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Figure  1  Brain  MRI  at  admission.  Proton-density/T2-weighted

and FLAIR  sequences  showing  a  hyperintense  lesion  to  the  pons,

presenting  discrete  diffusion  restriction,  which  is suggestive

of central  pontine  myelinolysis  in  the  clinical  context  of  the

patient.

tain  the  activity  of  the Na+/K+-ATPase  pump,  the mechanism
responsible  for electrolyte  transport  in  the brain.5 Subclin-
ical  thiamine  deficiency  may  also  exacerbate  this  situation
because  it  decreases  glucose  uptake  in the  brain  and  dimin-
ishes  the  available  sources  of energy  for glial cells.  Neurons
may  release  glutamate  and  other  excitatory  molecules  in
response  to  osmotic  stress,  increasing  intracellular  calcium
levels.  The  latter  stimulus  would  lead  to  cell  apoptosis,
which  these  authors  suggest  may  be  the final  mechanism
of  CPM.5

Figure  2 Five-month  follow-up  brain  MRI  scan  showing  com-

plete  resolution  of  symptoms.  Proton-density/T2-weighted  and

FLAIR  sequences  showing  altered  signal  intensity  in the  pons  as

a sequela  of  central  pontine  myelinolysis.

Clinical  manifestations  are very  heterogeneous,  ranging
from  asymptomatic  to  severe  neurological  disorders  such
as  dysphagia,  dysarthria,  quadriparesis,  and  coma;  neu-
ropsychiatric  disorders  including  anxiety,  emotional  lability,
apathy,  mutism,  agitation,  and  disinhibition;  and  such
movement  disorders  as  parkinsonism  and  dystonia.3,6 The
most  frequent  initial  manifestation  is  encephalopathy.2

Pontine/extrapontine  lesions  may  occur  independently  or
simultaneously,  with  extrapontine  lesions  (either  in isolation
or  in combination  with  pontine  lesions)  being  less  frequent.6

Full recovery  has even  been  reported  in  patients  with  severe
neurological  symptoms.2,3
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The  gold  standard  for  diagnosis  is  brain  MRI,  which  is
reported  to  detect  even  asymptomatic  cases,  improving
outcomes.2 It  should  be  noted  that  radiological  findings  may
not  be  observed  in  the first  week  after  symptom  onset, and
the  MRI  scan  should be  repeated  when there  is  a high  level
of  suspicion.6

Early  treatment  with  dexamethasone  after  rapid correc-
tion  of  hyponatraemia  has  been  tested  in animals,  with
excellent  clinical  results  and  improved  prognosis,  due  to  the
capacity  of  dexamethasone  to  regulate  and prevent  dam-
age  to the  blood—brain  barrier  and  to  decrease  microglial
cytokine  release.7 However,  no  controlled  trials  have  been
performed  in  humans  to  date.

Our  case  is  of  special  relevance  due  to several  key
observations:  progression  was  subacute,  isolated  hypergly-
caemia  was  the  main  trigger  factor,  and clinical  symptoms
fully  resolved  after  achieving  good  metabolic  control  in
a  patient  with  cirrhosis  as  trigger  factor.2 Most  of  the
reported  cases  of  CPM occur  in  the context  of hypergly-
caemia  with  concomitant  ketoacidosis,  abnormal  sodium
levels,  or  after  treatment  for  hyperosmolar  hyperglycaemic
state;  less  frequently,8—10 onset  of  CPM  is  secondary  to
isolated  hyperglycaemia.8,11,12 Therefore,  our  case  would
support  the  hypothesis  that  fluctuations  in osmolarity  and
even hyperglycaemia  itself  may  act  as  a  trigger  factor  in  the
aetiopathogenesis  of  osmotic  demyelination  syndrome.

References

1.  Adams RD, Victor M, Mancall EL. Central pontine myelinolysis.

A hitherto undescribed disease ocurring in alcoholic and mal-

nourished patients. Arch Neurol Psychiatry. 1959;81:154—72.

2. Singh TD, Fugate JE, Rabinstein AA. Central pontine and

extrapontine myelinolysis: a systematic revision. Eur J  Neurol.

2014;21:1443—50.

3. Kleinschmidt-DeMasters BK, Rojiani AM, Filley CM.  Extrapon-

tine myelinolysis: then and now. J  Neuropathol Exp Neurol.

2006;65:1—11.

