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1 g of IV methylprednisolone x 5 IV immunoglobulins Rituximab
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Figure  1  Brain  MRI:  lesion  progression  (FLAIR,  T2-weighted,  and  gadolinium-enhanced  T1-weighted  sequences)  at  admission

(A), after  treatment  with  intravenous  methylprednisolone  (B),  after  treatment  with  intravenous  immunoglobulins  (C),  and  after

treatment with  rituximab  (D).  Heterogeneous  lesion  with  grouped/confluent  hypoechoic  rims  (A and  B),  progressing  to  cystic-

malacic areas  (C  and  D),  affecting  the  left  corona  radiata  and centrum  semiovale  with  extension  to  the  corpus  callosum.  Maximum

diameter of  3 cm  at admission  (A),  increasing  to  4.1  cm  despite  treatment  (C),  and  subsequently  decreasing  to  3 cm  after  treatment

with rituximab  (D).  No  perilesional  oedema  or  mass  effect.  No  enhancement  after  contrast  administration  at  admission  (A),  with

subsequent intra-and  perilesional  patchy  contrast  uptake  despite  administration  of  corticosteroid  and  immunoglobulins  (C);  contrast

uptake disappeared  after  treatment  with  rituximab  (C).

Inflammatory  pseudotumour  is  a rare  condition  (0.3
cases/100  000  person-years5,6). Differential  diagnosis
includes  infection,  neoplasia,  and vascular  disorders.1,3

Certain  clinical  and  radiological  characteristics  support
diagnosis,1,2,6 whereas  biopsy  is  used only  for  atyp-
ical  or  refractory  lesions.6 Several  cases have been
reported  of  patients  who  showed  no  response  to corticos-
teroids  but  were  responsive  to other  immunosuppressive
treatments,5—7 with  IVIg,  plasmapheresis,8 rituximab,7,9—12

or  cyclophosphamide.7 Ours  is the  first  case  in  the  literature
of  rituximab  being used after  IVIg  to treat  a  corticosteroid-
refractory  pseudotumoural  lesion,  and  the seventh  case  of
rituximab  being  used after  plasmapheresis.

The  lack  of  treatment  response  is  therefore  considered
to  go  beyond  the absence  of  response  to  corticosteroids,
in  clinical  practice,  it is  difficult  to  decide  when  to per-
form  a  brain  biopsy  in  cases  of  refractory  pseudotumoural

lesions.  Furthermore,  biopsy  may  show  inflammation  and
demyelination,1,4 although  it  rarely  enables  us to  differen-
tiate  between  onset  of  multiple  sclerosis  or  neuromyelitis
optica,  and focal  forms  of monophasic  encephalitis  that  will
not  progress  to  a  chronic  demyelinating  disease,1,3,13 close,
prolonged  clinical  follow-up  is  therefore  essential.

We  established  diagnosis  of  focal, monophasic  autoim-
mune  encephalitis,  given  the isolated  pseudotumoural  lesion
of  inflammatory  aetiology  (which  was  confirmed  by  an
anatomical  pathology  study),  with  negative  oligoclonal
bands,  of  monophasic  course  (to date)  and  responsive  to
treatment  with  rituximab  (supporting  immune-mediated
pathogenesis  with  B-cell  involvement).

In  conclusion,  some  autoimmune  lesions  cannot  be iden-
tified  with  a  known  serological  marker  and represent
a  diagnostic  challenge.  Focal,  monophasic  autoimmune
encephalitis  may  explain  this case  and  other  cases of iso-
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PAS stain

BA DC

FE HG

Luxol Fast Blue stain

Haematoxylin-eosinHaematoxylin-eosin

CD68 CD8

CD4 Neurofilaments

Figure  2  Brain  biopsy:  foamy  histiocytes  (A,  B,  and  C)  ([C]  CD68+)  filled  with  phagocytosed  myelin  ([A]  PAS-positive  and [B]  Luxol

Fast Blue—positive  material)  and  T-cells  (D  and  G)  ([D]  CD8+  and  [G] CD4+),  mixed  with  astrocytes  and  Creutzfeldt  cells  (reactive

astrocytes [F,  arrow]).  Perivascular  cuffing  (E,  arrow).  Preserved  axonal  network  (H).

lated  inflammatory  pseudotumoural  lesions  in patients  with
no  previous  diagnosis  of  chronic  demyelinating  disease,
showing  a  monophasic  course  during  follow-up.
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(anatomical  pathology  department,  Hospital  Universitario
de  Cruces),  who  performed  the anatomical  pathology  study
of  the  brain  biopsy  sample  and  provided  the  corresponding
images.

