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and supervise herbal shops with 

regard to the safety, preparation, 

storage, and dispensing.
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To the Editor: Cutis laxa (CL) is 

a group of inherited and acquired 

disorders characterized by loose 

and redundant skin with reduced 

elasticity.1 Autosomal dominant, 

autosomal recessive, and X-linked 

recessive patterns have been noted in 

the inherited forms.2-4 The autosomal 

dominant form has a benign course; 

primarily, skin involvement is 

present, with few, if any, systemic 

complications, and a normal life 

expectancy. It can be caused by 

mutations in the elastin gene, but 

molecular heterogeneity cannot 

be excluded.2,3 Type I autosomal 

recessive CL is characterized 

by pulmonary emphysema, 

umbilical and inguinal hernias, and 

gastrointestinal and vesico-urinary 

tract diverticula, and has the poorest 

prognosis. The Type II recessive 

form is called CL and is associated 

with joint laxity and developmental 

delay.4 The histopathology of the 

skin in patients with CL reveals 

loss and/or fragmentation of elastic 

fibers.5,6 All forms are very rare 

and no precise data about their 

prevalence are available.

We report an eight-year-old 

boy with congenital CL with 

umbilical and paraumbilical hernias, 

emphysema, and pulmonary 

artery branch stenosis. The child 

presented with fever and cough of 

seven days duration  and four days 

of breathlessness of days duration. 

He was receiving treatment from a 

private practitioner, but was referred 

for increasing breathlessness. There 

was a history of recurrent episodes 

of cough and breathlessness since 

infancy, with an increase in the 

frequency and severity of the 

episodes in the past year. The patient 

had responded to oral medications in 

earlier episodes. This was the third 

child of nonconsanguineous parents 

with no similar family history. Early 

development was normal and the 

child was currently in the third 

grade and school performance was 

average. Increased laxity of the skin 

had been noticed six months of age, 

but a dermatology opinion was not 

sought. There was no history of skin 

rash or reaction to any drugs in the 

past. On examination, the child was 

febrile and had respiratory distress 

with intercostal and subcostal 

retractions. The respiratory rate was 

88/min, heart rate 128/min, and 

blood pressure 100/70 mm Hg. 

There was no cyanosis or clubbing. 

The face had a senile appearance 

with an antimongoloid slant and 

slightly everted nostrils. The skin 

was loose and hanging in folds 

over the dorsum of the trunk and 

wrinkled over the face and on the 

dorsum of the hands. There was a 

left-sided, reducible, inguinal hernia 

and a small paraumbilical hernia 

(Figures 1 and 2); there was no laxity 

of joints. The weight and height were 

20.5 kg and 118.5 cm, respectively, 

both at the fifth percentile for that 

age. Chest examination revealed 

an increased anteroposterior 

diameter with a Harrison sulcus. 

Rhonchi and coarse crepitations 

were heard bilaterally. There was 

Figure 1. Senile appearance of the face, 
everted nostril, wrinkling over the dorsum 
of the hands, left-sided inguinal hernia, 
and small paraumbilical hernia.
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no cardiomegaly; first and second 

heart sounds were heard normally. 

A Grade II ejection systolic murmur 

was heard in the pulmonary area. 

Examination of the abdomen 

revealed a palpable liver, 2 cm below 

the right costal margin, and a just-

palpable spleen. Other systems were 

normal.

Tests showed a hemoglobin of 12 

g/dL, a total WBC count of 7800/

mm3 with a differential count of 

polymorphs of 78%, lymphocytes of 

20%, and eosinophils of 2%. A chest 

x-ray showed emphysema with 

patchy opacities in the right lower 

zone ( Figure 3). Arterial blood gases 

showed no hypoxemia. There was 

no right ventricular hypertrophy 

on electrocardiography. Two-

dimensional echocardiography 

showed stenosis of both the 

right and left pulmonary arteries. 

The child was treated with 

Figure 3. Chest x-ray showing emphysema.

Figure 2. Laxity of skin.

bronchodilators and antibiotics 

and was discharged after seven 

days. However, he was readmitted 

two weeks later for repair of his 

left inguinal hernia. Postoperative 

recovery was uneventful.

