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Primary central nervous system
germinoma as a rare cause  of
diffuse ependymal involvement
in  adults�

Germinoma primario  del  sistema  nervioso
central como  causa infrecuente  de  afectación
ependimaria difusa  en el adulto

Dear  Editor:

Central  nervous  system  germ  cell  tumours  are neoplastic
proliferations  of  germ  cells;  their  incidence  is  very  low

� Please cite this article as: Sanesteban Beceiro E, Mayo Rodríguez

P, Jorquera Moya M, Ginestal López RC. Germinoma primario del

sistema nervioso central como causa infrecuente de afectación

ependimaria difusa en el  adulto. Neurología. 2022;37:308—310.

in Western countries,  representing  fewer  than  0.5%  of all
primary  intracranial  tumours.  In Asian  countries,  however,
germ  cell  tumours  are more  frequent.1 They  may  be  clas-
sified  into  different  histological  subtypes,  with  germinomas
being  the  most  common,  accounting  for  up to  69%  of  cases.2

These  tumours  are usually  diagnosed  in childhood,  with
90%  of patients  being  younger  than  25  years.3 The  clin-
ical  manifestations  of  germ  cell  tumours  vary according
to  their location.  These  tumours  exhibit  variable  radiolog-
ical  characteristics,  frequently  presenting  as  oval-shaped
or  lobulated  masses  located  in the  pineal  gland  (38%-57%),
suprasellar  region  (34%-49%),  or  in  both  locations  (5%-10%).
Only  3%-5%  of  cases involve  such  other  regions  as the
ventricles.4,5 Definitive  diagnosis  is  based  on  histopatholog-
ical  findings,  and treatment  consists  of  radiotherapy  alone
or  combined  with  chemotherapy,  achieving  remission  in up
to  90%  of cases.6

We  present  the case  of  a  31-year-old  white  man,  born  in
Spain,  a  smoker,  with  no  relevant  medical  history,  who  con-
sulted  due  to  a 3-month  history  of asthenia,  nausea,  polyuria
with  polydipsia,  reduced  libido,  loss  of  appetite,  and  weight
loss  of 6 kg.  The  neurological  examination  revealed  horizon-
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Figure  1  Brain  MRI  scan.  A)  Sagittal  T2-weighted  fast  spin-echo  sequence  showing  a  smaller-than-normal  pituitary  gland  for  the

patient’s age.  The  image  also  shows  cotton  wool—like  periventricular  signal  hyperintensity  in the  genu  and  body  of  the  corpus

callosum. B)  Sagittal  T1-weighted  fast  spin-echo  post-contrast  sequence  showing  pseudonodular  contrast  uptake  in the  ependyma

of the  frontal  horns,  extending  to  the  corpus  callosum,  coinciding  with  the  signal  alteration  observed  on T2-weighted  sequences,

and smooth  contrast  uptake  in  the  fourth  ventricle  and  upper  part  of  the  pituitary  stalk.  No lesion  or  pathological  contrast  uptake

was observed  in the  pineal  gland.

tal  gaze—evoked  nystagmus.  A blood  analysis  revealed  low
cortisol  levels;  strikingly,  ACTH  levels  were  within  the nor-
mal  range.  Testosterone,  LH,  FSH,  and  IGF-1  levels  were
also  low,  with  elevated  prolactin  levels.  The  patient  was
diagnosed  with  panhypopituitarism,  and  hormone  replace-
ment  therapy  was  started.  A  brain  MRI scan  revealed  a small
pituitary  gland,  lack  of  the normal  hyperintensity  observed
in  the  posterior  pituitary  on  T1-weighted  sequences,  and
supra-  and  infratentorial  ependymal  enhancement  involving
the  corpus  callosum  and the  pituitary  stalk  in post-contrast
sequences  (Fig.  1).

A  CSF  analysis  revealed  mildly  elevated  protein  lev-
els  (82  mg/dL)  and  lymphocytic  pleocytosis  (25  cells/mm3),
with  no  monoclonal  bands.  We  expanded  the study  with  an
autoantibody  panel;  blood  ACE  and  tumour  marker  tests;  a
24-h  urine  calcium  test;  a  spinal  cord  MRI  scan;  a  chest  CT
scan;  CSF  cultures  for bacteria,  mycobacteria,  and  fungi;
and  PCR  and  serology  tests  for  neurotropic  pathogens  in the
CSF  and  blood.  All tests  yielded  negative  results.  A  whole-
body  PET  scan  requested  due to  suspicion  of  systemic  disease
only  detected  fluorodeoxyglucose  uptake  in  the areas  of
ependymal  enhancement;  this suggests  a benign  inflamma-
tory  process  or  low-grade  malignancy.

Given  the  lack  of  severe  symptoms  after  onset  of  hor-
mone  replacement  therapy  and  the lack  of  evidence  of
disease  in  other,  more  accessible  sites for biopsy  sample  col-
lection,  the  patient  was  discharged  and  closely  followed  up
on  an  outpatient  basis.

