
52  LETTERS  TO  THE  EDITOR

15. Richards S,  Aziz N,  Bale S, Bick D,  Das S, Gastier-Foster J, et al.

Standards and guidelines for the interpretation of sequence

variants: a joint consensus recommendation of the American

College of Medical Genetics and Genomics and the Associ-

ation for Molecular Pathology. Genet Med. 2015;17:405—24,

http://dx.doi.org/10.1038/gim.2015.30.

L.  López  de Frutos a,∗, J.  Romero-Imbrodab,
V.  Rodríguez-Sureda c,  P.  Giraldod

a Instituto  de  Investigación  Sanitaria  Aragón  (IIS  Aragón),

Unidad  de Investigación  Traslacional,  Hospital

Universitario  Miguel  Servet,  Zaragoza,  Spain
b Servicio  de Neurología,  Hospital  Comarcal  de Melilla,

Melilla,  Spain

c Centro  de  Investigación  Biomédica  en  Red  en

Enfermedades  Raras  (CIBERER),  Centro  de Investigaciones

en  Bioquímica  y Biología  Molecular-Nanomedicina,  Institut

de  Recerca  Hospital  Vall  d’Hebrón,  Barcelona,  Spain
d Centro  de  Investigación  Biomédica  en  Red  en

Enfermedades  Raras  (CIBERER),  Unidad  de Investigación

Traslacional,  Hospital  Universitario  Miguel  Servet,

Zaragoza,  Spain

∗ Corresponding  author.
E-mail  address:  llopezdefrutos.uit@gmail.com
(L.  López  de Frutos).

https://doi.org/10.1016/j.nrleng.2017.07.002

2173-5808/
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Endovascular treatment of
arterial ischaemic stroke in
paediatric  patients: a case
report�,��

Tratamiento  endovascular  del  ictus  isquémico
arterial en edad  pediátrica: a propósito de  un
caso

Dear Editor:

Arterial  ischaemic  stroke  is  rare  in paediatric  patients.1

Nonetheless,  it is  considered  an important  cause  of  disability
and  mortality  in  this age  group.2 Stroke aetiology  in children
is  generally  different  from  that  observed  in adult  patients.3

Acquired  and  congenital  heart  defects  are one  of  the main
risk  factors  for  paediatric  ischaemic  stroke.4

For  a  number  of  reasons,  paediatric  stroke  is  associated
with  a  considerable  diagnostic  delay,5 which together  with
its  low  prevalence  represents  an obstacle  to  performing  ran-
domised  trials  with  patients  in  the acute  phase.

We  present  the  case  of  a  13-year-old  patient  diagnosed
at  birth  with  complete  atrioventricular  canal,  for  which  she
had  undergone  several  surgical  interventions  during  child-
hood.  Due  to  a prosthetic  mitral  valve  implanted  in one  of
these  procedures,  she  was  receiving  anticoagulation  ther-
apy  with  acenocoumarol;  she  had  recently  been  included  in
an  INR  self-monitoring  programme.

The  patient  attended  our centre  due  to  right  hemisphere
deficit  syndrome  of  45  minutes’  progression.  In  the  ini-
tial  examination  at the emergency  department,  she  scored
18  on  the NIHSS,  with  electrocardiography  displaying  sinus
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rhythm,  and an INR  (measured  with  a CoaguChek
®

system)
of  1.3.

A baseline  head CT  scan  performed  15  minutes  after
arrival  scored  9 on  the ASPECTS  scale;  CT  angiography
revealed  tandem  occlusion  of  the proximal  right  internal
carotid  artery and  the  M1 segment  of the  right  middle  cere-
bral  artery.

Given  the patient’s  age  and the evidence  of  large-
artery  occlusion  of  short  progression,  we  opted  for  primary
endovascular  treatment.  Primary  thrombectomy  was  per-
formed  with  a door-to-groin  puncture  time  of  97  minutes.
Revascularisation  was  achieved  with  2  passes  with  a stent
retriever,  with  a  final score of  2b  on  the  TICI  scale  (Fig.  1).

Four  hours  after  the  intervention,  a  head  CT  scan  showed
mild  contrast  enhancement  in the  basal  ganglia  and  the right
Sylvian  fissure.  Three  months  after  the ischaemic  event,  the
patient  presented  mild  paresis  of  the  left  hand,  scoring  1 on
the  modified  Rankin  Scale.

The treatment  of acute  stroke  in paediatric  patients  has
been  subject  to  discussion  in recent  years.

The  Thrombolysis  in Paediatric  Stroke  study  was  closed
in 2015  due  to  lack  of  recruitment,  denying  us indicative
results  on the  efficacy  and safety  of  this treatment.6

The  revised  American  Heart  Association/American  Stroke
Association  guidelines  on  the early  management  of  acute
ischaemic  stroke  with  endovascular  treatment,7 published
the  same  year, deem  this  treatment  a reasonable  course
of  action  in patients  younger  than  18  provided  that  they
present  symptoms  of  less  than  6 hours’  progression  and  evi-
dence  of  large-vessel  occlusion  (grade  of recommendation
2b,  level of  evidence  C).

Until  recently,  the  only  evidence  supporting  endovascular
treatment  in paediatric  patients  was  based  on  case  reports
and  literature  reviews,  with  the  considerable  publication
bias  this entails.8 However,  the journal  Paediatric  Neurology

recently  published  the  first  retrospective  population  study
performed  in the United States,  with  a cohort  of  3184  paedi-
atric  patients  with  arterial  ischaemic  stroke.  Only  1%  of the
sample  received  endovascular  treatment;  while  these  were
the  patients  with  the most  severe  symptoms,  they  did  not
present  poorer  prognosis  than  did  patients  not  receiving  this
treatment.9
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Figure  1  Cerebral  angiography  studies.  Occlusion  is observed  in  the  proximal  right  internal  carotid  artery  (a)  and  proximal  middle

cerebral artery  (b).  Control  angiography  scans  obtained  after  the  first  (c)  and  second  (d)  passes  with  the stent  retriever.

