilateral thenar atrophy with a aspect of hand of spinal muscular appearance, some fasci-
culations of the tongue and a diffuse back pain. There are no objective sensory disorders. So we found a cervical
myelopathy of inflammatory origin or probable degenerative.

The standard radiographic cervical and cervical CT were normal (see Figure 1). There were no inflammatory
syndrome (CBC, SR, CRP normal). The study of CSF showed clear liquid, spring water, zero cytology, and
normoglycorachique lymphocyte and normoproteinorachique with no other abnormalities. The ENMG practiced
highlighted pure motor neurogenic diffuse supports diffuse anterior horn of spinal cord by holding the diagnosis
of ALS in its spinal form. It received symptomatic treatment with analgesic, nursing, physiotherapy and psy-
chotherapy sessions. The administration of riluzole has been proposed, but could not be effective because of its
limited accessibility by its high cost.

The patient was medical discharged after two weeks of hospitalization and reviewed 15 days later for another
new neurological signs without constipation. She was then definitively lost sight until this day.

3. Clinical Case 2

Female patient of 64 years, Senoufo, multipare, housewife, from Korhogo, with notion of inbreeding in his fam-
ily, was admitted on 08/12/2013 for a progressive motor deficit of 4 members evolving for a year.

Clinical examination revealed a flaccid-spastic tetraparesis of 4 members quoted on 1/5 to 0/5 of the upper
limbs and lower limbs, bilateral thenar atrophy with a hand aspect spinal muscular, fasciculations of the tongue,
impairment of the 1X and X, laughter and tears spasmodic episodes; a foot deformity in varus equine bilateral.
There are no objective sensory disorders. So we found a cervical myelopathy of inflammatory origin or probable
degenerative.

The cervical MRI was normal (see Figure 2). There were no inflammatory syndrome (CBC, SR, CRP nor-
mal). The study of CSF showed clear, spring water, zero cytology, and normoglycorachique normoproteinora-
chique lymphocytic with no other abnormalities. The ENMG practiced revealed truncal axonal loss of 4 mem-
bers, distal-proximal no sign of muscle denervation, making finding of ALS in its bulbar and pseudo-polyneuro-
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pathique. She also received symptomatic treatment with analgesic, nursing, physiotherapy and psychotherapy
sessions. Treatment with riluzole also met a brake in its case, in view of its cost and its limited availability. The

female patient was released from hospital after two weeks at the request of the family. She was then definitively
lost sight until this day.

Figure 1. Sagittal section of brain CT scan (Patient 1).
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Figure 2. Sagittal section of brain MRI (Patient 2).
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4. Discussion
4.1. Sociodemographics Data

4.1.1. Incidence, Age, Sex

ALS is a rare disease with an incidence of 1.25%, which already represents a small proportion of all patients
hospitalized in Neurology and an average age of 54.5 years, which is consistent with the observed age. Our re-
sults are similar to those described in the literature [1] [2]. The incidence of ALS appears relatively stable in
Caucasian populations of Europe and North America where it is between 1.5 and 2.5/100,000 person-years [3].
The registers of population based on the identification of cases of multiple sources have also contributed to the
improvement of the description of the epidemiological profile of the disease [3]. Epidemiological studies per-
formed outside these areas usually show a lower incidence, which is the case in our study. Besides possible dif-
ferences of susceptibility linked to ethnic origin or possible differences in exposure to exogenous factors, epi-
demiological methods employed could explain these results [3]. The incidence of disease is very low below 40
years, then increases rapidly after this age to reach a peak incidence between 65 and 75 years [4]. The sex ratio
described in the most recent studies is in favor of a slight male predominance (1.5/1) [4]. Our work unlike to
those observed have reported a female predominance. Bresch et al. have reported a sex ratio of 0.91 in favor of
men, with a mean age of 69 years.

4.1.2. Prevalence

Conditioned by the incidence of the disease and the survival time of patients, the prevalence of ALS varies
among studies between 3.3 and 7.9/100,000. We have not been able to establish prevalence due to the loss of
sight of our two patients.

