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Introduction
Biliary atresia (BA)

 a progressive obliterative cholangiopathy that affects intra- and extrahepatic bile ducts
 the etiology is unknown (genetic factors, immunological injury, viral infection, environmental factors)
 coexists with other congenital defects about 20% of cases
 the main indication of liver transplantation among infants

We report a case of a 8-month-old boy with a BA, situs viscerum inversus (SVI), polysplenia, absence of vena
cava inferior and background retinopathy

Case presentation
 Postpartum dextrocardia has been established
 The onset of the disease - after the first month of

life with vomiting, jaundice, acholic stools and
dark urine

 Laboratory tests - signs of cholestasis
 On further evaluation, he was found to have Ba,

SVI and background retinopathy
 Due to the progression of liver cirrhosis, the child

was directed to our transplantation center with
PELD score – 32

 On admission the physical examination revealed
jaundice, organomegaly and ascites

 Laboratory tests have shown advanced hepatic
failure (PT – 41s, INR – 2.2, aPTT – 52s,
albumin – 28g/l)

 Computed tomography scan (CT) – SVI, BA,
hepatosplenomegaly, polysplenia, the inferior
vena cava atresia with azygos communication,
with a drainage of iliac and renal veins to the
superior vena cava and the right atrium (fig. 1, 2)

Discussion and conclusion
In infants with BA, situs inversus and other structural
abnormalities (as polysplenia and absence of inferior
vena cava), liver transplantation can be successfully
performed. The vascular abnormalities and graft
positioning could present a technical challenge for
the surgical team
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 The cadaveric donor liver transplantation has been
performed. The graft was positioned in the left
upper quadrant. The left hepatic vein of the graft
was anastomosed to the right atrium (fig. 2, 3)

 During an uneventful postoperative period, the
hepatic function normalised

 The immunosuppressive regimen was based on
Tacrolimus and Methylprednisolone

 The child was discharged in a satisfactory
condition

Fig. 1 Fig. 2

Fig. 3 Fig. 4
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Introduction

 Wolman disease (WD) is an extremely rare autosomal recessive lysosomal storage disorder, caused by a

deficiency of lysosomal acid lipase (LAL), which leads to the accumulation of cholesteryl esters and

triglycerides in various tissues and organs

 WD is the most severe form of LAL deficiency and despite treatment, the clinical outcome is poor

 The symptoms get progressively worse and lead to life-threatening complications during infancy including

severe anemia, cachexia, liver failure

 We report a case of a 4-month-old girl suffering from WD

Case presentation
 The onset of the disease - after the first month of

life with feeding difficulties, poor weight gain,

progressive abdominal distention, vomiting and

failure to thrive.

 Examination at age of 4 months - cachexia, low

muscle tone, pallor, jaundice, hepatosplenomegaly

 Blood tests – hypoalbuminemia,

hyperfibrinogenemia, anemia, thrombocytopenia,

elevated activity of transaminases and bilirubin

levels, prolonged prothrombin time

 CT scan of the abdomen - hepatosplenomegaly

and bilateral symmetrically enlarged adrenal glands

with calcification

 The diagnosis (WD), suspected due to calcifications

of the adrenals, was confirmed by the identification

of LAL in peripheral leukocytes – 38 nmolMU/h/mg

(reference range 135-530), plasma chitotriosidase -

615 nmol/ml/h (5-60), splicing mutation

c.822+1G>A in the LIPA gene

 Both parents are heterozygotic carriers of the same

mutation

 The baby was admitted to our hospital with

symptoms of severe hepatic dysfunction

Discussion and conclusion
WD is a progressive disorder and usually it is fatal, with or without

active treatment. In our case, liver functions recovered after the

transplantation, but the accumulation of lipids continued irrespective

of the enzyme replacement therapy. Liver transplantation can be

considered for individuals who progress to cirrhosis and liver failure,

and requires further study.

 The living donor liver transplantation was performed -

the graft was retrieved from the mother. The patient

was hemodynamically stable during the operation.

The child was extubated on the first postoperative

day (POD). The postoperative period was uneventful.

