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Abstract 
 
Introduction. Marchiafava-Bignami disease is a rare disorder 
mostly associated with chronic heavy alcohol consumption that 
results in progressive demyelination and necrosis of the corpus 
callosum. Case report. We reported a 35-year-old woman with 
a history of alcohol consumption and malnutrition. Neurologi-
cal examination revealed axial hypotonia, dysarthric speech and 
lack of motor coordination. The brain multislice computed 
tomography imaging demonstrated hypodense lesion of the 
corpus callosum. On the basis of her history, clinical features 
and imaging studies, the diagnosis of an acute form of 
Marchiava-Bignami disease was made. Definite diagnosis was 
confirmed at autopsy. Conclusion. Marchiafava-Bignami dis-
ease is of a medical emergency and early recognition and early 
aggressive treatment are critical for a good clinical outcome. To 
our knowledge, this is the first case of Marchiafava-Bignami 
disease presented with axial hypotonia. 
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Apstrakt 
 
Uvod: Marchiafava-Bignami bolest je veoma retka i najčešće je 
udružena sa hroničnom konzumacijom alkohola koja dovodi 
do progresive demijelinizacije i nekroze korpusa kalozuma. 
Prikaz bolesnika. Prikazana je žena stara 35 godina sa istori-
jom konzumiranja alkohola i pothranjenosti. Neurološkim pre-
gledom nađena je aksijalna hipotonija, dizartričan govor i gubi-
tak motorne koordinacije. Primenom multislajsne kompjuteri-
zovane tomografije mozga otkrivena je hipodenzna lezija kor-
pus kalozuma. Na osnovu anamneze, kliničkog nalaza i neuro-
radiološke eksploracije postavljena je dijagnoza akutne forme 
Marchiava-Bignami bolesti. Definitivna dijagnoza je potvrđena 
autopsijom. Zaključak. Marchiafava-Bignami bolesti je ur-
gentno medicinsko stanje i njeno rano prepoznavanje i rano 
agresivno lečenje su ključni za povoljan ishod. Prema našem 
znanju, ovo je prvi slučaj Marchiava-Bignami oboljenja koje se 
kod bolesnika prezentovalo kao aksijalna hipotonija. 
 
Ključne reči: 
alkoholizam; corpus callosum; dijagnoza; marchiafava-
bignami bolest; tomografija, kompjuterizovana, 
rendgenska. 

 

Introduction 

Marchiafava-Bignami disease (MBD) is a rare disor-
der mostly associated with chronic heavy alcohol con-
sumption. MBD is characterized by the primary demyeli-
nation and necrosis of the corpus callosum 1. The comput-
erized tomography (CT) and magnetic resonance imaging 
(MRI) are helpful in diagnosis in the early stages of the 
disease 2. 

Case report 

We reported a 35-year-old woman with a history of drink-
ing red wine and very poor nutritional status. One month before 
the admission, the patient suddenly developed gait ataxia and 
slurred speech. The patient was hospitalized because she experi-
enced acute onset vomiting and mental confusion. Physical ex-
amination showed asthenia. Neurological examination revealed 
dysarthric speech, lack of motor coordination and pronounced 



Page 646 VOJNOSANITETSKI PREGLED Vol. 76, No 6 

Miletić Drakulić S, et al. Vojnosanit Pregl 2019; 76(6): 645–647. 

axial hypotonia. Hypotonia was presented primarily of neck 
musculature with the impossibility of keeping the head and 
achieving a vertical position with her head kept falling off the 
back. The results of routine blood tests and cerebrospinal fluid 
examinations were all within the normal limits. Electroencepha-
lography (EEG) showed diffuse slow waves of 6–8 Hz without 
epileptiform discharge. The brain CT, which was performed 
only in transverse plane immediately at admission, showed no 
significant abnormalities. 

Three days later, her level of consciousness rapidly de-
teriorated and she became comatose [Glasgow Coma Scale 
(GCS) score was 3] with respiratory failure that required me-
chanical ventilation. The follow-up brain multislice CT 
(MSCT) imaging performed one month after the onset of 
symptoms demonstrated hypodense lesion of the corpus cal-

losum involving genu, body and splenium, in sagittal plane 
(Figure 1). The diagnosis of an acute form of MBD was 
made. The patient was treated with a high-dose of thiamine 
(vitamin B1), 100 mg per day. A high dose of intravenous 
corticosteroids was also administered. Three days after the 
onset of the therapy the patient showed improvement in her 
consciousness and become sopor, but 11 days after the ad-
mission to hospital, the patient got pneumonia and died. A 
clinical diagnosis was confirmed by postmortem pathologic 
findings. The main pathologic change was the degeneration 
of the corpus callosum with demyelination and fragmenta-
tion of some axons. Demyelination was accompanied by the 
focal collections of macrophages and present proliferation 
astrocytes (Figure 2). General autopsy observation included 
fibrinopurulent pneumonia and lung abscess on the left side. 

