Familial adenomatous polyposis treatment

I'm not robot!


http://eelruxe.com/c3?utm_term=familial+adenomatous+polyposis+treatment




Autosomal Dominant Inheritance Pattern

,9

MOM DOES NOT HAVE
THE CONDITION

DAD HAS THE CONDITION

LR & &/ WORKING GENE
/

¥ NON-WORKING GENE

I

CHILDREN DO HOT HAVE THE CONDITIHOMN CHILDREN HAVE THE CONDITION

SO CHHDREN DO NOT HAVE THE CONOITON




Familial adenomatous polyposis (FAP)

«  Autosomal dominant. Extracolonic manifestations of FAP

* Younger age group- 15-20 years. AR ERTOUSTIE ML R
- Adenomas and carcinomas of the

* 80 % with a positive family duodenum, stomach, small intestine,
history. The remainder arise as a thyroid and biliary tree.
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adenomatous polyposis coli (APC) Hepatoblastoma.
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* This has been identified on the <
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short arm of chromosome 5. - Congenital hypertrophy of the retinal

* Clinical features- pigment epitheium (CHRPE).
= Brain tumours.

*  Mesodermal derivatives:
= Desmoid tumours.

*  Pain abdomen,
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ARTIGO ORIGINAL ORIGINAL ARTICLE Surgical treatment of familial adenomatous polyposis: ileoretal anastomosis or restorative proctolectomy? Tratamento cirA?Argico da polipose adenomatosa familiar: anastomose AAleo-retal ou bolsa ileal? FAjAbio Guilherme CamposI; Rodrigo Oliva Perezl; AntA Anio Rocco Imperialel; VAActor Edmond SeidI;
SA©Argio Carlos Nahasl; Ivan CecconellolI Colorectal Service, "Hospital das ClAAnicas", Gastroenterology Department, University of SAfAo Paulo Medical School IColorectal Service, "Hospital das ClAAnicas, Faculdade de Medicina da Universidade de SA£Ao Paulo" IIDivisions of Digestive System Surgery and Coloproctology, SA£Ao Paulo University
Medical School, SAfAo Paulo, SP, Brazil Correspondence ABSTRACT CONTEXT: Controversy regarding the best operative choice for familial adenomatous polyposis lays between the morbidity of restorative proctocolectomy and the supposed mortality due to rectal cancer after ileorectal anastomosis. OBJECTIVES: To evaluate operative complications
and oncological outcome after ileorectal anastomosis and restorative proctocolectomy. METHODS: Charts from patients treated between 1977 and 2006 were retrospectively analyzed. Clinical and endoscopic data, results of treatment, pathological reports and information regarding early and late outcome were recorded. RESULTS: Eighty-eight
patients - 41 men (46.6%) and 47 women (53.4%) - were assisted. At diagnosis, 53 patients (60.2%) already had associated colorectal cancer. Operative complications occurred in 25 patients (29.0 %), being 17 (19.7%) early and 8 (9.3%) late complications. There were more complications after restorative proctocolectomy (48.1%) compared to
proctocolectomy with ileostomy (26.6%) and ileorectal anastomosis (19.0%) (P = 0,03). There was no operative mortality. During the follow-up of 36 ileorectal anastomosis, cancer developed in the rectal cuff in six patients (16,6%). Cumulative cancer risk after 35 ,ocits3Angaid o £Aisaco roP .)%4,35( serehluM 74 E )%6,64( snemoH 14 osneS
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25 subjects (29.0%) of the 86 operated, 17 (19.7%) early and 8 (9.3%) late. present more complications after the restorative protocholectomy (48.1%) compared to the protocholectomias with ileostomy (26.6%) and anastomosis rectum (p = 0.03). There were no deaths. the cumulative risk of rectal cancer after anastomosis rectum was 17.2% after 5
years, 24.1% after 10 years and 43.1% after 15 years of postoperative discussion. cumulative age-dependent risk has already started to exist from 30 years (4.3%), going to 9.6% to 40 years, 20.9% to 40 years and 52% to 60 years. among patients submitted to tending ileal scholarship (26), only 1 comment (3.8%) cancer in the ileal bag.
CONCLUSIONS: 1. operative complications occurred in about 1/3 of the patients, being more questioned after the infection of ileal patients; 2. higher age, attack time and colonic cancer were associated with the development of cancer in the rectal duct after anastomosis rectal ion-retum; 3. patients treated by proctocholectomia all restorative are not
free from the risk of degeneration in the polyposal sac; 4. adenomatous polyps. colorectal neoplasms. restorative proctocolectomy. controlled anastomosis. introduction the various polyposis (ps) syndromes can differ in number, distribution and histological nature of the polyps. inside the intestinal tract, ps are responsible for 2%: Cna emordnys
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Fo stroper Emos yb stetta noitamrofsnart tnangilam fo ksir ereht ,eromrettruf 83(tnemtaert lacigrus yht retfa sraeey sraeey patients (2.3%) were not operated due to disseminated cancer or religious reasons. Operative procedures consisted of 15 total proctocolectomies with ileostomy (PCI), 27 RPC with ileal pouch, 42 total colectomies with IRA, 1
palliative segmentar resection and 1 intestinal deviation (internal bypass). Figure 2 presents the percentages of each surgical procedure during five consecutive periods. The incidence of early and late complications for each operative procedure is presented in Table 1. Table 2 shows that complications were registered in 25 patients (29.0%), being 17
(19.7%) early and 8 (9.3%) late (after 30th postoperative day). Statistical analysis showed that RPC rates (48.1%) were greater than PCI (26.6%) [P = 0.005] and IRA (19.0%) [P = 0.001] There was no difference between PCI and IRA (P = 0.5). Early complications were more frequent in IRA patients (16.6%) when compared to those who underwent
PCI (6.6%). Otherwise, when analyzing late complications there is an inversion of values, as PCI rates were greater (20%), when compared to RPC (14.8%) and IRA (2.4%). There was no mortality in the present series. During follow-up, reoperation was required in two IRA patients (4.8%), in two RPC (7.4%) and in one PCI (6.6%). Among the 80