Immunosuppressive regimen was based on

Tacrolimus and Methylprednisolone. Hepatic function

normalized. Invasive infections were not seen

 The child was discharged in a satisfactory condition

two months after the surgery and was transferred to

Clinic for Metabolic disorder to start an enzyme

replacement therapy (ERT) with Sebelipase alpha

(Kanuma). During the treatment weight loss and

vomiting persisted and a diarrhoea started

 Seven weeks after starting ERT the baby was

admitted in our hospital with symptoms of a severe

respiratory failure. Despite the supportive therapy,

the infant died a week later
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Introduction 
Wolman disease (WD) is an extremely rare autosomal recessive lysosomal 
storage disorder, caused by a deficiency of lysosomal acid lipase (LAL). 
Despite treatment attempts (enzyme replacement, parenteral nutrition, 
steroids, dietary supplements, hematopoietic stem cells transplantation, 
liver transplantation), the clinical outcome is poor. 
 
Case presentation 
We report a case of a 4-month-old girl with a rapidly progressive liver 
failure. The onset of the disease occurs after the first month of life with 
feeding difficulties, poor weight gain, progressive abdominal distention, 
vomiting and failure to thrive. The diagnosis (Wolman disease), suspected 
due to calcifications of the adrenals, was confirmed by the identification of 
a lysosomal acid lipase deficiency. The patient had severe hepatic 
dysfunction and a liver transplantation was performed. The graft was 
retrieved from her mother. During an uneventful postoperative period, the 
hepatic function normalised. The immunosuppressive regimen was based 
on Tacrolimus and Methylprednisolone. 
The child was discharged in a satisfactory condition about 8 weeks after 
surgery and was transferred to the Clinic for Metabolic Disorder to start an 
enzyme replacement therapy. She received 6 applications with 
sebelipasealfa.  
Thrее months later the baby was admitted in our hospital with symptoms of 
a severe respiratory failure. Despite the supportive therapy, the infant died a 
week after admission. 
 
Discussion 
WD is a progressive disorder and usually it is fatal, with or without an 
active treatment. Liver transplantation can be considered for individuals 
who progress to cirrhosis and liver failure, and requires further study. 
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Introduction:  
Despite the advances in diagnostic modalities and the treatment of infective endocarditis 
(IE) the mortality and morbidity remain high. Surgery is indicated and performed in 40-
45% in contemporary series and the early postoperative mortality varies widely depending 
on the setting – 5% for elective, 16% for urgent and 33% for emergency surgery.   
 
Methods:  
All cardiac surgery departments were invited to provide data for the period of 2011-2016. 
We retrospectively analysed the available 5-year data from 5 cardiac surgery departments 
in Bulgaria. We identified 170 patients with surgically treated IE age 19-87 years (average 
– 58 years), majority of them being males – 118 (69.9%). Native valve IE was present in 
121 (71%) of the patients, prosthetic – in 31 (18%), combined (both prosthetic and native 
valve involvement) – in 15 (9%) and device-related IE – in 3 (2%).   
 
Results:  
The diagnosis of IE was established on average 44 days (2-90 days) after symptom 
onset. Transthoracic and transoesophageal echocardiography established vegetations in 
over half of the patients – 96 (56.5%). Blood cultures were positive in 105 (62%) and 2 
patients had significantly elevated antibody titres for Ricketsia and Chlamidia. The most 
frequently grown pathogen was Staphylococcus species – 44 (41.5%), then Enterococcus 
species – 28 (26.2%), followed by Klebsiela species – 21 (19.6%) and Streptococcus 
species – 15 (14%). Enterobacter, Acinetobacter, Serratia were grown only in isolated 
cases. The average duration of antibiotic therapy was 30 days (10-52 days). The usual 
indication for surgery was heart failure and less frequently – uncontrolled infection. The 
early postoperative mortality varies between centres from 8 to 29% (average for the 
patient cohort 25.3%), in emergency cases the average mortality was 20%, which can be 
compared to only 9% for elective cases.      
 
Discussion:  
In this restrospectively analysed cohort the most common pathogens were 
Staphylococcus, Enterobacter and Klebsiela species. There was significant delay between 
symptom onset and IE diagnosis in many of the patients. This is most probably related to 
the changing epidemiology of IE with less patients affected by Streptococcus. The main 
modalities used for diagnosis are still echocardiography and blood cultures, which are 
both positive in over half of the patients. The postoperative mortality is still significant and 
very high in patients operated as emergency.  
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Introduction:  
Complicated early postoperative course is frequent in patients with valvular replacement due 
to infective endocarditis (IE) compared to many other types of cardiac surgery. 
 
