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Marchiafava-Bignami Disease: A Case of Success
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Figure 1. T2-FLAIR Image Showing Bilateral Ovaloid
Hyperintense Areas
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Marchiafava-Bignami disease (MBD) is a rare
sequelae of alcohol use disorder and malnutrition
characterized by demyelination of the corpus callosum and
the near subcortical white matter.! We report a case of a man
with chronic alcohol consumption diagnosed with MBD.
This case highlights the unspecific presentation of MBD,
its challenging diagnosis, and how a high-dose course of
parenteral thiamine might be required to achieve clinical
improvement.

Case Report

A 52-year-old man with severe alcohol use disorder (per
DSM-5 criteria) was referred to our institution to undergo
treatment for his addiction. At admission, he displayed
agitation, severe impairment of attention, imbalance,
postural tremor, a wide-based gait, and disorientation
in time, space, and person. He reported zoopsias, initial
insomnia, and paresthesias of the lower limbs. Neither
ophthalmoplegia nor nystagmus was present. There was no
history of seizures or fever.

Laboratory results showed decreased hemoglobin (11.9
g/dL), increased mean globular volume (115.1fL), increased
y-glutamyl transferase (69U/L), and decreased vitamin
By, (174pg/mL). The computed tomography scan was
unremarkable.

Given this presentation, severe alcohol withdrawal
syndrome was considered the likeliest diagnostic hypothesis.
The patient subsequently received intravenous hydration,
folic acid 5 mg/d, haloperidol 10 mg/d, diazepam 10 mg/d,
and parenteral thiamine 500 mg/d.

Over the course of 8 days, the patient did not improve.
He was examined by neurology specialists, who ruled
out Wernicke’s encephalopathy. The magnetic resonance
imaging (MRI) solicited at admission was then conducted,
revealing bilateral ovaloid hyperintense areas on
T2-weighted images and hypointense areas on T1-weighted
images in the splenium of the corpus callosum (Figure 1).
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Abbreviation: FLAIR =fluid-attenuated inversion recovery.

There was also a discrete atrophy in the posterior body of the
callosal commissure. These features were highly suggestive
of MBD.

Given the likely diagnosis of MBD, the patient’s therapy
was adjusted. He was given a 7-day course of parenteral
thiamine 1,500 mg/d, oral B-complex vitamins, and
intramuscular (IM) cyanocobalamin 1 mg/d.

We witnessed a gradual improvement of the patient’s
clinical status following this therapeutic adjustment. His
agitation ceased, and he displayed progressively more
adequate behavior. His attention, orientation, speech,
gait, and tremor improved, and the visual hallucinations
disappeared.

Following the 7-day course of high-dose parenteral
thiamine, the patient was switched to oral thiamine 300
mg/d and discharged. At a follow-up visit 6 months later,
the patient was clinically well and abstinent. He was still
taking vitamin supplementation. An MRI will be done to
establish if the previously documented alterations remitted.
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Neuropsychological tests will‘also be performed to have a
cognitive baseline assessment.

Discussion

MBD remains a challenging diagnosis from a clinical
standpoint, but recent advances in neuroimaging facilitate
its diagnosis. However, the disease classification is still
mainly clinical.! Type A MBD is characterized by coma,
stupor, and pyramidal tract symptoms. On the other hand,
type B presents a less severe but broader range of symptoms
such as cognitive impairment, gait disturbances, behavioral
abnormalities, visual hallucinations, dysarthria, apraxia, and
even delusions."> Our patient fits this subtype.

The symptoms of MBD are nonspecific and common in
other alcohol-related diseases, namely alcohol withdrawal
syndrome, Wernickes encephalopathy,>* delirium, and
dementia.>* They can also be found in other medical
conditions such as epilepsy, encephalitis, and vascular
disturbances.” The differential diagnosis is therefore
wide ranging. The distinctive element of MBD lies on the
characteristic MRI presentation consisting of T1-hypointense
and T2-hyperintense bisymmetric lesions involving the
central portion of the body of the corpus callosum.!
Sometimes lesions extend into the genu and splenium, as
was the case in our patient.

Alcohol consumption is probably the most relevant risk
factor for MBD. However, the etiology of the disease remains
unclear. Some research® suggests a role of alcohol-induced
neurotoxicity and deficiency of B-complex vitamins.
Given the uncertain underlying pathophysiology, there is
no specific therapy for this disease and no management
guidelines to date. Case reports™”® have shown a favorable
response to high-dose parenteral thiamine (1,500 mg/d) and
oral B-complex vitamins. High-dose corticosteroids and
amantadine have also been shown to be effective.’

In conclusion, early diagnosis and adequate treatment
may provide a favorable outcome for a potentially fatal
disease. Therefore, MBD should always be included in
the differential diagnosis of patients with heavy alcohol
consumption presenting with behavioral abnormalities,

hallucinatory phenomena, and gait disturbances, as seen’in
our patient. Although therapy significantly overlaps with
that of Wernicke-Korsakoff syndrome or alcohol withdrawal
syndrome, one should always bear in mind that a high-dose
thiamine course might be required, as illustrated by our
case. We thus conclude that it is of the utmost importance to
consider this diagnosis and to seek its confirmation through
neuroimaging, so that we may acquire more reliable data
regarding the incidence, treatment, and prognosis of this
condition.
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