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MRI scan performed at 17 days showed complete resolu-
tion of the corpus callosum lesions (Fig. 2). The patient
was diagnosed with MERS in view of the encephalopathy
symptoms and the reversible nature of the corpus callo-
sum lesions. In this case, MERS may have been caused by
the suspension of previous treatment with olanzapine, pos-
sible drug or alcohol use in the days preceding admission
(urine toxicology tests were negative, but the triggering sub-
stance may not have been detected), or infection; the latter
is the most frequent aetiology of MERS. The differential
diagnosis of patients presenting symptoms compatible with
MERS should include posterior reversible encephalopathy
syndrome (frequently associated with arterial hypertension
and subcortical white matter involvement), acute dissem-
inated encephalomyelitis, multiple sclerosis (particularly
relapsing-remitting forms), Marchiafava—Bignami disease
(associated with chronic alcohol consumption), ischaemia
(irreversible and distributed according to the affected vas-
cular territory), diffuse axonal injury (associated with head
trauma), lymphoma (contrast uptake on MRI), central pon-
tine myelinolysis (electrolyte imbalance), HIV infection, and
epilepsy (associated with introduction/discontinuation of
drugs, seizures).

MERS is a little-known clinical-radiological syndrome that
can manifest with severe symptoms,® but whose progno-
sis is usually favourable; the condition may be caused by
a wide range of factors. Early diagnosis is essential to avoid
unnecessary testing and treatments. Brain MRI is crucial to
diagnosis.”
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Cervical myelopathy as a form .
of presentation of Whipple @~ ™ .
disease™

Mielopatia cervical como forma de
presentacion de la enfermedad de Whipple

Dear Editor:

Whipple disease is a multisystem disease caused by bacterial
infection with Tropheryma whipplei. It was first described

* Please cite this article as: Pérez Alvarez Al, Moris de la Tassa G.
Mielopatia cervical como forma de presentacion de la enfermedad
de Whipple. Neurologia. 2020;35:583—585.

by George H. Whipple in 1907 as an ‘‘intestinal lipodystro-
phy’’ in a patient with weight loss, polyarthritis, diarrhoea,
malabsorption, and mesenteric lymphadenitis." Presence of
neurological symptoms in the absence of systemic manifes-
tations is rare.?

We present a case of Whipple disease manifesting with
isolated symptoms of spinal cord involvement. Our patient
was a 66-year-old woman who consulted due to a one-year
history of gait alterations, with no associated symptoms.
The neurological examination revealed decreased deep sen-
sitivity in the lower limbs, with no pyramidal signs; results
were normal for all other areas. A somatosensory evoked
potentials study revealed injury to the somatosensory path-
way at the level of the posterior column. A non-contrast,
T2-weighted spinal cord MRI scan performed to rule out
myelopathy revealed a hyperintense lesion in the pos-
terior column between C2 and T1, with no associated
oedema (Figs. 1 and 2); no brain lesions were identified.
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Figure1 T2-weighted spinal MRI scan (sagittal plane) showing
a hyperintense lesion in the posterior column between C2 and
T1.

Figure 2 T2-weighted spinal MRI scan (axial plane) showing
a hyperintense lesion in the posterior column at the cervical
level.

A blood analysis including a complete biochemistry study
and immunological tests found no evidence of autoimmune,
systemic, or metabolic diseases, nutritional deficiencies,
etc. Given that differential diagnosis includes viral and
bacterial infections, we requested a microbiological anal-
ysis of a blood sample; PCR findings were positive for
T. whipplei. Biochemical, microbiological, immunological,
and cytological analyses of the CSF yielded normal results,
with the exception of positive PCR results for T. whip-
plei. The pathogen was not detected in the faeces or
saliva. An additional PCR test performed 15 days later also
yielded positive results for T. whipplei. The patient received
intravenous ceftriaxone for 14 days, showing good clinical
response. Long-term treatment with oral trimethoprim-
sulfamethoxazole achieved marked improvements in gait.
An MRI scan performed several months later revealed sta-

bility of the spinal cord lesion. Subsequent blood and CSF
PCR tests yielded negative results.

