
C
A

SE

 A
N

D

 R
E
SE

A
R

C
H

 L
E
T

T
E
R

S

 

8
1

9
.

 L
a
h
m

a
m

 B
e
n
n
a
n
i

 Z
,

 E
l

 F
e
k
ih

 N
,

 B
a
cco

u
ch

e

 D
,

 K
h
a
le

d

 A
,

 Z
a
g
la

o
u
i

F,
 F

a
za

a

 B
.

 [A
u
to

im
m

u
n
e

 p
ro

g
e
ste

ro
n
e

 d
e
rm

a
titis].

 A
n
n

 D
e
rm

a
-

to
l

 V
e
n
e
re

o
l.

 2
0
1
2
;1

3
9
:8

3
2
---5

.

1
0
.

 R
o
sa

to

 

E
,

 

F
a
rris

 

M
,

 

B
a
stia

n
e
lli

 

C
.

 

M
e
ch

a
n
ism

 

o
f

 

a
ctio

n

 

o
f

u
lip

rista
l

 a
ce

ta
te

 fo
r

 e
m

e
rg

e
n
cy

 co
n
tra

ce
p
tio

n
:

 A

 syste
m

a
tic

re
vie

w
.

 F
ro

n
t

 P
h
a
rm

a
co

l.

 2
0
1
5
;6

:3
1
5
.

S.

 O
sco

z-Ja
im

e
,
a
,
∗

M
.

 L
a
rre

a
-G

a
rcía

,
a

M
.J.

 M
itx

e
le

n
a
-E

ce
iza

,
a

N
.

 A
b
iá

n
-F

ra
n
co

b

a
Se

rv
icio

 d
e

 D
e
rm

a
to

lo
g
ía

,
 C

o
m

p
le

jo

 H
o
sp

ita
la

rio

 d
e

N
a
v
a
rra

,

 P
a
m

p
lo

n
a
,

 N
a
v
a
rra

,
 E

sp
a
ñ
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Figure  2  generalized  erosions  on her  trunk.

followed  up  by  the  palliative  care  unit.  Sshe died  due  to
multiple  organ failure  nine  months  later.

Discussion

Multiple  structural  and  functional  alterations  in  the  echocar-
diogram  have  been  reported  in  RDEB  patients  including
dilated  aortic  root,  left ventricular  hypertrophy,  dilata-
tion  and  dysfunction,  increased  left ventricular  mass  and
depressed  right  ventricular  systolic  function.3

DC  usually  appears  in cases of severe  generalized  RDEB.
The  most  common  EB  subtypes  associated  with  DC  are  RDEB
and  junctional  EB-non-Herlitz.4---6

The  age  at diagnosis  of DC  in RDEB  ranges  from  2  to
28  years,  with  a variable  ejection  fraction  from  9  to  45%.
Mortality  rate  varies  from  30-60%  and death  usually  occurs
within  the first  3 months  after  diagnosis  of DC.  DC  is
usually  detected  at an advanced  stage  with  low  ejection
fraction.2---6

Development  of  DC  in RDEB  is due  to  multifactorial  dis-
orders.  Contributor  factors  may  include  chronic  anaemia,
iron  overload,  poor  nutritional  status,  albumin  and carni-
tine  low  levels, selenium  and zinc deficiency,  cardiotoxic
drugs,  viral  infections,  inflammatory  conditions,  structural
defects  in myocardium,  chronic  renal  insufficiency  and
hypoaminoacedemia.4---6 To  date there  is  no evidence  of
mutation  in type  VII  collagen  or  the basement  membrane
zone  in  the  pathogenesis  of  DC.5

Figure  3  cardiomegaly  and  findings  of  acute  pulmonary

oedema.

History  of prior  viral  infection  is  usually  associated  with
a  more  favourable  outcome.4 We  suggest  that  our  patient
presented  DC  due  mainly  to  chronic  anaemia,  iron  overload
and  nutritional  deficiency.  Viral  infection  of  the  upper  respi-
ratory  tract  was  the  trigger  for  the development  of heart
failure  and  death.

In  conclusion,  a  RDEB  patient  who  develops  influenza-like
illness  and  fever  requires  an urgent  cardiac  evalua-
tion  including  electrocardiogram,  chest  radiograph  and
echocardiogram.  Screening  laboratory  evaluations  are  also
necessary  including  albumin,  carnitine,  selenium,  zinc  and
haemoglobin  levels  and  viruses  serology.5,6 A complete  drug
history  is  essential.4 An  early  diagnosis  and  treatment
can  delay  clinical  progression  and  reduce  morbidity  and
mortality.4---6
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