 

 
Fig. 1 – Hypodense of the corpus callosum involving genu, body and splenum. 

 
Fig. 2 – Immunohistochemical application for antibodies to neurofilament (NF), 
macrophage (CD 68) and astrocytes (EFP): A) Demyelination with relative sparing of 
the axons (100×); B) Humerous lipid-laden macrophages (100×); C) Amyloid 
corpuscles with macrophage mobilization (100×); D) Blood vessels proliferation and 
hyalinization of their walls (200×). 

A) B) 

C) 
D) 
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Discussion 

MBD is a rare disorder mostly associated with chronic 
alcoholism. Although several cases of MBD were associated 
with non-alcoholic patients, most instances of MBD have 
occurred as a result of malnutrition. Our patient had a history 
of malnutrition and consummation of red wine for an un-
known period. It is generally accepted that the disease is due 
to the deficiency of the vitamin B1, thiamine 3, 4. 

The syndrome is in most instances seen in middle-aged 
to elderly men drinkers 5. Our patient was a young women 
with the acute form of MBD. 

In the acute stage, the patient often has non-specific 
neurologic changes such as dysarthria, seizures, confusion, 
coma, generalized muscular hypertonia and clinic diagnosis 
of MBD can be difficult 6, 7. All authors discussing MBD 
emphasized the difficulty of making the clinical diagnosis 
during life because the disease is rare and its manifestations 
are non-specific 8. The course of the disease in our patient 
was acute and presented with unusual finding such as axial 
hypotonia. 

MRI and CT are more useful for early diagnosis and de-
tailed analysis of the distribution of lesions 2. Our patient 
presented the characteristic follow-up brain MSCT imaging, 
performed one month after the onset of the symptoms, and 
then the disease was recognized. 

The most important is the early recognition and detec-
tion of MBD. In the era before CT scanning and MRI, MBD 
was confirmed almost exclusively at autopsy. Our patient 
had an acute form of MBD that had a rapid course resulting 
in the fatal outcome. No standardized treatment protocols 
were established in MBD. The early aggressive treatment is 
often associated with marked clinical improvement. Clinical 
improvement was documented when using a high dose of 
corticosteroids and thiamine 9. 

Conclusion 

MBD is of a medical emergency and the early recogni-
tion and early aggressive treatment are critical for a good 
clinical outcome. To our knowledge, this is the first case of 
MBD presented with axial hypotonia. 

 
 

R E F E R E N C E S

1. Carrilho PE, Santos MB, Piasecki L, Jorge AC. Marchiafava-
Bignami disease: A rare entity with a poor outcome. Rev Bras 
Ter Intensiva 2013; 25(1): 68–72. (English, Portuguese) 

2. Hillbom M, Saloheimo P, Fujioka S, Wszolek ZK, Juvela S, Leone 
MA. Diagnosis and management of Marchiafava-Bignami dis-
ease: a review of CT/MRI confirmed cases. J Neurol Neuro-
surg Psychiatr 2014; 85(2): 168–73.  

3. Garcia-Santibanez R. Marchiafava-Bignami disease presenting as 
acute dysarthria and ataxia. Alcohol Alcohol 2015; 50(2): 256–7.  

4. Kumar KS, Challam RJ, Singh WJ.  Marchiafava - Bignami Dis-
ease: A Case Report. JCDR 2014; 8(8): RD01–RD02. 

5. Murthy KP. Magnetic resonance imaging in Marchiafava-
Bignami syndrome: a cornerstone in diagnosis and prognosis. 
Case Rep Radiol. 2014; 2014: 609708.  

6. Wagh SJ, Dabhi AS, Thorat PB, Vasava JF, Modia JP, Shah MJ. 
Marchiafava-Bignami disease: a rare presentation of chronic 
alcoholism. J Indian Acad Clin Med 2012; 13(4): 59–61. 

7. Tung CS, Wu SL, Tsou JC, Hsu SP, Kuo HC, Tsui HW. 
Marchiafava-Bignami disease with widespread lesions and 
complete recovery. AJNR Am J Neuroradiol 2010; 31(8): 
1506–7.  

8. Koeppen AH, Barron KD. Marchiafava-Bignami disease. Neurol-
ogy 1978; 28(3): 290–4.  

9. Dujmovic I, Nikolic I, Gavric-Kezic M, Dackovic J, Mesaros S, Dru-
lovic J. Teaching NeuroImages: reversible widespread brain 
MRI lesions in Marchiafava-Bignami disease. Neurology 2015; 
84(11): e81–2. 

 
Received on May 23, 2016. 
Revised on June 21, 2017. 

Accepted on July 11, 2017. 
Online First September, 2017. 