Whipple disease is an infectious disease associated with
multisystem manifestations, most frequently affecting the
gastrointestinal system and joints. Although the precise inci-
dence is unknown,® central nervous system involvement is
frequent, appearing in 43% of cases*; however, presence
of neurological symptoms in isolation occurs in only 5% of
patients.>

Neurological symptoms are nonspecific and highly vari-
able, ranging from impaired consciousness to cognitive
impairment, epileptic seizures, myoclonus, cerebellar or
hypothalamic involvement, cranial and peripheral neu-
ropathies, and extrapyramidal symptoms.>® Oculomastica-
tory myorhythmia and oculofacial-skeletal myorhythmia are
pathognomonic of Whipple disease.” 2

Although some cases have been described of myelopa-
thy associated with other inflammatory lesions in different
parts of the central nervous system (eg, the brain, optic chi-
asm, posterior fossa), as in the patient described by Kremer
et al.,’ presentation in the form of isolated myelopathy is
even rarer. The first case was reported by Clarke et al.'®
in 1998 in a 62-year-old patient; Messori and Salvolini'" and
Messori et al.”? subsequently described the case of a 65-
year-old patient with relapsing-remitting cervico-thoracic
myelopathy due to Whipple disease who subsequently devel-
oped brain lesions. In 2005, Schroter et al.”* described
the case of a 50-year-old patient with a cervical spinal
cord lesion extending from the cervicomedullary junction
to the upper thoracic region, without cerebral involvement;
the patient responded well to antibiotic therapy against T.
whipplei, which was detected in a blood PCR test. To our
knowledge, our patient is the fourth reported case (and
the first in Spain) of Whipple disease manifesting as iso-
lated myelopathy affecting the posterior column. The cases
described bear certain similarities, including age of pre-
sentation (between the sixth and seventh decades of life),
symptoms of chronic progressive myelitis, extensive cervical
spinal cord involvement with MRI hyperintensity, and marked
improvement with antibiotics.

Differential diagnosis should include other bacterial,
viral, and parasitic infections; such demyelinating diseases
as multiple sclerosis, neuromyelitis optica, and acute dis-
seminated encephalomyelitis; vascular disease (ischaemia,
haemorrhage); tumours or paraneoplastic syndromes; and
systemic (eg, systemic lupus erythematosus, Behcet disease,
Sjogren syndrome, sarcoidosis) or deficiency diseases (vita-
min deficiency).

The limited published evidence on the topic and the
nonspecific nature of the symptoms may hinder diagnosis
and delay treatment. Neurological symptoms may consti-
tute the initial manifestation of Whipple disease, with
other more characteristic symptoms appearing at later
stages.™ In any case, the lack of microbiological confir-
mation should not delay treatment in cases of suspected
Whipple disease. Targeted antibiotic therapy for bacterial
infection is recommended before spinal cord biopsy is per-
formed.

In conclusion, symptoms of spinal cord involvement are
infrequent in Whipple disease. Therefore, infection with
T. whipplei should be considered in patients with isolated
myelopathy of unknown cause, even in the absence of
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systemic symptoms; this requires a high level of clinical
suspicion. Early diagnosis enables the provision of effective
treatment able to resolve symptoms and even to prevent
lesions from spreading to other organs or regions of the
nervous system; Whipple disease is potentially fatal if the
patient does not receive targeted treatment.

Funding

This study has received no specific funding from any public, private,
or non-profit organisation.

References

1. Whipple GH. A hitherto undescribed disease characterized
anatomically by deposits of fat and fatty acids in the intesti-
nal and mesenteric lymphatic tissues. Bull Johns Hopkins Hosp.
1907;18:382—91.

2. Brown AP, Lane JC, Murayama S, Vollmer DG. Whipple’s disease
presenting with isolated neurological symptoms. J Neurosurg.
1990;73(4):623—7.

3. Scheld WM. Whipple disease of the central nervous system. J
Infect Dis. 2003;188(6):797—800.

4. Dobbins WO Ill. Whipple’s disease. Springfield, IL: Charles C.
Thomas; 1987.

5. Gerard A, Sarrot-Reynauld F, Liozon E, Cathebras P, Besson G,
Robin C, et al. Neurologic presentation of Whipple disease:
report of 12 cases and review of the literature. Medicine (Bal-
timore). 2002;81:443—-57.