4.2. Diagnosis

4.2.1. Clinic
These two clinical cases have helped raise the intricacy of associated genetic and environmental factors occur-
ring in young adult women. Individual and environmental sensitivities have also been highlighted in other stu-
dies [4]. The study of the influence of ethnicity and genetic heritage on the occurrence of ALS is growing inter-
est [4]. About the link between ethnicity and survival, the published results remain contradictory. Lee et al.
identified in the United States a different evolution according to ethnicity, with a median survival of 18.8
months for “White” subjects, 21.2 months for Hispanics and 49.8 months for “Black” [4]. A study performed in
England has not demonstrated difference in survival between Black and White, 38 months vs. 34 months [4].
Other work has identified a shorter survival for non-Whites [4] subjects or from North Africa or the Balkans [4]
subjects compared to Caucasians. However, these studies are limited by the tools used (procedures for deter-
mining the ethnic origins, classification of subjects Whites/Blacks) and the possibility of differential access to
ethnic groups to cares; this allows seeing the great difficulty of access to care in our countries and therefore the
actual underestimation of such diseases. The installation method was progressive in all cases over 1 year. Our
two patients were Ivorian, from the north of the country, housewives, multiparous and they are mothers at least 5
children. One of them had consanguineous relationships in his family. We deduce that there may be environ-
mental and genetic factors that may explain the onset of this neurodegenerative disease. However no family his-
tory of ALS has been reported. In their work, Bresch et al. have noted 3 cases with a family history of ALS,
which could explain the risk for these to present a SLA.

Our 2 female patients had spastic tetraparesis, deformation of the hands, fasciculations and a lack of objective
sensory disorders as typically encountered in the literature [5].

4.2.2. Paraclinic

The ENMG was for a pure motor peripheral neurogenic reached in both cases on a breach of the anterior horn of
the spinal cord. The defined ALS diagnosis has been established according to the EIl Escorial criteria for both
patients after clinical examination and EMG. Other authors have reported the importance of these criteria in the
diagnosis of ALS [6]. This diagnosis is mainly based on neurological examination and electro-neuro-myogram
(ENMG). It is easy in conventional forms involving damage of the peripheral motor neuron (NMP) and central
motor neuron (NMC), of progressive evolution and touching multiple territories. It may be more difficult in the
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beginning of the disease, or before to certain clinical presentations. The delay in diagnosis varies from 7 to 12
months depending on the time and remains a neurological expertise [7]. This delay was also noticed for our fe-
male patients, who have benefited from a neurological consultation until 12 months after installation of signs.

The electrophysiological diagnosis can sometimes be completed by other examinations including Motor
Evoked Potentials (MEP). If imaging techniques can in certain circumstances be an aid to diagnosis by showing
damage of the central motor neuron, they mainly involved in the differential diagnosis. The study of cerebros-
pinal fluid (CSF), examination privileged during the study of the nervous system, has an essential role in the
differential diagnosis. It is normal in ALS: there is neither cellular reaction nor elevated protein, which has been
reported in our two cases. The presence of an abnormality is therefore a guidance element towards another dis-
ease: elevated protein evokes a spinal cord compression, a paraneoplastic syndrome (association with a lym-
phoma or a cancer); cell response directed towards an infectious process (Lyme disease, syphilis, HIV), a lym-
phoma or neoplastic process (abnormal cells) [8].

4.2.3. Supported

The treatment was based on symptomatic measures coupled with physiotherapy and psychotherapy. Our main
clash was the administration of riluzole, the cost was a real brake on the support of these patients because ex-
pensive for them. Yet therapeutic interventions with riluzole type prescription [9], gastrostomy and noninvasive
ventilation [9] have shown their interest in improving the survival of ALS patients [9].

4.2.4. Evolution and Prognosis

The 2 female patients were all lost of sight after two weeks of hospitalization, in contrast to what is usually de-
scribed [10]-[12]. This can show the unknown feature of this disease and the mystical aspect that is sometimes
vested in the northern regions of our country. Furthermore it was also a bias in the subsequent monitoring espe-
cially as one of them already had a bulbar shape, so likely to cause swallowing and respiratory disorders or res-
piratory arrest.

5. Conclusion

ALS or Lou Gehrig’s disease remains common in our hospital practice. It remains a rare disease and an elimina-
tion diagnosis before mainly the cervical spondylitis, the polyradiculoneuropathies (PRN) and infectious me-
ningomyeloradiculites dominated by spinal tuberculosis in our current practice. Therefore, its support should
involve a multidisciplinary approach (neurologist, physical therapist, psychologist, religious, and family envi-
ronment) and require palliative care. The commonly used medical treatment remains inaccessible to our popula-
tion because it is too expensive for them.
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Glossary

ALS: amyotrophic lateral sclerosis;
CBC: cells blood count;

CRP: C-reactive protein;

ENMG: electroneuromyogram;
SR: sedimentation rate.
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