Several  studies  underscore  the  fact  that  the implementa-
tion  of  coordinated  care  protocols  for the treatment  of  acute
paediatric  stroke  has  increased  treatment  rates for  these
patients,  reducing  diagnostic  delays  and  facilitating  access
to  immediate  neuroimaging  studies.10,11 It  would  appear,
then,  that  there  is  a need  to dedicate  human  and  economic
resources  to  the development  of  such protocols,  with  coor-
dination  between  centres  prior  to  the  performance  of  new
randomised  studies.
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Immunosuppressive therapy in
opsoclonus-myoclonus-ataxia
syndrome associated with
paravertebral neuroblastoma�

Terapia  inmunosupresora en síndrome de
opsoclonus-mioclonus ataxia asociado a un
neuroblastoma paravertebral

Dear  Editor:

Kinsbourne  syndrome,  or  opsoclonus-myoclonus-ataxia  syn-
drome  (OMAS),  is  a  rare  aggressive,  recurrent,  chronic
neurological  disease  of  paraneoplastic,  parainfectious,  or
idiopathic  origin  that  also  involves  the immune  system.  It
negatively  affects  a critical  stage  in neurodevelopment  as
it  most  frequently  appears  in paediatric  patients  aged  6
months  to  3  years.  The  syndrome  is  characterised  by  acute
or  subacute  opsoclonus  (large,  rapid,  multi-directional  sac-
cades),  truncal  instability,  cerebellar  ataxia,  and diffuse
myoclonus.1—3 In  addition  to  these  classic  manifestations,
the  condition  may  also  be  associated  with  irritability,
alterations  in  the sleep-wake  cycle,  headache,  language
or  visual  disorders,  dysphagia,  vomiting,  sialorrhoea,  and
lethargy.1

As  most  cases  are associated  with  infections,  immunisa-
tions,  and  immunological  alterations,  there  is now  extensive
evidence  that  the  syndrome  is  of  immune  origin, and may
be  mediated  by  antibodies  associated  with  dysfunction  of
T-  and  B-cells  or  by  antibodies  against ACTH,  neurofilament
proteins,  Hu  (ANNA-1),  Ri  (ANNA-2),  Yo,  Tr,  glutamic  acid
decarboxylase,  or  amphiphysin.  However,  the specific  anti-

� Please cite this article as: Castañón-González A, Barragán-Pérez

E, Hernández-Pliego G,  López-Valdés JC. Terapia inmunosupresora

en síndrome de opsoclonus-mioclonus ataxia asociado a un neurob-

lastoma paravertebral. Neurología. 2020;35:54—56.

body  responsible  for the syndrome  is  yet  to  be  identified,
hence  the  current  lack  of  treatment  models  based on  the
results  of  clinical  trials  of  systematic  treatment  proto-
cols.  Current  treatment  for  Kinsbourne  syndrome  includes
high-dose  corticosteroids,  ACTH,  intravenous  immunoglob-
ulins,  cyclophosphamide,  plasmapheresis,  and even
rituximab.1—4

We  present  the  case  of  a  patient  who  received  immuno-
suppressant  therapy  with  dexamethasone,  intravenous
human  immunoglobulin  (IVIg),  cyclophosphamide,  and  ver-
apamil.

Our  patient  was  a  previously  healthy  9-month-old  infant
from  the  State of  Mexico.  She  had  last  been  vaccinated
at  6  months  of  age.  She  was  admitted  due  to a 3-week
history  of fourth  cranial  nerve  palsy,  truncal  ataxia, and
irritability.  Ataxia  worsened  2 weeks  after  the onset  of
the  initial  symptoms,  with  the  patient  becoming  unable  to
sit  and  progressively  developing  opsoclonus  and sleep-wake
cycle  alterations.  Head  CT  (1  January  2015)  and  brain  MRI
scans  (2 January  2015)  ruled  out  space-occupying,  inflamma-
tory,  and  demyelinating  lesions. Suspecting  postinfectious
cerebellitis,  we  performed  a  lumbar  puncture,  with  nega-
tive  results  for  CSF  cytochemical  and  cytological  analyses,
Gram  staining,  CSF  cultures,  and viral  serology  tests.  As
OMAS  was  suspected,  we  performed  chest  CT  and 131I-
MIBG  SPECT  scans  (30  January  2015),  detecting  a  tumour
in the right  paravertebral  region  (Fig.  1).  The  mass  was
surgically  removed;  anatomical  pathology  findings  indicated
differentiating  neuroblastoma.  We  confirmed  diagnosis  of
OMAS  of  paraneoplastic  aetiology  and  started  treatment
with  monthly  cycles  of  dexamethasone  (dosed  at  20  mg/m2

for 3 days),  IVIg  (2  g/kg),  and cyclophosphamide  (150  mg/m2

for  7 days),  in addition  to  verapamil  (15  mg/8  h,  until
adolescence),  for  6  months.  After  2 years  of  treatment,
the  patient  is in  complete  remission  and  has  no  seque-
lae.

Multiple  treatment  protocols  for  OMAS  have  been  devel-
oped.  When  the syndrome  is  of  paraneoplastic  origin,
the  most  frequent  treatment  approach  constitutes  surgi-
cal  resection  of  the  tumour followed  by  immunomodulatory
therapy  with  ACTH  and  IVIg.3 Due  to  the aggressiveness
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