6. Compain C, Sacre K, Puéchal X, Klein I, Vital-Durand D, Hou-
eto JL, et al. Central nervous system involvement in Whipple
disease: clinical study of 18 patients and long-term follow-up.
Medicine (Baltimore). 2013;92(6):324—30.

7. Franca MC Jr, Rd Castro, Balthazar ML, Malveira GL, Pirani
C Jr, Deus-Silva L, et al. Whipple’s disease with neurologi-
cal manifestations: case report. Arq Neuropsiquiatr. 2004;62:
342—6.

. Anderson M. Neurology of Whipples disease. J Neurol Neurosurg

Psychiatry. 2000;68:1-5.

. Kremer S, Besson G, Bonaz B, Pasquier B, Le Bas JF, Grand S.

Diffuse lesions in the CNS revealed by MR imaging in a case of
Whipple disease. AJNR Am J Neuroradiol. 2001;22:493-5.

. Clarke CE, Falope ZF, Abdelhadi HA, Franks AJ. Cervi-

cal myelopathy caused by Whipples disease. Neurology.
1998;50:1505—6.

. Messori A, Salvolini U. Spinal cord involvement in CNS Whipple

disease: an ongoing experience in the MR imaging era. AJINR Am
J Neuroradiol. 2002;23:173.

. Messori A, di Bella P, Polonara G, Logullo F, Pauri P, Haghighipour

R, et al. An unusual spinal presentation of Whipple disease.
AJNR Am J Neuroradiol. 2001;22:1004—8.

. Schroter A, Brinkhoff J, Glnthner-Lengsfeld T, Suerbaum S,

Reiners K, Messmann H, et al. Whipple’s disease presenting
as an isolated lesion of the cervical spinal cord. Eur J Neurol.
2005;12:276—9.

. Zalonis I, Christidi F, Potagas C, Rentzos M, Evdokimidis I,

Kararizou E. Central Nervous System Involvement as Relapse
in Undiagnosed Whipple’s Disease with Atypical Symptoms at
Onset. Open Neurol J. 2015;9:21-3.

A.1. Pérez Alvarez*, G. Moris de la Tassa

Servicio de Neurologia, Hospital Universitario Central
deAsturias, Oviedo, Asturias, Spain

*Corresponding author.
E-mail address: angelperez@telecable.es

(A.

I. Pérez Alvarez).

10 October 2018

https://doi.org/10.1016/j.nrleng.2019.03.012

2173-5808/

© 2019 Sociedad Espanola de Neurologia. Published by Elsevier
Espana, S.L.U. This is an open access article under the CC
BY-NC-ND license (http://creativecommons.org/licenses/by-nc-
nd/4.0/).

Mejoria de la capacidad
funcional en la enfermedad de
Huntington tras un programa de
marcha nérdica. A propésito de
un caso

Improved functional capacity in Huntington
disease after Nordic walking training: A case
report

Sr. Editor:

La enfermedad de Huntington (EH), el tipo de Corea
genéticamente determinada mas frecuente, es un trastorno
neurodegenerativo autosémico dominante progresivo que
causa deterioro fisico, cognitivo y psicoldgico'. El ejercicio
fisico se considera una terapia de rehabilitacion Gtil en la
EH, si bien queda por determinar cual es la modalidad que

mayores beneficios potenciales pudiera tener a la hora de
atenuar la progresion de esta enfermedad?. La practica de
marcha noérdica (MN) pudiera ser una terapia fisica de interés
para la EH, por su baja demanda condicional, facilidad de
realizacion y por los efectos que se ha observado tiene en
el nivel de independencia y sintomas motores en personas
que presentan sintomas neurodegenerativos®. Describimos
el caso de una persona con EH intermedio-inicial que, tras
participar en un programa de MN, experiment6 cambios en
su nivel funcional.

Mujer de 59 afos que acudio a consulta tras presentar

anomalias en el equilibrio y en la marcha asociadas con
movimientos discinéticos rapidos e involuntarios. Se con-
firmo el diagnoéstico de EH en estadio intermedio-inicial,
tras una prueba genética que mostrd una expansion anor-
mal de tripletes CAG en el locus IT15. Se inicio tratamiento
sintomatico que repercutio positivamente en el control
motor. Dos meses después del diagnostico, y tras acudir a
la Facultad de Ciencias de la Educacion y el Deporte de la
Universidad de Vigo, para interesarse por el tipo de terapia
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