The  patient  was  admitted  to  hospital  6  months  later
due  to  cognitive  impairment  and  behavioural  alterations.
The  neurological  examination  revealed  neuropsychiatric
alterations  and bilateral  internuclear  ophthalmoplegia.  An
MRI  scan  revealed  an increase  in the  size and exten-
sion  of  the  areas  displaying  contrast  uptake.  Another  CSF
analysis  revealed  greater  severity  of  lymphocytic  pleocy-
tosis  (40  cells/mm3)  and  higher  protein  levels  (98  mg/dL).
A  microbiological  study  of the  CSF yielded  positive  PCR

results  for  Epstein-Barr  virus.  A brain  biopsy  only  revealed
polyclonal  reactive  lymphocytosis.  Suspicion  of  persistent
Epstein-Barr  virus  encephalitis  led  us  to  start  treat-
ment  with  ganciclovir  and  corticosteroids,  which  improved
the  patient’s  symptoms  and  decreased  CSF  pleocyto-
sis.

Several  months  later,  the patient  presented  progres-
sive  worsening,  with  dysarthria  and right  hemianopsia,
coinciding  with  prednisone  tapering.  Another  brain  MRI
scan  revealed  an increase  in the extension  of  the  areas
displaying  contrast  uptake  (Fig.  2). A new  brain  biopsy  iden-
tified  pure  germinoma.  The  patient  was  referred  to the
oncology  department  for radiation  therapy  and  chemother-
apy.

Very  few  cases have  been reported  of  CNS germinomas
involving  the supra-  and  infratentorial  ependyma  and mid-
line  structures,  with  no  clear  lesions  in the  suprasellar  region
and  pineal  gland.4 In the  case  presented  here,  the 2  most
probable  diagnostic  hypotheses  were  infection  and lympho-
proliferative  neoplasia;  germinoma  was  considered  to  be
highly  unlikely  due  to the neuroimaging  findings  and  the
patient’s  age and geographical  region  of  origin.  Although
biopsy  is  the  gold  standard  for diagnosing  germinoma,  its
sensitivity  ranges  from  87%  to  94.8%7;  furthermore,  reactive
inflammation  may  mask  the  tumour.8

CNS  germinoma  is  a potentially  fatal  but  treatable
tumour.  Though  rare,  it  should  be suspected  in patients
presenting  diffuse, selective  periventricular  and ependymal
involvement.
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Unilateral cerebral amyloid
angiopathy after
neurointervention�

Angiopatía  amiloide  cerebral  unilateral tras
una neurointervención

Dear  Editor:

Cerebral  amyloid  angiopathy  (CAA)  is  characterised  by
the  deposition  of  amyloid  beta  in the media  and adven-
titia of  cortical  and leptomeningeal  vessels.1 It causes
disruption  of  the vessel  architecture,  leading  to  vascular
rupture.2 The  most  frequent  form  of  presentation  is  lobar
parenchymal  haemorrhage  (single  or  multiple);  transient
neurological  focal  episodes3 and  cognitive  impairment  are
other  possible  manifestations.  The  appearance  of  multi-
ple  corticosubcortical  microbleeds  on  gradient-echo  and
susceptibility-weighted  imaging  (SWI)  MRI sequences  is  a
radiological  sign  of amyloid  vasculopathy.  Positron  emission
tomography  (PET) studies  with  amyloid  ligands  can  be  use-
ful in  the  detection  of CAA,  but  are  unable  to  differentiate
vascular  deposition  (typical  of  CAA)  from  parenchymal  depo-
sition  (characteristic  of  Alzheimer  disease).4

� Please cite this article as: Lázaro Romero A, Moreno Loscertales

C, Marta Moreno E. Angiopatía amiloide cerebral unilateral tras una

neurointervención. Neurología. 2022;37:310—312.

The  risk  of  CAA  increases  with  age,  and  the condition  is
detected  in up  to  38%  of patients  between  80  and  89  years
of  age  and  up to 42%  of  patients  over  90  years  of  age.5 It
rarely  occurs  in  patients  younger  than  50  years  of  age.

CAA  preferentially  involves  certain  parts  of  the brain,
such  as  the  parietotemporal  region,  with  the  middle  cere-
bral  artery  being  the  most affected.  However,  unilateral
presentation  is  exceptional  and  poorly  understood.5,6 One
hypothesis  is  that  it corresponds  to  a  progressive  state  of
the  CAA;  another  is  that  it  responds  to precipitating  factors
that  favour  the deposition  of amyloid  beta  in  a  lateralised
pattern.

Although  the  ‘‘experimental  seeding’’  of  amyloid  beta
is  well  understood,7,8 transmission  of  amyloid  beta pathol-
ogy  in humans  has  not  been  reported  until  very  recently.
A  prion-like  mechanism,  similar  to  iatrogenic  Creutzfeldt-
Jakob  disease,  is  thought  to  play a  role.8—10

We  report  the  case  of a patient  with  history  of  neu-
rosurgery  in his  youth, who  presented  recurrent  lobar
haematomas  suggestive  of  CAA.

The patient  was  a  52-year-old  white  man with  no  family
history  of neurodegenerative  disease.  He  was  a smoker,  and
presented  sleep  apnoea  syndrome.  At  the age of  18  years,
he had  undergone  surgical  treatment  of  an eosinophilic
granuloma  in the left  parietal  region,  and  did  not  receive
subsequent  radiotherapy.  He  was  assessed  at 44  years  of
age  for cognitive  complaints;  the neuropsychological  study
identified  no  abnormalities.  Single  photon  emission  com-
puted  tomography  revealed  cortical  hypoperfusion  in the
posterior  temporal  lobe  bilaterally.  At  50  years  of  age,  he
had  consulted  due  to  self-limited  episodes  of  dysaesthe-
sia  in  the  right  arm  and hemifacies.  Treatment  was  started
with  eslicarbazepine  acetate  due  to  suspicion  of  remote
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