 



<<
  /ASCII85EncodePages false
  /AllowTransparency false
  /AutoPositionEPSFiles true
  /AutoRotatePages /All
  /Binding /Left
  /CalGrayProfile (Gray Gamma 2.2)
  /CalRGBProfile (sRGB IEC61966-2.1)
  /CalCMYKProfile (U.S. Web Coated \050SWOP\051 v2)
  /sRGBProfile (sRGB IEC61966-2.1)
  /CannotEmbedFontPolicy /Warning
  /CompatibilityLevel 1.3
  /CompressObjects /Tags
  /CompressPages true
  /ConvertImagesToIndexed true
  /PassThroughJPEGImages true
  /CreateJobTicket false
  /DefaultRenderingIntent /Default
  /DetectBlends true
  /DetectCurves 0.1000
  /ColorConversionStrategy /CMYK
  /DoThumbnails false
  /EmbedAllFonts true
  /EmbedOpenType false
  /ParseICCProfilesInComments true
  /EmbedJobOptions true
  /DSCReportingLevel 0
  /EmitDSCWarnings false
  /EndPage -1
  /ImageMemory 1048576
  /LockDistillerParams false
  /MaxSubsetPct 100
  /Optimize true
  /OPM 1
  /ParseDSCComments true
  /ParseDSCCommentsForDocInfo true
  /PreserveCopyPage true
  /PreserveDICMYKValues true
  /PreserveEPSInfo false
  /PreserveFlatness false
  /PreserveHalftoneInfo false
  /PreserveOPIComments false
  /PreserveOverprintSettings true
  /StartPage 1
  /SubsetFonts true
  /TransferFunctionInfo /Apply
  /UCRandBGInfo /Remove
  /UsePrologue false
  /ColorSettingsFile ()
  /AlwaysEmbed [ true
  ]
  /NeverEmbed [ true
    /Arial-Black
    /Arial-BlackItalic
    /Arial-BoldItalicMT
    /Arial-BoldMT
    /Arial-ItalicMT
    /ArialMT
    /ArialNarrow
    /ArialNarrow-Bold
    /ArialNarrow-BoldItalic
    /ArialNarrow-Italic
    /CenturyGothic
    /CenturyGothic-Bold
    /CenturyGothic-BoldItalic
    /CenturyGothic-Italic
    /CourierNewPS-BoldItalicMT
    /CourierNewPS-BoldMT
    /CourierNewPS-ItalicMT
    /CourierNewPSMT
    /Georgia
    /Georgia-Bold
    /Georgia-BoldItalic
    /Georgia-Italic
    /Impact
    /LucidaConsole
    /Tahoma
    /Tahoma-Bold
    /TimesNewRomanMT-ExtraBold
    /TimesNewRomanPS-BoldItalicMT
    /TimesNewRomanPS-BoldMT
    /TimesNewRomanPS-ItalicMT
    /TimesNewRomanPSMT
    /Trebuchet-BoldItalic
    /TrebuchetMS
    /TrebuchetMS-Bold
    /TrebuchetMS-Italic
    /Verdana
    /Verdana-Bold
    /Verdana-BoldItalic
    /Verdana-Italic
  ]
  /AntiAliasColorImages false
  /CropColorImages false
  /ColorImageMinResolution 150
  /ColorImageMinResolutionPolicy /OK
  /DownsampleColorImages true
  /ColorImageDownsampleType /Bicubic
  /ColorImageResolution 300
  /ColorImageDepth -1
  /ColorImageMinDownsampleDepth 1
  /ColorImageDownsampleThreshold 1.50000
  /EncodeColorImages true
  /ColorImageFilter /DCTEncode
  /AutoFilterColorImages true
  /ColorImageAutoFilterStrategy /JPEG
  /ColorACSImageDict <<
    /QFactor 0.76
    /HSamples [2 1 1 2] /VSamples [2 1 1 2]
  >>
  /ColorImageDict <<
    /QFactor 0.76
    /HSamples [2 1 1 2] /VSamples [2 1 1 2]
  >>
  /JPEG2000ColorACSImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 15
  >>
  /JPEG2000ColorImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 15
  >>
  /AntiAliasGrayImages false
  /CropGrayImages false
  /GrayImageMinResolution 150
  /GrayImageMinResolutionPolicy /OK
  /DownsampleGrayImages true
  /GrayImageDownsampleType /Bicubic
  /GrayImageResolution 300
  /GrayImageDepth -1
  /GrayImageMinDownsampleDepth 2
  /GrayImageDownsampleThreshold 1.50000
  /EncodeGrayImages true
  /GrayImageFilter /DCTEncode
  /AutoFilterGrayImages true
  /GrayImageAutoFilterStrategy /JPEG
  /GrayACSImageDict <<
    /QFactor 0.76
    /HSamples [2 1 1 2] /VSamples [2 1 1 2]
  >>
  /GrayImageDict <<
    /QFactor 0.76
    /HSamples [2 1 1 2] /VSamples [2 1 1 2]
  >>
  /JPEG2000GrayACSImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 15
  >>
  /JPEG2000GrayImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 15
  >>
  /AntiAliasMonoImages false
  /CropMonoImages false
  /MonoImageMinResolution 1200
  /MonoImageMinResolutionPolicy /OK
  /DownsampleMonoImages true
  /MonoImageDownsampleType /Bicubic
  /MonoImageResolution 2400
  /MonoImageDepth -1
  /MonoImageDownsampleThreshold 1.50000
  /EncodeMonoImages true
  /MonoImageFilter /CCITTFaxEncode
  /MonoImageDict <<
    /K -1
  >>
  /AllowPSXObjects true
  /CheckCompliance [
    /None
  ]
  /PDFX1aCheck false
  /PDFX3Check false
  /PDFXCompliantPDFOnly false
  /PDFXNoTrimBoxError true
  /PDFXTrimBoxToMediaBoxOffset [
    0.00000
    0.00000
    0.00000
    0.00000
  ]
  /PDFXSetBleedBoxToMediaBox true
  /PDFXBleedBoxToTrimBoxOffset [
    0.00000
    0.00000
    0.00000
    0.00000
  ]
  /PDFXOutputIntentProfile (U.S. Web Coated \050SWOP\051 v2)
  /PDFXOutputConditionIdentifier (CGATS TR 001)
  /PDFXOutputCondition ()
  /PDFXRegistryName (http://www.color.org)
  /PDFXTrapped /False

