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Abstract  Hidradenitis  suppurativa  is  a  chronic  inflammatory  skin  disease,  which  affects  1%  of
the population,  being  more  common  in  young,  obese  and  smokers,  and  mainly  affects  armpits
and groin,  with  formation  of  pustules,  nodules,  abscesses,  scars  and  fistulas.  Recently,  its
association with  other  autoimmune  diseases  such  as  psoriasis,  psoriatic  arthritis,  pyoderma
gangrenosum,  pyogenic  arthritis  and  ulcerative  colitis  have  been  reported.  These  associated
forms are  usually  resistant  to  standard  treatment,  with  immunobiologicals  as  promising  ther-
apy. The  case  of  a  rare  form  of  association  is  reported,  with  only  one  case  previously  described
gangrenosum in the  literature:  psoriasis  arthritis,  pyoderma  gangrenosum,  acne  and  hidradenitis  suppurativa.
© 2020  Sociedade  Brasileira  de  Dermatologia.  Published  by  Elsevier  España,  S.L.U.  This  is  an
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Introduction

Suppurative  hidradenitis  is  a  chronic  inflammatory  skin  dis-
ease  with  pathophysiology  based  on  follicular  occlusion

of  the  pilosebaceous  unit  and  innate  deregulated  immune
response.1,2
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Suppurative  hidradenitis  and  acne  may  be  essential
omponents  of  the  auto-inflammatory  syndromes  which
re  described:  Pyoderma  gangrenosum,  Acne  and  Pyo-
enic  Arthritis  (PAPA),  pyoderma  gangrenosum,  acne  and
idradenitis  suppurativa  (PASH),  Pyoderma  gangrenosum,
cne,  Pyogenic  arthritis  and  Hidradenitis  Suppurativa
PAPASH)  and  Pyoderma  gangrenosum,  Acne  and  Spondy-
oarthritis  (PASS).  Recently  it  was  added  to  the  spectrum  the
yndrome  composed  of  Psoriatic  Arthritis,  Pyoderma  gan-
renosum,  Acne  and  Hidradenitis  Suppurativa  (PsAPASH)  and
yoderma  gangrenosum,  Acne  and  ulcerative  Colitis  (PAC).3

Auto  inflammatory  syndromes  are  defined  by  an  aberrant
nnate  immune  system  and  absence  of  circulating  autoan-

ibodies  and  autoreactive  T-cells  and  it  is  believed  that
ecurrent  episodes  of  neutrophilic  inflammation  are  medi-
ted  by  interleukin  1.4 The  symptoms  are  usually  severe
nd  may  not  respond  to  standard  treatments  and  thus  have
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Figure  2  Lesions  suggestive  of  pyoderma  gangrenosum  in  the
left breast:  ulcers  with  violaceous  and  undermined  borders.
04  

evastating  physical  and  psychological  consequences  for  the
ffected  patients.5

ase report

 22  year-old  female  patient  reported  painful  lesions  in  the
rmpits  3  years  later  with  dissemination  to  the  groin  and
reasts.  One  year  ago,  acne  lesions  appeared  in  addition  to
ower  limb  ulcers  and  scaly  lesions  on  the  scalp  appeared
or  3  months  and  were  referred  to  our  HULW  Dermatology
ervice.  He  also  reported  joint  pains  in  hands,  wrists,  knees
nd  lumbar  spine  with  morning  stiffness  of  30  min.

At  the  examination  he  had  Grade  2  acne  on  the  face;
bscesses,  fistulae  and  fibrosis  in  armpits  and  groin  compa-
ible  with  Hurley’s  Grade  III  suppurative  hidradenitis;  scaly
rythematous  scaly  plaques  suggestive  of  psoriasis  and  pseu-
otinha  amiantácea;  and  purulent  painful  nodules  and  ulcers
ith  violaceous,  protruding  and  undermined  left  breast  ten-
rils  suggestive  of  pyoderma  gangrenosum  (Figs.  1---4).

The  patient  was  medicated  with  capillary  solution  of
alicylic  acid  and  betamethasone  dipropionate  and  antise-
retory  shampoo,  in  addition  to  clindamycin  300  mg  every

 h  and  metformin  500  mg  twice  daily.
The  anatomopathological  fragment  of  the  scalp  revealed

pidermis  with  psoriasiform  acanthosis,  paraaceratosis,
ypogranulosis  and  intracranial  microabscesses,  a dermis
ith  inflammatory  infiltrate  of  the  perivascular  lymphohis-

iocytic,  compatible  with  psoriasis.  Already  the  fragment
f  the  left  breast  showed  cutaneous  ulcer  with  dense  and
iffuse  mixed  inflammatory  infiltrate,  with  abscessed  foci,

ocal  areas  of  necrosis  and  frequent  leukocytoclasia.

