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Juvenile dermatomyositis and
pneumomediastinum: a case of a
very rare complication

Dear  Editor,

Juvenile  Dermatomyositis  (JDM)  is  a systemic  autoimmune
myopathy  that  affects  mostly  the muscles  and skin.  It  usu-
ally  manifests  with  nonspecific  systemic  signs preceding
typical  symptoms  of  the  disease  mainly symmetrical  prox-
imal  muscular  weakness  and  pathognomonic  skin  lesions,
i.e.  heliotrope  and  Gottron  papules.  Idiopathic  inflamma-
tory  myopathies  are  rare  in the pediatric  group  of  which  the
most  prevalent  is  JDM.1 Spontaneous  pneumomediastinum
(PNM)  associated  with  Dermatomyositis  (DM)  is  even  rarer,
with  81  cases  reported  overall,2 2 of  those  in children.3,4

We  report  the case  of  a  10  year-old  caucasian  boy,
who  presented  to  the emergency  room  with  an eight-
month  history  of  fever,  photosensitivity,  cutaneous  lesions
on  hands  and  face,  arthralgia,  proximal  muscular  weakness,
significant  weight  loss  (10  kg),  dyspnea  on  minimal  exer-
tion  and  dysphonia.  The  patient  was  previously  healthy,
with  no  personal  history  of pulmonary  disease  or  tuber-
culosis.  Initial  physical  examination  showed  tachycardia,
tachypnea,  decreased  breath  sounds  at pulmonary  bases
and  diffuse  crepitations.  He  also  had  heliotrope  and Got-
tron’s  papules  (on  the hands,  elbows  and knees),  malar
rash,  Raynaud’s  phenomenon,  and  arthritis  in the 3rd

right  proximal  interphalangeal  joint  (Fig.  1).  The  Child-
hood  Myositis  Assessment  Scale(CMAS)  score  (which  assesses
the  patient’s  overall  muscular  strength,  with  a  maximum
score  of  52)  was  15.  Laboratory  work-up  showed  elevated
muscle  enzymes  (creatine  phosphokinase  and  aspartate
aminotransferase),  negative  anti-nuclear  antibody,  neg-
ative  antibodies  to  extractable  nuclear  antigens  (ENA),
negative  double-stranded  native  DNA  and  negative  anti-
neutrophil  cytoplasm  antibody  (ANCA).  Specific  myositis

antibodies  were  unavailable  for testing.  Based  on  the pre-
sumed  diagnosis  of  JDM, he received  intravenous  pulse
of  methylprednisolone  and  subcutaneous  methotrexate.
On  the first  day  of  hospitalization,  the patient  suddenly
developed  cough,  worsened  respiratory  distress  and  palpa-
ble cervical  emphysema.  An  urgent  computed  tomography
scan  showed  bilateral  mild  pneumothorax,  extensive  PNM
with  subcutaneous  emphysema  and  bilateral  pulmonary
consolidations,  more  prominent  in bases,  associated  with
ground-glass  attenuation  areas  (Fig.  2). Treatment  was
with  conservative,  as  well  as  broad  spectrum  antibiotics
due  to  impossibility  of exclude  infection,  but  respiratory
distress  worsened  at day fifteen.  Intravenous  immunoglob-
ulin  was  administered,  with  no  response,  and  he also
started  sulfamethoxazole  +  trimethoprim  due  to  leukopenia.
The  patient  was  submitted  to  orotracheal  intubation  and
drainage  of  PNM,  with  no  significant  improvement.  By this
time,  pneumothorax  had  improved  just  with  conservative
measures.  However,  despite  mechanical  ventilation  support
and management  of shock  the  refractory  hypoxemia  contin-
ued  and he  died  after  23  days  of  hospitalization.

Although  JDM  affects  primarily  the muscles  and skin, it
can involve  many  tissues  and  organs,  including  the lungs.2,5---7

Lung  disease  can  present  as  aspiration  pneumonia,  inter-
stitial  lung  disease  (ILD)  or  respiratory  muscle  weakness.5

There  are  limited  data  regarding  the  occurrence  of  PNM in
JDM  due  to  its  rarity;  its  frequency  in adults  with  inflam-
matory  myopathies  varies  in the  literature,  but  the  largest
cohort  reported  a  prevalence  of  2.2  %.5 Risk  factors  for
the  occurrence  of  PNM in DM are:  history  of ILD,  early  age
of  onset  (below  twenty  years  old),  cutaneous  vasculopa-
thy,  normal  or  slightly  increased  levels  of  muscle  enzymes
(amyopathic  dermatomyositis),  previous  use  of  glucocorti-
coids  and  the presence  of  anti-MDA52.  There  is  no  data  for
risk  factors  in JDM. The  findings  on  his  CT-scan  were  also
suggestive  of  ILD,  although  infection  was  an important  dif-
ferential  diagnosis.  The  main  risk  factor  for DM-associated
PNM  is the presence  of  ILD,  with  a  prevalence  of  10---43 %
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Fig.  1  Gottronś papules  over  the elbows  (left).  Gottronś  papules  on the  hands  (middle).  Heliotrope  (right).

