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Acquired Jeune s Syndrome 

 
Jeune s syndrome, also known as asphyxiating thoracic dysplasia, is a type of thoracic 
dystrophy with severe narrow thorax leading to respiratory distress and even death in its 
more severe form. Jeune s syndrome either is congenital (autosomal recessive) or 
acquired. The acquired form of Jeune s syndrome was described in 1996 in children who 
had undergone repair of pectus excavatum chest wall deformity utilizing the traditional 
open (Ravitch) approach with subperichondrial resection of deformed cartilages and 
transverse osteotomy performed too early an age (less than four years of age). 
Permanent impairment of normal chest wall growth and subsequent restriction of lung 
expansion during respiration creates this type of acquired form of the disease. Years 
later after the primary procedure for pectus these children developed progressive 
dyspnea with mild exertion associated to restrictive pulmonary function tests with forced 
vital capacity (FVC) of 30-50% and forced expiratory volume in one second (FEV1) of 
30-60% of predicted values. This acquired restrictive thoracic dystrophy is due to an 
aggressive resection of the involved deformed cartilages including the second costal 
cartilage. This complication does not occur using the actual minimally invasive repair of 
pectus excavatum (Nuss technique). Diagnosis is done using pulmonary function tests 
and three-dimensional CT reconstruction of the chest. Management of acquired Jeune s 
syndrome includes displacing the sternum forward with a splint or median sternotomy 
with interposition of autologous rib grafts to increase the chest wall diameter (Weber 
technique). Substantial improvement in PFT and clinical symptoms can be achieved with 
the sternal split technique though long-term evaluation is awaiting results.    
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Metal Allergy 

 
Jewelry, dental and surgical implants from craniofacial, orthopedic, neurosurgical and 
pediatric surgery physicians can lead to metal allergy in children. As many as 13% of 
patients are sensitive to nickel, cobalt or chromium. Metal allergy from nickel is the most 
common contact allergy in the United States and Europe. The classical symptom of 
dermatitis caused by nickel is a rash in the earlobes, periumbilical region or wrist 
resulting from contact with costume jewelry, buttons and zipper. Metal allergy is a typical 
delayed type IV hypersensitivity reaction caused by T-lymphocytes reaction. CD8 and 
CD4 cells cause cytotoxic and inflammatory response to the metal. Children with metal 
allergy usually elicit a past history of atopy including allergic rhinitis, asthma, eczema 
and urticarial rash. Metal allergies are frequently misdiagnosed as surgical infections. 
Symptoms of inflammation such as pain, warmth, erythema and swelling can be seen 
over the implant, including pericarditis and pleural effusion in those in a thoracic position. 
As a screening measure to determine if a child can or might develop metal allergy to an 
implant the following should be evaluated: 1- history of allergy to jewelry, orthodontic 
braces, metal buttons on clothing and food. 2- History of previous atopy and eczema. If 
any of the above indications are found, a dermal patch test should be performed. This 
patch test contains 23 allergens and allergen mixes that cause up to 80% of allergic 
contact dermatitis cases. Should the child be found to have metal allergy implants of 
titanium should be considered, since titanium does not produce allergic reactions but are 
more expensive.       
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PRETEXT 

 
The PRETEXT (PRE Treatment EXTent of disease) system was designed by the 
International Childhood Liver Tumor Strategy Group (SIOPEL) for staging and risk 
stratification of liver tumors, namely hepatoblastoma, hepatocellular carcinoma and 
epithelioid hemangioendothelioma. PRETEXT describes tumor extent before any 
therapy allowing different groups to have a more effective comparison in future studies. 
PRETEXT staging is based on Couinaud s liver segmentation grouping the liver into four 
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sections: segment 2 and 3 (left lateral section), segment 4a and 4b (left medial section), 
segments 5 and 8 (right anterior section) and segments 6 and 7 (right posterior section). 
The PRETEXT number is derived by subtracting the highest number of contiguous liver 
sections that are not involved by tumor from four. PRETEXT also utilizes other criteria 
such as involvement of the caudate lobe (designated C), involvement of the inferior 
vena cava or hepatic veins (V), involvement of the portal veins (P), extrahepatic 
abdominal disease (E) and distant metastasis (M). Other high risk criteria include tumor 
rupture or intraperitoneal hemorrhage at diagnosis (H1) and alpha fetoprotein levels 
below 100 ug/L. In PRETEXT I one section is involved and three are free. This group 
includes only a small portion of all cases. In PRETEXT II one or two sections re 
involved, but two adjoining sections are free. They are limited to the right lobe or left 
lobe of the liver.  In PRETEXT III two or three sections are involved and no two 
adjoining sections are free. The unifocal tumors in this category spare only the left lateral 
or right posterior section. This group is relatively common. In PRETEXT IV all four 
sections are involved. Involvement of the caudate lobe is a potential predictor of a poor 
outcome. Extrahepatic disease refers to diaphragm involvement, peritoneal seeding, 
ascites and abdominal lymph node metastasis. Distant metastasis is manly to the lung.   
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