He  presented  laboratory  tests,  such  as  non-reactive  FAN,
HS  54,  Negative  Rheumatoid  Factor,  serologic  tests  for

igure  1  Injuries  suggestive  of  hidradenitis  suppurativa  in  the
xilla: nodules,  scars  and  fibrosis.

F
o

H
o
d
r
r
p

igure  3  Erythematous  scaly  lesions  on  the  scalp  suggestive
f psoriasis.

epatitis  B  and  C  negative,  PPD  0  mm,  Chest  X-Ray  with-
ut  changes.  Based  on  the  CASPAR  criteria,  it  presents  a
iagnosis  of  psoriatic  arthritis  (peripheral  arthritis,  cur-

ent  psoriasis  and  negative  rheumatoid  factor),  and  was
eferred  to  the  Rheumatology  department  for  interdisci-
linary  follow-up.
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Figure  4  Ulcerated  cicatricial  lesion  in  lower  left  limb  of  pyo-
derma  gangrenosum.
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Figure  5  Lesions  in  the  left  axilla  presenting  improvement  of
the picture  after  2  months  of  use  of  Adalimumabe  SC.

The  patient  did  not  present  improvement  with  initial
treatment  and  then  started  using  Adalimumab  in  a  scheme

for  hidradenitis  suppurativa  and  presented  an  important
improvement  of  the  picture  at  the  consultation  after  2
months  (Figs.  5  and  6),  evidenced  by  the  decrease  in  Sar-
torius  score  (underarm,  previous:  55,  after  2  months:  49).
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igure  6  Lesions  in  the  left  breast  presenting  improvement
f the  picture  after  2  months  of  use  of  Adalimumabe  SC.

The  schedule  was  performed  with  4  syringes,  subcuta-
eously,  of  Adalimumab  (40  mg)  at  week  0  and  2  syringes  at
eek  2  (induction  phase),  followed  by  1  syringe  every  7  days

maintenance  phase).  The  same  goes  on  regular  quarterly
onitoring  in  our  service.

iscussion

uppurative  hidradenitis  is  a  chronic  inflammatory  disease  of
he  skin,  clinically  defined  by  nodules  and  recurrent  painful
bscesses  that  lead  to  the  formation  of  fistulas,  nodules  and
cars.  It  occurs  in  1%  of  the  population,  is  more  frequent  in
omen  and  tends  to  resolve  at  menopause.6

Locally  recurring  lesions  may  be  excised  or  treated  with
 laser.  Disseminated  lesions,  however,  can  be  treated  with
adical  surgery,  topical  or  systemic  antibiotics  (tetracycline
r  clindamycin  with  rifampicin),  oral  retinoids,  dapsone  and
iological  agents  (adalimumab  and  infliximab).  Pain  mana-
ement,  weight  loss,  tobacco  abstinence  and  treatment  of
uperinfections  are  also  important  recommendations  for  all
atients.7

Suppurative  hidradenitis  associated  with  autoinflamma-
ory  syndromes  is  often  severe  (Hurley  II,  III)  and  does  not
espond  to  many  of  the  usual  treatments.8

Because  of  the  likely  common  pathogenesis  involving
L-1-induced  inflammation,  collective  experiments  to  date
ndicate  that  IL-1  and  TNF-targeted  therapies  represent  the
ost  successful  treatment  solution  for  prolonged  remis-

ion.  TNF-blocking  agents,  adalimumab  and  infliximab,  have
chieved  good  control  of  suppurative  hidradenitis  lesions

nd,  thus,  reinforce  the  role  of  a  deregulated  innate  immune
esponse  in  the  disease  pathogenesis.3

The  autoinflammatory  syndrome  composed  of  the  asso-
iation  of  psoriatic  arthritis,  pyoderma  gangrenosum,  acne
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nd  hidradenitis  suppurativa  (PsAPASH)  was  described  in
015  and  there  was  no  other  similar  description  in  the
iterature.7 As  in  the  case  described,  our  patient  was
reated  with  Adalimumab  and  presented  in  remission  of  the
isease.

No  genetic  mutation  associated  with  PsAPASH  has  yet
een  identified,  but  the  other  syndromes  are  associated  with
he  genetic  mutation  in  the  coding  region  of  PSTPIP1  as  well
s  with  increased  repetitions  of  CCTG  in  the  promoter  region
f  PSTPIP1,  leading  to  its  deregulation  and  predisposition  to
utaneous  neutrophilic  inflammation.9

Thus,  it  is  very  important  that  dermatologists  know  about
utoinflammatory  syndromic  hidradenitis,  including  typical
esions  of  pyoderma  gangrenosum,  hidradenitis  suppurativa,
soriasis  and  acne,  and  laboratory  findings  suggestive  of
ystemic  inflammation  to  establish  clinical  prevalence  and
arly  treatment.7
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