Fig.  2  Bilateral  pneumothorax,  extensive  PNM  with  subcutaneous  emphysema  and  bilateral  consolidations,  ground-glass  attenu-

ation areas.

in  adult  patients2;  in pediatric  patients,  Sato  et al. recently
reported  a  prevalence  of 27.6  %.7 ILD was  diagnosed  in all
patients  with  DM-associated  PNM,2,5,6 and  while  ILD  is con-
sidered  a  poor prognostic  factor,2,5,6 isolated  spontaneous
PNM  did  not  correlate  with  increased  mortality.5 The  global
mortality  rate  of DM-associated  PNM is  37.5---52.5  %.2 There
is  no  standardized  treatment  for DM-associated  PNM.  In most
cases,  initial  treatment  was  high-dose  methylprednisolone,
followed  by numerous  immunosuppressors.2,5,6

This  case  is  the third pediatric  case  reported  -  previous
cases  were  a  eleven-year  old  girl and a  nine-year  old  boy.3,4

All  three  cases  had  a  delayed  diagnosis  of  JDM, varying
between  six  and fourteen  months.  Corticosteroid  treatment
was  introduced  in  all  three  cases,  with  significant  improve-
ment  in  JDM  and  PNM  in the  two  cases  described  above,  but
a  poor  outcome  in  ours.  In  all  three  cases,  there  was  conco-
mitant  pulmonary  disease.  Romanelli  et al.3 considered  it
pulmonary  infection  secondary  to  immunosuppression;  in
our  case,  though  suggestive,  the diagnosis  of ILD was  not

possible because  we  didn’t have enough  time  to  confidently
rule  out infection.

ILD  is  an  important  risk  factor  for  the onset  of  PNM,  and
those  two  complications  combined  are  responsible  for  a high
mortality  rate  in  patients  with  DM.2,5,6 As  there  is  no  data
related  to  PNM  in JDM, the extrapolated  data  from  adult
studies  is  important  for  the  identification  and  management
of  patients  at risk.  Thus,  we  stress  the importance  of  con-
sidering  the  diagnosis  of JDM  and  its  complications  in the
presence  of proximal  muscle  weakness  and  nonspecific  res-
piratory  symptoms  All  children  already  diagnosed  with  JDM
must  have  a  thorough  evaluation  for  subjacent  lung  disease.
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Severe asthma intervention in adult
obese  patients

Dear  Editor,

Obesity  and  asthma  are prevalent  disorders,  both  with  an
important  impact  on  public  health.1 A meta-analysis  of
seven  prospective  studies  found  a  relationship  between  obe-
sity  and  asthma:  incident  asthma  OR  in  overweight  and
obese  groups  was  1.5 and  1.9,  respectively,  when  compared
to  the  normal  weight  group.1 In fact,  obese  patients  have  an
increased  risk  of  asthma,  and  obese  asthmatics  have  even
more  symptoms,  frequent  and severe  exacerbations  and
worse  response  to asthma-specific  therapies.1---4 Weight  loss
has  been  proposed  as  essential  in these  patients,  where  up
to  5---10%  of  weight  loss  is  associated  with  improved  asthma
control  and  quality  of  life.1,5 In this way,  bariatric  surgery  is
considered  as  the key  option  to  promote  a substantial  weight
loss.6---8

Here,  we  report  the case  of  an obese adult  woman  who
presented  with  severe  allergic-predominant  asthma,  who
really  improved  her symptoms  and frequency  of  exacerba-
tions  following  bariatric  surgery.  However,  she  developed  a
psychiatric  disorder  due  to  the non-acceptance  of  her  new
body  image.

A  thirty-eight-year-old  woman  was  referred  to  a  pul-
monology  department  because  of severe  uncontrolled
steroid-dependent  asthma.  She  had frequent  cough,  short-
ness  of  breath,  wheezing  and recurrent  exacerbations.  She
had  other  comorbidities,  like  obesity  (BMI 38), gastroe-
sophageal  reflux  disease  (GERD)  and  chronic  rhinosinusitis.

The  patient’s  comorbidities,  exposure  to  allergens  or  other
harmful  agents,  as  well  as  adherence  and the appropri-
ate  use  of  current  treatment  were assessed.  After  the
evaluation,  weight  loss  was  proposed  and  proton  pump
inhibitors  and  intranasal  corticosteroids  were  prescribed.
Asthma  treatment  was  reviewed  and  optimized  (with  reduc-
tion  of systemic  corticosteroids  (SC),  high-dose  inhaled
corticosteroids  (ICS)  and long-acting  beta  2-agonists  (LABA),
long-acting  muscarinic  antagonists  (LAMA),  leukotriene
receptor  antagonists  (LTRAs)).  However,  the  patient  contin-
ued  to  have  uncontrolled  asthma.

The  patient  had  reduced  lung function (FEV1  63%  pred,
Tiffeneau  index  61),  atopy  (skin  prick  test  positive),  IgE
454  kU/L  and blood  eosinophils  count  of  890  cells/l.  Based
on  this,  anti-IgE  treatment  (omalizumab  525 mg,  SC  each  2
weeks)  was  started.

Over  the  next  four years  (Fig.  1), the patient  was  asymp-
tomatic,  had  a total  CARAT  score  of  22  (9 +  13),  decreased
blood  eosinophil  count  (260  cells/l),  improved  respiratory
function  tests  (FEV1  87%  pred),  showed  a  clear  decrease  in
the  number  of exacerbations  and  did not  report  the need
for  systemic  therapy  with  corticosteroids.  After  that, the
patient  had  progressively  worse  asthma  control,  despite
using  specific  asthma  therapy.  Thus,  the  patient’s  comor-
bidities,  exposure  to  allergens,  as  well  as  adherence  and  the
appropriate  use  of  current  treatment  were  re-evaluated.
The  patient  gained  weight,  reaching  BMI  of  40  kg/m2. She
was  diagnosed  with  moderate  obstructive  sleep apnea  (OSA)
syndrome  (apnea-hypopnea  index  of  20.3  events/h)  and
automatic  positive  airway  pressure  (APAP)  therapy  was
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