References

1. Lucchinetti CF, Gavrilova RH, Metz I, Parisi JE,  Scheithauer

BW, Weigand S, et  al. Clinical and radiographic spectrum of

pathologically confirmed tumefactive multiple sclerosis. Brain

J  Neurol. 2008;131:1759—75.

2. Leclercq D, Trunet S, Bertrand A, Galanaud D, Lehéricy S, Dor-

mont D, et al. Cerebral tumor or pseudotumor? Diagn Interv

Imaging. 2014;95:906—16.

3. Altintas A, Petek B, Isik N,  Terzi M,  Bolukbasi F, Tavsanli M,

et al. Clinical and radiological characteristics of  tumefactive

demyelinating lesions: follow-up study. Mult Scler Houndmills

Basingstoke Engl. 2012;18:1448—53.

4. Hu W, Lucchinetti CF. The pathological spectrum of  CNS

inflammatory demyelinating diseases. Semin Immunopathol.

2009;31:439—53.

5. Frederick MC, Cameron MH. Tumefactive demyelinating lesions

in multiple sclerosis and associated disorders. Curr Neurol Neu-

rosci Rep. 2016;16:26.

6. Hardy TA, Chataway J. Tumefactive demyelination: an approach

to diagnosis and management. J Neurol Neurosurg Psychiatry.

2013;84:1047—53.

7. Siffrin V, Müller-Forell W, von Pein H, Zipp F. How to treat

tumefactive demyelinating disease? Mult Scler Houndmills Bas-

ingstoke Engl. 2014;20:631—3.

8. Mao-Draayer Y, Braff S,  Pendlebury W, Panitch H. Treatment

of steroid-unresponsive tumefactive demyelinating disease with

plasma exchange. Neurology. 2002;59:1074—7.

9. Fan X, Mahta A, De Jager PL, Kesari S. Rituximab for tume-

factive inflammatory demyelination: a case report. Clin Neurol

Neurosurg. 2012;114:1326—8.

10. Sempere AP, Feliu-Rey E, Sanchez-Perez R, Nieto-Navarro J.

Neurological picture. Rituximab for tumefactive demyelination

refractory to corticosteroids and plasma exchange. J Neurol

Neurosurg Psychiatry. 2013;84:1338—9.

11. Haupts MR, Schimrigk SK, Brune N, Chan A, Ahle G,  Hellwig

K, et  al.  Fulminant tumefactive multiple sclerosis: therapeutic

implications of histopathology. J Neurol. 2008;255:1272—3.

12. Sánchez P, Meca-Lallana V,  Barbosa A, Manzanares R,  Palmí I,

Vivancos J. Tumefactive demyelinating lesions of  15 patients:

Clinico-radiological features, management and review of the

literature. J Neurol Sci. 2017;381:32—8.

13. Seewann A, Enzinger C, Filippi M, Barkhof F,  Rovira A, Gass

A, et  al. MRI characteristics of atypical idiopathic inflamma-

tory demyelinating lesions of the brain: A review of  reported

findings. J  Neurol. 2008;255:1—10.

A.  Moreno-Estébanez ∗,  J.M.  Losada  Domingo,
T.  González-Pinto  González,
A.  Rodríguez-Antigüedad  Zarrantz

Servicio  de Neurología,  Hospital  Universitario  de Cruces,

Barakaldo,  Vizcaya,  Spain

∗ Corresponding  author.
E-mail  address:  ana.morenoestebanez@osakidetza.eus
(A.  Moreno-Estébanez).

https://doi.org/10.1016/j.nrleng.2018.01.006

2173-5808/
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