4. Madey JJ, Madeya, Hannah JA, Lazaridis C. Central pontine

myelinolysis following acute hypoglycemia. Clin Neurol Neuro-

surg. 2013;115:2299—300.

5. Ashrafian H, Davey P. A review of  the causes of central pon-

tine myelinosis: yet another apoptotic illness? Eur J Neurol.

2001;8:103—9.

6. Martin RJ. Central pontine and extrapontine myelinolysis: the

osmotic demyelination syndromes. J  Neurol Neurosurg Psychia-

try. 2004;75:22—8.

7. Murase T, Sugimura Y,  Takefuji S, Oiso Y, Murata Y. Therapy of

osmotic demyelination. Am J Med. 2006;119 Suppl. 1:S69—73.

8. Saini M, Mamauag MJ, Singh R. Central pontine myelinolysis: a

rare presentation secondary to hyperglycaemia. Singapore Med

J. 2015;56:e71—3.

9. O’Malley G, Moran C, Draman MS, King  T, Smith D, Thompson

CJ, et al. Central pontine myelinolysis complicating treatment

of the hyperglycaemic hyperosmolar state. Ann Clin Biochem.

2008;45:440—3.

10. Guerrero WR, Dababneh H, Nadeau SE. Hemiparesis,

encephalopathy, and extrapontine osmotic myelinolysis in

the setting of  hyperosmolar hyperglycemia. J Clin Neurosci.

2013;20:894—6.

11. Lee SP, See TT, Kuo KH. Central pontine myelinolysis in a chronic

alcoholic patient with hyperglycemic hyperosmotic state. Acta

Neurol Taiwan. 2013;22:142—3.

12. Matías-Guiu JA, Molino AM, Jorquera M, Jiménez R, Ruiz-Yagüe

M. Mielinólisis pontina y extrapontina secundaria a fluctuaciones

en la  glucemia. Neurologia. 2016;31:345—7.

D.  Corps  Fernández a,∗,  R. Terrero  Carpiob,
E.  Escolar  Escamilla c, A.  Pinel  González c

a Departamento  Medicina  Interna,  Hospital  Universitario

de Torrejón,  Torrejón  de Ardoz,  Madrid,  Spain
b Departamento  Neurología,  Hospital  Universitario  de

Torrejón,  Torrejón  de  Ardoz,  Madrid,  Spain
c Departamento  Neurología,  Hospital  Universitario  de

Getafe,  Getafe,  Madrid,  Spain

∗ Corresponding  author.
E-mail  address:  dianacorps@gmail.com
(D.  Corps  Fernández).

https://doi.org/10.1016/j.nrleng.2017.09.011

2173-5808/
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Report of  a case of delayed
posthypoxic
leukoencephalopathy: a
peculiar image�

Descripción de  un  caso  de  leucoencefalopatía
hipóxica  tardía: una imagen característica

Dear  Editor:

Posthypoxic  leukoencephalopathy  is  an infrequent  disease,
and  is especially  underdiagnosed  in  paediatric  patients.  It is

� Please cite this article as: Mazón M, Montoya-Filardi A. Descrip-

ción de un caso de leucoencefalopatía hipóxica tardía: una imagen

característica. Neurología. 2020;35:213—216.

classified  as  acute  or  delayed,  according  to  the time inter-
val  between  the ischaemic  insult  and  the onset  of  clinical
symptoms.  The  delayed  form  was  first  described  by  Shillito1

in  1936  and  later  in 1962  by  Plum  et  al.2 It is  characterised
by  clinical  worsening  after  a  period  of  stability,  between
2  and 40 days  after  the  initial  hypoxic  event.3 This form  of
the  disease  exclusively  affects  the  white  matter,  sparing  the
U  fibres.  To  date,  only 2  cases of  paediatric  patients  have
been  reported,  with  ours  being  the youngest.4 The  acute
form,  known as  anoxic-ischaemic  encephalopathy,  occurs
with  no  significant  delay  and  may  affect  the  U fibres  and
the  grey matter.5 In  both  cases,  it is  mainly  the white  mat-
ter  that  is  affected,  which is  contrary  to  expectations  in
an ischaemic  context,  since  the grey matter  and  basal  gan-
glia  are more  vulnerable  to  anoxia.  Recent  studies  suggest
that  the  white  matter  is  more  sensitive  to  ischaemia  than
previously  believed.6
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