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. Introduction

cinar  cell  carcinoma  (ACC)  of  the  pancreas  is  a  rare  pan-
reatic  malignancy,  constituting  only  1---2%  of  all  exocrine
ancreatic  tumors.1---3 There  is  a  slight  male  preponderance
nd  it  mostly  presents  in  5---7th  decades  of  life.  ACC  arise
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ore  commonly  from  the  head  of  the  pancreas.  Clinical
ymptoms  are  usually  non-specific.  In  contrast  to  ductal
denocarcinoma,  ACC  rarely  obstructs  the  common  bile
uct  because  it  generally  compresses  and  does  not  infil-
rate  into  adjacent  structures,  so  jaundice  is  infrequent
12%).  It  has  a  unique  ability  to  produce  pancreatic  enzymes.
araneoplastic  syndrome  may  be  the  only  presenting  symp-
om  in  15%  of  patients.  Lipase  hypersecretion  syndrome
haracterized  by  subcutaneous  fat  necrosis,  polyarthralgia
nd  peripheral  eosinophilia  is  a  type  of  paraneoplastic  syn-
rome  associated  with  it.  Skin  nodules  in  this  syndrome
re  commonly  seen  on  the  lower  extremities  and  often
istaken  for  metastatic  disease.1---3 Surgical  resection  is

he  best  treatment  for  localized  ACC  but  this  is  a  highly
ggressive  tumor.  Approximately  50%  of  the  cases  presented
ith  metastasis  at  diagnosis.  More  than  70%  the  patients
ho  undergo  surgical  resection  are  eventually  confirmed

o  show  recurrent  disease.2,3 Chemotherapy  and  radiothe-
apy  are  therapeutic  options  when  ACC  is  unresectable  or
ecurs  after  resection,  but  no  effective  treatment  strate-
ies  have  been  established.  Although  recent  studies  have
larified  the  characteristics  of  ACC  it  still  has  not  been  fully

4,5
nderstood.
We  report  a  rare  case  of  ACC  with  widespread  metastases

n  a  35-year-old  woman  who  presented  with  subcuta-
eous  nodules  as  the  initial  symptom  without  evidence  of
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Figure  1  Computed  tomography:  huge  cervical  lymph  node  metastasis  (A  and  B);  muscle  metastasis  of  lower  right  limb  (C);  mass
with 3  cm  involving  the  uncinate  process  suggestive  of  malignancy  (D).
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Figure  2  Positron  emission  tomography  confirmed  widespread  metastases  (A)  of  the  lymph  nodes  (B)  and  in  various  other  organs
including the  brain  (C),  bone  (C),  muscle  (E)  and  skin/subcutaneous  tissue  (E).
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Figure  3  Histological  analysis  of  the  biopsy  of  the  cervical
node.  Hematoxylin  and  eosin  staining  (A):  poorly  differenti-
ated  neoplastic  cells  with  focal  acinar  formations,  large  nuclei
exhibiting  irregular  chromatin  clumping,  size  variation,  and
many mitotic  figures  are  present,  consistent  with  aggressive
g
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rowth.  Immunohistochemical  staining  (B):  neoplastic  cells
xpress  cytokeratin  8/18,  cytokeratin  CAM5.2,  cytokeratin
E1/AE3,  BCL10,  �-catenin  and  alpha  1  antitrypsin.

ubcutaneous  fat  necrosis.  To  our  knowledge,  this  is  the
econd  report  of  ACC  with  skin  metastases.3

. Clinical case

 35-year-old  woman  presents  with  a  one  week  history
f  jaundice,  abdominal  discomfort  and  intensive  asthe-
ia  associated  with  abrupt  growth  of  painful  nodules  in
he  neck,  abdominal  wall  and  lower  right  limb.  No  history
f  trauma  and  fever.  Without  significant  previous  medi-
al  history.  She  had  a  delivery  eight  months  ago  without

omplications.  Laboratory  tests  showed  cholestasis  (gamma
lutamyl  transpeptidase  346  U/L  (<55);  alkaline  phosphatase
30  U/L  (40---150);  total  bilirubin  4.4  mg/dL  (0.3---1.2);  direct
ilirubin  2.8  mg/dL  (0.1---0.5))  without  other  alterations.

5
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ltrasonography  showed  moderate  dilatation  of  the  main
ile  duct  and  could  not  define  the  cause  of  obstruction.
omputed  tomography  revealed  multiple  metastases  in  the

ymph  nodes  (the  largest  with  10  cm,  Fig.  1A  and  B),
n  the  skin/subcutaneous  tissue,  muscular  (Fig.  1C)  and
lso  showed  a  3  cm  mass  involving  the  uncinate  process
uggestive  of  neoplastic  nature  (Fig.  1D).  Positron  emis-
ion  tomography  confirmed  a  hypermetabolic  mass  in  the
opography  of  the  pancreas  (probable  primary  lesion)  and
xtensive  metastasis  of  the  lymph  nodes  and  also  in  the  mus-
le,  lung,  bone,  cutaneous/subcutaneous  tissue  and  brain
Fig.  2).  A  biopsy  of  the  cervical  node  was  performed  and
istological  analysis  revealed  an  undifferentiated  carcinoma
ut  with  immunohistochemistry  findings  suggestive  of  ACC
f  the  pancreas  (Fig.  3).  Under  palliative  care,  patient  died
ree  months  after  the  diagnosis.

Our  patient  was  an  uncommon  presentation  of  a  rare
umor  with  widespread  metastases  to  various  organs  includ-
ng  the  skin.  This  case  emphasizes  that  ACC  diagnosis
lthough  rare  and  usually  associated  with  advanced  ages
annot  be  ruled  out  in  young  patients.
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