  /CreateJDFFile false
  /Description <<
    /ENU ([Based on 'GoranCMYK2400'] Use these settings to create Adobe PDF documents suitable for reliable viewing and printing of business documents.  Created PDF documents can be opened with Acrobat and Adobe Reader 6.0 and later.)
  >>
  /Namespace [
    (Adobe)
    (Common)
    (1.0)
  ]
  /OtherNamespaces [
    <<
      /AsReaderSpreads false
      /CropImagesToFrames true
      /ErrorControl /WarnAndContinue
      /FlattenerIgnoreSpreadOverrides false
      /IncludeGuidesGrids false
      /IncludeNonPrinting false
      /IncludeSlug false
      /Namespace [
        (Adobe)
        (InDesign)
        (4.0)
      ]
      /OmitPlacedBitmaps false
      /OmitPlacedEPS false
      /OmitPlacedPDF false
      /SimulateOverprint /Legacy
    >>
    <<
      /AllowImageBreaks true
      /AllowTableBreaks true
      /ExpandPage false
      /HonorBaseURL true
      /HonorRolloverEffect false
      /IgnoreHTMLPageBreaks false
      /IncludeHeaderFooter false
      /MarginOffset [
        0
        0
        0
        0
      ]
      /MetadataAuthor ()
      /MetadataKeywords ()
      /MetadataSubject ()
      /MetadataTitle ()
      /MetricPageSize [
        0
        0
      ]
      /MetricUnit /inch
      /MobileCompatible 0
      /Namespace [
        (Adobe)
        (GoLive)
        (8.0)
      ]
      /OpenZoomToHTMLFontSize false
      /PageOrientation /Portrait
      /RemoveBackground false
      /ShrinkContent true
      /TreatColorsAs /MainMonitorColors
      /UseEmbeddedProfiles false
      /UseHTMLTitleAsMetadata true
    >>
    <<
      /AddBleedMarks false
      /AddColorBars false
      /AddCropMarks false
      /AddPageInfo false
      /AddRegMarks false
      /BleedOffset [
        0
        0
        0
        0
      ]
      /ConvertColors /ConvertToCMYK
      /DestinationProfileName (U.S. Web Coated \(SWOP\) v2)
      /DestinationProfileSelector /UseName
      /Downsample16BitImages true
      /FlattenerPreset <<
        /PresetSelector /MediumResolution
      >>
      /FormElements true
      /GenerateStructure false
      /IncludeBookmarks false
      /IncludeHyperlinks false
      /IncludeInteractive false
      /IncludeLayers false
      /IncludeProfiles false
      /MarksOffset 6
      /MarksWeight 0.250000
      /MultimediaHandling /UseObjectSettings
      /Namespace [
        (Adobe)
        (CreativeSuite)
        (2.0)
      ]
      /PDFXOutputIntentProfileSelector /UseName
      /PageMarksFile /RomanDefault
      /PreserveEditing true
      /UntaggedCMYKHandling /LeaveUntagged
      /UntaggedRGBHandling /UseDocumentProfile
      /UseDocumentBleed true
    >>
  ]
>> setdistillerparams
<<
  /HWResolution [2400 2400]
  /PageSize [595.276 841.890]
>> setpagedevice