The diagnosis of a CL syndrome 

is based on clinical assessment of 

the typical skin features and the 

associated extracutaneous findings. 

In our patient, there was no history 

of any similar problem in any of the 

family members, thus ruling out an 

autosomal dominant inheritance. 

He had no history of developmental 

delay nor did he have any joint 

laxity, as described for Type II 

recessive CL; our patient probably 

suffered from the Type I recessive 

form. He had the characteristic 

cutaneous abnormalities described 

in all the varieties of CL. 

Additionally, he had paraumbilical 

and inguinal hernias, pulmonary 

emphysema, and stenosis of the 

right and left pulmonary arteries. 

Cardiopulmonary abnormalities are 

common in Type I recessive CL and 

are the main factors to determine 

the prognosis and life expectancy. 

Pulmonary emphysema, cor 

pulmonale, and right-sided heart 

failure caused by pulmonary 

disease have been commonly 

described. Various cardiovascular 

abnormalities including aortic 

aneurysm, pulmonary artery 

multiple branch stenosis, as in 

our patient, and pulmonary valve 

stenosis have been reported with 

this form of congenital CL.1,7,8
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RE: Extracorporeal 
circulatory systems in 
the interhospital transfer 
of critically ill patients: 
experience of a single 
institution
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To the Editor: The authors 

presented a therapy for patients 

with acute cardiopulmonary 

failure of gaining interest,1 since 

several portable technologies 

for cardiopulmonary support 

have become available. However, 

the different technologies focus 

on different clinical indications 

and are suitable for different 

clinical strategies in providing 

extracorporeal cardiopulmonary 

support in emergency care. The 

aim of this letter is to highlight 

the key differences of the various 

systems and to indicate the most 

promising of these appealing new 

technologies that have the potential 

to markedly change the current 

treatment modalities for acute 

cardiopulmonary failure. 

The clinical value of mechanical 

support as the optimal treatment 

for patients with acute circulatory 

failure currently is under intensive 

debate. As a result, current guidelines 

for the use of aortic counter 

pulsation in acute circulatory failure 

are questioned.2 Advanced systems 

for mechanical circulatory support 

such as ECMO (extracorporeal 

membrane oxygenation) or 

percutaneously implantable heart-

ling transplant systems have been 

established for emergency support 

of post-operative patients inside 

heart centers with circulatory 

or pulmonary failure.3 These 

systems are ready for use after 30 

to 45 minutes, require specialized 

technical personal for the set up as 

well as operation, are not qualified 

for patient transport, but are often 

designed to provide long-term 

cardiopulmonary support. Recently, 

short-term mechanical circulatory 

support more often is used in 

cardiogenic shock that can become 

manifest in a very rapid and often 

transient loss of circulation.4,5

With novel techniques of mobile, 

easy to use heart lung support 

systems like LIFEBRIDGE B2T 

(Lifebridge Medizintechnik AG, 

Ampfing, Germany) it is possible 

to provide full cardiopulmonary 

support within several minutes 

after the patients shows first signs 

of circulatory crisis.6 The major 

advantage of this modular system 

(Figure 1) is that it can be applied 

very quickly and that it can be 

with access at any time and at any 

location where circulatory crisis 

occurs. A recent analysis of patients 

with acute coronary syndrome and 

cardiogenic shock by the “Euro 

Heart Survey” registry did find, 

that in the vast majority of events 

(71%) the circulatory crisis occurs 

in the hospital; the patient often 

does reach the hospital or already 

is hospitalized and “crashes” inside 

the hospital, where advanced health 

care such as circulatory support 

can be provided. In case of acute 

circulatory failure the rapid access 

of this emerging technology is of 

key value and it has been shown 

that it has a high impact on the 

survival of the treated patients.7 

The integrated safety features 

and the semi-automated priming 

sequence of the system allows 

trained personal on intensive care 

units, in the emergency room or 

cath lab to quickly regain sufficient 

circulation together with sufficient 

Figure 1. Modular configuration of the LIFEBRIDGE  system: the 
base module (white), the stand alone, portable control module 
(red) and the patient module (grey, disposable).
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