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Sequential autologous bowel reconstruction for near-total 
intestinal aganglionosis

Giovanni Boroni, Stefano Benvenuti, Filippo Parolini,  
Adrian Bianchi, Daniele Alberti
Pediatric Surgery Department, ASST Spedali Civili di Brescia, Italy

Introduction: Near-total Intestinal Aganglionosis (N-tIA) extending into 
high jejunum results in a severe short bowel state with large jejunostomy 
losses, and increased mortality from TPN/sepsis liver injury and loss of 
venous access, and life-long TPN dependence for those with <20cm jeju-
num. The alternatives are Autologous Gastrointestinal Reconstruction (AGIR) 
or Bowel Transplant. We present a female child who underwent Bowel 
Expansion, Sequential Autologous Bowel Lengthening with SILT (Spiral 
Intestinal Lengthening) followed by LILT (Longitudinal Intestinal Tailoring and 
Lengthening), and the addition of a prejejunostomy patch of aganglionic right 
colon, with an ongoing and improving outcome.
Methods: A 14-day old female child with N-tIA and 20cm of ganglionic resid-
ual jejunum from the ligament of Trietz, was initially treated by jejunostomy 
at 50cm from Treitz, retaining 30cm of aganglionic jejunum. At 15months 
the aganglionic jejunum was excised and the dilated proximal ganglionic 
20cm were lengthened by SILT to a total of 50cm (fig1A). The stoma was 
closed around a 16F Pezzer catheter that was brought out onto the abdomi-
nal wall as a Tube Jejunostomy. Timed catheter clamping over 5 months 
induced Controlled Bowel Expansion, and was followed by LILT (fig1B) to an 
increased total jejunal length of 80cm.
At 29months of age 10cm of opened ascending colon was patched to the 
side of the distalmost jejunum just proximal to a permanent jejunostomy 
stoma (fig2).
Results: At 5years of age total TPN caloric requirement has decreased from 
100% to 55%, and her Body Mass Index is 15.4 at the 50th centile for her 
age. Neurological function is normal for her age. Largely after the colonic 
patch her stoma output reduced from 130ml/kg to 30ml/kg.
Conclusion: Patients with N-tIA with a residual short bowel state benefit from 
AGIR designed to increase full thickness bowel volume and enhancing intes-
tinal adaptation. Following controlled bowel expansion, sequential lengthen-
ing by SILT and LILT, and an ascending colon patch (endogenous GLP2?) 
our patient has had a 50% reduction in TPN requirement and has shown 
sustained physical and mental growth and an improved quality of life. We 
recommend management spanning several years by Sequential Autologous 
Gastrointestinal Reconstruction (expansion, lengthening, increased mucosal 
contact techniques) to enhance intestinal adaptation and absorption, and 
with no cut-off point for referral for Intestinal Transplantation.

Copyright © 2019 Wolters Kluwer Health, Inc. Unauthorized reproduction of this article is prohibited.



S168	 Transplantation  ■  July 2019  ■ Volume 103  ■  Number 7S2	 www.transplantjournal.com

P4.51

Follow-up of nutritional status and growth in children with 
intestinal failure receiving long-term parenteral nutrition

Giovana Sertori, Simone Perentel, Erica Silva, KEILA Uchoa,  
André Ibrahim David, Maria Fernanda Camargo, Heitor Leite
Samaritano Hospital

Introduction: Regular and frequent monitoring of the patient’s nutritional 
status is necessary for optimizing nutritional support in children with intestinal 
failure (IF). We aimed at examining the changes in anthropometric nutritional 
status and identifying factors associated with this outcome in children with IF 
followed at a pediatric intestinal rehabilitation center.
Methods: Prospective cohort study in 13 children with IF (8 males and 5 
females), mean current age of 32.9 (16.7) months. Patients were followed-
up at an intestinal rehabilitation center between July 2015 and December 
2018; all were receiving long-term parenteral nutrition (PN). The main primary 
cause of IF was necrotizing enterocolitis (6/13) and 7 patients had ultrashort 
bowel syndrome. Z scores of weight, height, and body mass index for age 
were routinely monitored at two-week intervals and compared with the WHO 
reference standards. Data were collected regarding the energy and protein 
supplied by PN and by oral/tube feeding route. Age, sex, time of follow-up, 
prematurity, length of the remnant small bowel, ostomy and the diagnosis of 
intestinal failure associated liver disease were the main explanatory variables 
for the outcome (Z scores of weight/age and height/age). The effect of the 
exposure variables on the outcomes was analyzed by generalized estimating 
equations.
Results: The median time of follow up was 16.5 months, with interquar-
tile range (IQR) of 8.9 to 32.4 months. The Z scores of the anthropomet-
ric parameters increased significantly during the follow-up. Median weight/
age Z score increased from -3.68 (IQR: -4.97 to -2.66) to 0.45 (IQR: -2.0 
to 0.44) and mean height/age Z score increased from -3.93 (IQR: -4.66 to 
-2.63) to -1.12 (IQR -4.18 to -0.28). Malnutrition (based on weight for age Z 
score) decreased from 77% to 23% by the last assessment. Mean (SD) total 
energy and protein supply were 88 (23.4) kcal/kg/day and 2.3 (0.7) g/kg/day, 
respectively, and both decreased significantly along the follow-up period (p< 
0.001). Mean energy and protein supply by PN were 67.6 (SD 17.5) kcal/
kg/d and 1.8 (0.5) g/kg/d respectively. The increase in the anthropometric z 
scores was not associated with any of the clinical and demographic factors 
considered in the analysis.
Conclusion: There was a significant improvement in the nutritional status 
of children during the follow-up period. This improvement seems to occur 
independently of demographic factors and comorbidities.
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