
   

Revista Portuguesa de Pneumología

ISSN: 0873-2159

sppneumologia@mail.telepac.pt

Sociedade Portuguesa de Pneumologia

Portugal

Hochhegger, B.; Camargo, S.; Marchiori, E.

Pulmonary calcified masses and gastric tumor: Incomplete Carney’s triad

Revista Portuguesa de Pneumología, vol. 23, núm. 6, 2017, pp. 372-373

Sociedade Portuguesa de Pneumologia

Lisboa, Portugal

Available in: http://www.redalyc.org/articulo.oa?id=169754669017

   How to cite

   Complete issue

   More information about this article

   Journal's homepage in redalyc.org

Scientific Information System

Network of Scientific Journals from Latin America, the Caribbean, Spain and Portugal

Non-profit academic project, developed under the open access initiative

http://www.redalyc.org/revista.oa?id=1697
http://www.redalyc.org/revista.oa?id=1697
http://www.redalyc.org/articulo.oa?id=169754669017
http://www.redalyc.org/comocitar.oa?id=169754669017
http://www.redalyc.org/fasciculo.oa?id=1697&numero=54669
http://www.redalyc.org/articulo.oa?id=169754669017
http://www.redalyc.org/revista.oa?id=1697
http://www.redalyc.org


372  LETTERS  TO  THE  EDITOR

Pulmonary calcified masses and
gastric tumor: Incomplete
Carney’s triad

Dear  Editor,

A  31-year-old  woman  presented  with  a  6-month  history

of  dyspnea  and  posterior  chest  pain. Chest  radiography

demonstrated  the presence  of  two  round  calcified  pulmo-

nary  lesions.  Results  of  physical  examination  and  laboratory

tests  were  normal.  Chest  computed  tomography  (CT)  sho-

wed  a  well-circumscribed  mass measuring  6  ×  4 cm  and

a  nodule  with  a  diameter  of 3  cm,  both  heavily  calci-

fied  (Fig. 1A and B).  Thoracostomy  was  performed  with

pulmonary  segmentectomy  and  resection  of both  lesions.

Microscopically,  the  tumors  corresponded  to  a  benign  car-

tilaginous  neoplasm,  compatible  with  chondroma  (Fig.  1C).

Abdominal  CT showed  an exophytic  gastric  lesion  (Fig.  1D).

Laparoscopy  with  gastric  biopsy  demonstrated  that  this

lesion  was  a  gastrointestinal  stromal  tumor  (GIST).  Total

gastrectomy  was  performed.  The  patient  was  discharged  in

good  condition.  No  evidence  of  recurrence  was  detected  at

a  3-year  follow-up  examination.

Carney  triad  is  a rare  syndrome  that  involves  GIST,  pul-

monary  chondroma,  and extra-adrenal  paraganglioma.  The

diagnosis  of  Carney’s  triad  requires  the presence  of  at least

two  of  these  three  components.  Most  patients  have  two

tumors  on  presentation,  with  the most frequent  combina-

tion  being  GIST and pulmonary  chondroma.  This  form  of

the  disease  is  named  ‘‘incomplete  Carney  triad.’’1---4 Carney

triad  is generally  accepted  to  be  a genetic  disorder,  but  not

Figure  1  Chest  computed  tomography  shows  a  nodule  with  a  3-cm  diameter  (A)  and  a  well-circumscribed  mass  measuring  6 × 4 cm

(B), both  with  coarse  calcifications.  Microscopically,  the tumors  correspond  to  a  benign  cartilaginous  neoplasm  composed  of  well-

differentiated  chondrocytes,  compatible  with  chondroma  (C).  Abdominal  computed  tomography  (D)  demonstrates  an  exophytic

lobulated mass  in  the  gastric  wall  (arrows).

a  familial  disease,  as  it is  not  passed  on  from  generation  to

generation.  The  triad  predominately  affects  females  under

the age of 30.1,2,4

Pulmonary  chondromas  of the Carney triad  are  well-

differentiated  benign  cartilaginous  tumors.  However,  pre-

sentation  in  a  young  woman  suggests  the  possibility  of  the

future  development  of  additional  tumors,  indicating  scree-

ning  for  the other  features  of  the triad.2,5 GISTs  of  the

Carney  triad  are  often  multifocal,  but  occur  only  in the

stomach.  The  initial  symptoms  are  non-specific,  including

mainly  abdominal  pain,  gastrointestinal  bleeding,  anemia,

and  weight  loss.  Gastroscopy  with  biopsy  is  the investiga-

tion  of  choice.  Early  surgery  is  desirable,  as  this  tumor

is  insensitive  to  chemotherapy  and  radiotherapy.3 Para-

gangliomas  are  rare  neuroendocrine  tumors  arising  from

neural  crest---derived  chromaffin  cells.  Although  paragan-

gliomas  may  present  anywhere  along  the sympathetic

paraganglia  chains  from  the neck  to  the pelvis,  most

reside  intra-abdominally,  in the  superior  para-aortic  area.

Most  paragangliomas  of  the Carney  triad  are functio-

nal  and  become  locally  invasive.  Patients  with  symptoms

(e.g.,  hypertension,  flushing,  palpitations)  and  those  with

evidence  of  sympathetic  dysfunction  (e.g.,  urine  cate-

cholamine/metanephrine  positivity)  should be screened

radiologically  to  determine  paraganglioma  location.  Again,

surgery  is  the best  treatment.2,3

Because  GIST and  paraganglioma  have  malignant  bio-

logical  behaviors,  affected  patients  must  be monitored

regularly  to  guard  against  recurrence  and  distant  metasta-

sis.  Although  disease progression  is  indolent,  it  is  relentless,

occurring  despite  chemotherapy  and  surgical  treatment.

Mortality  in  patients  with  the  Carney  triad  can occur  due
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to gastrointestinal  hemorrhage,  metastatic  disease,  and

hypertensive  phenomena.  Surgical  resection  is  the only

curative  therapy  for  tumors  related  to  the Carney  triad.2

In  conclusion,  the  Carney  triad  must  be  considered  in

patients  with  pulmonary  chondromas.  These  patients  should

be  followed  closely  and  long  term  because  it is  presumed

that  they  remain  at risk  of the  development  of  other  tumors.
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