Methods:  
We performed a clinical data analysis of an IE patient cohort in order to develop a prognostic 
model. 121 patients were included (99 male, 22 female) average age of females 42.8 +/- 
13.6 years, males 44.7+/- 12.1 years. The following risk factors were analysed: preoperative 
valvular state, co-morbidities, NYHA functional class, preoperative heart failure (HF), 
elective/emergency surgery, medical treatment duration prior to surgery, type of valvular 
involvement (mitral vs aortic), valvular histology and age. Complications were defined to 
following subgroups: arrhythmia and disorders of conduction, postcardiotomy syndrome with 
HF, paraprosthetic regurgitation, postcardiotomy syndrome with HF and paraprosthetic 
regurgitation, postcardiotomy syndrome with HF and arrhythmia, postcardiotomy syndrome 
with HF and disorders of conduction. For any subgroup we analysed the risk factors and 
calculated if the risk increment potential is mild (1.5-3.5), average (>3.5-7.0) or high (>7.0) 
with the maximum range at 15.  
 
Results:  
Almost 3/4 of the patients - 94 (77.7%) developed at least one complication and only 27 
(22.3%) had uncomplicated early postoperative course. The highest risk increment potential 
was observed in patients with aortic valve involvement (regurgitation, fibrosis, vegetations, 
perforation, stenosis), surgery performed after > 50 days of medical treatment, NYHA IV 
functional class and post-inflammatory alterations on histopathology. Averagely increased 
risk was observed in patients with NYHA III functional class, diabetes, dilated or dystrophic 
aortic annulus, mitral valve stenosis or periannular abscess, emergency surgery and elderly 
age. Congenital heart disease, lung disease, arterial hypertension, aortic periannular 
abscess and aortic valve rupture were increasing the risk of complications only mildly.    
 
Discussion:  
Early postoperative complications are very frequent in IE patients after valvular replacement 
surgery. Our prognostic model may be a valuable tool for pre-operative risk assessment, 
which may help to identify the patients at highest risk, who require even more focussed 
attention and care in the postoperative period, which in turn may improve outcomes in this 
challenging group of patients. 
 
 
 
 
 
 
 
 
 
 
 
 





Реоперации на митралната клапа с дясна торакотомия 
Пъшев В1., Еврев Д1., Мишев П.1, Георгиев Г.1, Спасов Л.1 

 

1 Клиника по Кардиохирургия, УБ „Лозенец“ 

Реоперациите в сърдечната хирургия по правило са с повишен риск с оглед 
предишната интервенция и наличните сраствания около сърцето и към гръдната кост. 
Ключов момент с риск от разкъсвания на сърдечните кухини и големите съдове е 
срединната рестернотомия. Като алтернативни методи на стандартният достъп със 
срединна стернотомия и канюлиране на възходящата аорта и дясното предсърдие, са 
феморалното аретриално и венозно канюлиране, използването на осцилиращ 
стернотом, както и достъпите с различни торакотомии. По отношение на операциите 
върху митралната клапа, достъпът с дясна торакотомия е добра алтернатива с цел 
минимизиране на възможните усложнения. 

Настоящето изложение има за цел да представи два случая на реоперация на 
митралната клапа, извършени в Университетска Болница „Лозенец“ с достъп с дясна 
предно-латерална торакотомия. При първия пациент поводът за реоперация е 
обструкция на митралната механична клапна протеза с блокиране на едната пластинка, 
а при другия пациент е високостепенна митрална инсуфициенция, след пластика на 
митралната клапа, аортокоронарен байпас и аневризмектомия с пластика на лява 
камера по Дор. И при двамата пациенти в рамките на предоперативната подготовка е 
извършен КТ на гръдния кош, показващ масивни сраствания пред сърцето и близост на 
дясна камера и аортата до стернума.  И при двамата пациенти е извършена дясна 
предно-латерална торакотомия в пето междуребрие, разделна бронхиална интубация с 
тръба на Карленс и типично канюлиране на възходящата аорта и двете кухи вени. 
Митралната клапа е протезирана с биопротеза. И при двамата пациенти не са 
наблюдавани усложнения по време на операцията и в следоперативния период. 

Дясната торакотомия като достъп при реоперация на митралната клапа е добра 
алтернатива с минимализиран риск за периоперативни усложнения.  
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