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Abstract  Mantle  cell  lymphoma  is  an  aggressive  B-cell,  non-Hodgkin’s  lymphoma,  with  lymph
node or  extranodal  origin,  and  a  mean  survival  of  three  to  five  years.  Skin  involvement  is
rare, secondary  and  indicates  neoplasia  dissemination.  The  authors  report  a  case  of  a  female
patient, 69  years  old,  diagnosed  previously,  after  lymph  node  and  bone  marrow  biopsy.  She  was
undergoing  the  second  chemotherapy  regimen  when  she  showed  infiltrated  plaque-like  lesions,
nodules  and  tumors  on  the  trunk  and  thigh  root.  Histopathology  and  immunohistochemistry
demonstrated  cutaneous  infiltration  of  the  blastoid  lymphoma.

© 2021  Published  by  Elsevier  España,  S.L.U.  on  behalf  of  Sociedade  Brasileira  de  Derma-
tologia. This  is  an  open  access  article  under  the  CC  BY  license  (http://creativecommons.
org/licenses/by/4.0/).
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antle  Cell  Lymphoma  (MCL)  is  a  B-cell,  non-Hodgkin’s  lym-

homa,  derived  from  inner  cells  in  the  mantle  zone  of
ymphoid  follicles.  It  is  an  aggressive  tumor,  with  a  mean
urvival  of  three  to  five  years.1 It  corresponds  to  4%  of
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ymphomas  diagnosed  in  the  United  States  of  America  and
etween  7%  and  9%  in  Europe,  with  a  higher  incidence  in
ale  patients  and  those  over  60  years  of  age  (2:  1).1,2 It

as  four  histological  variants:  small  cells,  from  the  mantle
one,  diffuse  and  blastic  variants,  or  blastoid,  with  the  latter
orresponding  to  between  10%  and  30%  of  cases  of  MCL.2,3

t  occurs  primarily  in  lymph  nodes  and  extranodal  organs,
uch  as  bone  marrow  and  spleen.  Cutaneous  involvement  is
are,  secondary,  and  occurs  in  approximately  2%  of  cases,
nd  can  be  understood  as  a  sentinel  for  the  lymphoma  dis-
emination  and  more  frequently  associated  with  cytological

haracteristics  of  blastoid  origin,  also  pointed  out  as  having
he  worst  prognosis.4 In  the  few  cases  of  cutaneous  involve-
ent  described  in  the  literature,  the  most  prevalent  lesions
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Figure  1  Cutaneous  mantle-cell  lymphoma.  Infiltrated  purplish  erythematous  papules  and  plaques,  located  on  the  upper  thorax.

filtrated  papules  and  plaque  on  the  breast  and  sternal  regions.
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Figure  2  Infiltrated  plaque  in  the  scapular  region  and  in

onsisted  mainly  of  subcutaneous  infiltrations,  nodules  and
umors.4

ase report

he  authors  report  a  female  patient,  69  years  old,  diagnosed
reviously  with  cutaneous  mantle  cell  lymphoma  through
ymph  node  and  bone  marrow  biopsy,  after  complaining
f  generalized  painful  lymph  node  enlargement,  associated
ith  weight  loss,  asthenia  and  gastrointestinal  pain.

She  was  initially  treated  with  the  CHOP  regimen,  alter-
ating  with  HD-araC,  with  a  full  response  after  the  seventh
ycle.  However,  disease  recurrence  was  diagnosed  in  the
eventh  month  after  the  diagnosis  and  she  has  transi-
ioned  to  the  GEMOX-FT  (gemcitabine  and  oxaliplatin)
egimen.  However,  a  few  months  later,  while  undergoing
his  treatment  regimen,  she  successively  presented,  erythe-
atous  lesions,  papules,  nodules,  and  infiltrated  plaques

n  the  trunk  and  abdomen  (Figs.  1  and  2).  Subsequently,
umor/nodular  lesions  appeared  in  the  inguinal  region
Fig.  3),  associated  with  recurrence  of  diffuse  lymph  node
nlargement,  occasion  when  the  Dermatology  service  was

onsulted.

At  the  examination,  the  infiltrated  plaques  were  ery-
hematous,  firm,  and  the  tumor/nodule  lesions  were
rythematous-brown,  firm  and  painless.  The  clinical  hypoth-

Figure  3  Cutaneous  mantle-cell  lymphoma.  Erythematous-
brownish  nodules  and  tumors  on  the  right  inguinal  crural  region.
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Figure  4  Cutaneous  mantle-cell  lymphoma.  (A)  Tumor  infiltration  in  the  dermis  by  small  and  medium-sized  lymphocytes  (Hema-
toxylin &  eosin,  ×40).  (B)  Higher  magnification  showing  the  Grenz  zone  isolating  the  infiltrate  from  the  epidermis  (Hematoxylin  &
eosin, ×100).
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igure  5  Detail  of  the  neoplastic  infiltration  with  an  accum
ytoplasm. (Hematoxylin  &  eosin,  ×200).