patients that had undergone curative resection, local or distant recurrences were detected in 6 (7.5%) during follow-up. These patients comprise 11.3% of those 53 who had colorectal cancer associated with the polyposis. The occurrence of polyps and cancer after IRA and RPC is shown in Table 2. In relation to the original number of patients of each
group, there were followed 80% of PCI (12), 85.8% of IRA (36) and 96.3% that had undergone RPC (26). Table 3 presents the main clinical features of patients who had tumoral recurrence in rectal cuff. There was estimated the risk of rectal cancer after performing IRA (Kaplan-Meier method). The cumulative risk of rectal cancer after IRA was after 5
years, 24.1% after 10 years and 43.1% after 15 years of follow-up. And the cumulative risk age-dependent starts at 30 years (4.3%), going to 9.6% at 40 years, 20.9% at 40 years and 52% at 60 years. Among the patients who underwent RPC that were followed (26), only 1 (3.8%) developed cancer at the ileal pouch, 12 years after the initial operation.
This patient had 40 years when underwent surgery, and the histological evaluation showed an associated colonic cancer. He was managed with pouch resection and definitive ileostomy; the pathologist found a T2NO adenocarcinoma and multiple microadenomas at the ileal pouch. DISCUSSION The most important clinical feature of FAP is the almost
inevitable adenoma degeneration, expressed by the virtual 100% penetrance in non-treated patients. In FAP patients diagnosed out of screening programs, the incidence of CRC is greater than 60%(15). In the present work, we found associated CRC in 60.2% and patient's average age was 35.9 years, similar to other series(17) . This is due to the fact
that most of them were not diagnosed after their symptoms, not on the basis of family history. Despite the introduction of technical procedures, a better selection process and the development of molecular biology during the last decades, the choice for the best operation in FAP patients still demand much debate. Ideally, the final decision should take
into account functional results and cancer risks after the operation. After the 90's, the introduction of RPC into the clinical practice and its indication in the face of the disease's clinical features led to a significant reduction of IRA. But one still recognizes that IRA is a technical procedure associated with low morbidity and good functional outcome, and
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,erudecorp nommoc tsom eht Cpr ,sayatunon .sopylop Deteunetta Htiw Stneitap 21 Morf 9 Noitacidni Spylop La cancer after IRA that can happen despite careful follow-up(29). In the literature, the incidence of metachronous cancer in the rectal cuff varies from 12% to 43%(14). This variation may be attributed to colectomies in different extensions or
surgical indication in different ages. This risk rises progressively with length of follow-up, reaching 5%-12% after 10 years(26, 27), 23% after 15 years(27) and even 50% after 20 years from operation(20, 29). Data from the Polyposis Registry in Sweden indicate a cumulative risk of 25.7% at 70 years of age(3). Today it is well known that this risk also
depends on clinical factors such as age and rectal length, as well as pathological factors (presence of villous adenomas, displasia, number, size and shape of polyps) and molecular factors (mutation locus)(18, 24). Among our patients, there were detected rectal cuff cancer in six patients (16.6%), whose average age was 45,8 years. This average age
was significantly greater than that observed among patients who had undergone IRA and did not have rectal cuff recurrence (36,6 years, 17-82). Average time interval between colectomy and recurrence was 58,6 months. All the patients had rectal polyps at initial operation or developed them during follow-up. Regarding the polyposis severity, only
two patients had the attenuated form of the disease. These patients were 47 and 56 years old at operation, what suggests that age probably influenced this outcome. Five patients had colonic cancer in the surgical specimen. Treatment of such patients consisted of local resection (two), proctectomy (three) and one patients was not operated due to
hepatic metastasis. When possible, the indication of IRA in young patients (before 30 years) is more effective, allowing them to live at least 20 to 25 years in this situation without developing cancer in the reminiscent rectum(29). And, although five of four patients had colonic cancer in the resected Edivorp ton pu-wolf eht taht gniwohs ,siongaid eht
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the density of rectal bumps apart, although this is a temporary feather (3-4 years ) (21. Although the lesions less than 5 mm do not need to be excised, it should be excisled or cauterizing greater adenoma. If there is an increase in the number (> 20), size (> 10 mm) or dysplasia (for severe) , all lesions of more than 5 mm should be excited and a new
endoscopy after 6 months. If there is a possible progress of these lesions, the proctectomy must be considered. In the same way, the RPC has been considered the operation of choice for FAP. It has been mainly indicated for adolescents, for those who can not or refuse follow -up, for severe rectal polyposes and for cases of Sancrono and Ca ¢ c. Higher
rectum (29). But late degeneration rates in the ileal scholarship or the anal transactions area (AZT) nda are unknown. The development of scholarships was reported in variable incidents ranging from 4% to 50% of cases (29, 33). In addition, adenocarcinoma cases (9:37) suggest that the risk of malignation is not abolished. Different carcinogenic
mechanisms were related to this risk, such as the presence of Mother Bolsomas, their size, patient's age, incomplete mucosectomy and AZT preservation. The confection of sewn anastomosis with mucosectomy mothers seems to reduce this risk, as this procedure excludes residual rectal mucosa in rectal cuff and anastomosis (32). On the other hand,
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