sis  was  specific  skin  infiltration  due  to  the  underlying
isease,  confirmed  after  biopsy  of  an  infiltrated  plaque.  The
orresponding  anatomopathological  examination  showed
ense  skin  infiltration  of  the  dermis  and  subcutaneous  cel-

ular  tissue  by  small  and  medium-size  lymphocytes,  with
rregular  nuclei  and  accumulation  of  blast  cells.  The  infil-
rate  spared  the  epidermis  and  maintained  the  Grenz

fi
i
t

44
ion  of  blastoid  cells,  with  large,  irregular  nuclei  and  scarce

one  visible,  occupying  the  superficial  and  papillary  der-
is  (Figs.  4  and  5).  Immunohistochemical  analysis  revealed
ositive  staining  for  CD20,  CD5,  PAX5,  and  Cyclin  D1,  as
ell  as  negative  staining  for  CD23  and  CD30,  diagnostic

ndings  of  blastoid  mantle  cell  lymphoma  with  cutaneous

nfiltration  (Fig.  6).  After  histopathological  confirmation,
he  chemotherapy  regimen  was  modified  again  to  cycles

4
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Figure  6  Cutaneous  mantle-cell  lymphoma.  Immunohi

f  ifosfamide,  etoposide  and  dexamethasone,  with  initial
emission  of  the  disease.  However,  approximately  two  years
fter  the  diagnosis,  the  patient  died  due  to  the  systemic
issemination  of  the  lymphoma.

iscussion

antle  cell  lymphoma  is  associated  with  a  mutation  cha-
acterized  by  the  chromosomal  translocation  t(11:14)  (q13
2)  of  the  CCND1  gene,  leading  to  the  aberrant  expression
f  Cyclin  D1,  which  is  not  typically  expressed  in  normal
ymphocytes.2,3 This  increased  expression  of  the  Cyclin  D1
rotein  leads  to  the  dysregulation  of  the  normal  cell  cycle,
s  it  acts  as  a  positive  signal  for  the  transition  from  G1
o  S  phase  of  cell  division  and  stimulates  uncontrolled  cell
roliferation.

Immunophenotypically,  it  consists  of  tumor  cells  posi-
ively  stained  for  CD20+,  CD5  +,  cyclin-D1+,  but  negative  for
D3,  CD10,  CD23,  CD30,  and  bcl-6.2,3 In  the  anatomopatho-

ogical  study,  the  typical  morphology  is  that  of  monomorphic
ymphoid  cells,  small  to  medium  in  size,  with  irregular
uclear  contours,  and  the  accumulation  of  large  cells,  with
arge  nuclei  and  scarce  cytoplasm  in  the  blastoid  variant.4,5

Clinically,  it  is  initially  expressed  as  B  symptoms,  that  is
eneralized  lymph  node  enlargement,  bone  marrow  infiltra-
ion  and  splenomegaly;  this  last  one  may  have  an  important
mpact.1,2 Other  affected  organs  are  the  gastrointestinal
ract  and,  more  rarely,  ocular,  cutaneous  integument,  and
NS  infiltration.  Regarding  the  laboratory  tests,  it  is  cha-
acterized  by  the  presence  of  pancytopenia  or  a  leukemic
resentation  with  extensive  leukocytosis.1,2 The  blastoid
ariety  of  MCL  occurs  in  10%  to  30%  and  is  associated  with
orse  prognosis.2

Due  to  the  low  frequency  of  MCL  with  cutaneous  involve-
ent,  few  cases  have  been  described  in  the  literature,  and

ntil  2015,  only  25  cases  were  described  in  reports  writ-
en  in  the  English  language.  Based  on  these  data,  the  most
revalent  lesions  are  nodule-like,  but  macules,  infiltrated
laques,  tumors,  and  subcutaneous  infiltrates  may  also  be
resent.4---6 The  most  frequently  affected  locations  are  the
runk  and  face,  followed  by  the  limbs  and  scalp.  It  should  be

oted  that  the  presence  of  cutaneous  lesions  signals  worse
rognosis  and  may  be  a  warning  sign  of  the  presence  of  sys-
emic  MCL.7 Primary  mantle  cell  lymphoma  of  the  skin  is
xtremely  rare  and  requires  extensive  and  detailed  systemic

44
emistry  staining:  (A)  CD20,  (B)  Cyclin-D1  and  (C)  PAX5.

nvestigation  to  exclude  extracutaneous  involvement,  for  it
o  be  considered  as  such.8

Regarding  therapy,  due  to  the  rarity  of  MCL,  there  are  no
andomized  clinical  trials  that  reported  which  treatment  is
he  most  appropriate  and,  in  clinical  practice,  the  CHOP  reg-
men  or  its  variations  are  used  as  the  initial  treatment.9,10

ith  the  use  of  these  treatment  initiatives,  remissions  are
bserved  in  the  short  term;  however,  as  in  the  present  case,
hey  are  followed  by  recurrence  and  fatal  evolution.  Ritux-
mab  has  been  proposed  as  an  alternative  monotherapy  or
ssociated  with  different  regimens.  Moreover,  bone  marrow
ransplantation  should  also  be  considered.9,10

The  present  report  shows  the  dermatological  and
istopathological  manifestations  of  mantle  cell  B-
ymphoma,  of  the  blastoid  variety,  a  rare,  aggressive
ymphoma  with  multiple  skin  lesions  indicative  of  dissemina-
ion  and  poor  prognosis.
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