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Abstract: We present 4 case studies of patients with Down's syndrome and testicular germ-cell cancer, treated with conventional methods at the National Cancer Institute of Mexico, with similar outcomes as patients without this syndrome. There are several reports of testicular cancer arising in patients with Down's syndrome worldwide, mainly from Caucasian populations. We discuss some theories about the association and the possible increase of incidence
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Abstract: BACKGROUND: The presenting features and treatment outcome of 120 patients with Down syndrome (DS) and childhood acute lymphoblastic leukemia (ALL) were compared with 6237 non-DS patients treated in the same years. METHODS: We reviewed the database of 6 consecutive Italian Association of Pediatric Hematology and Oncology (AIEOP)-ALL trials conducted between 1982 and 2004. Features of DS patients were compared with those of non-DS patients. RESULTS: The 120 DS patients (1.9%) were more often girls (P = .027), aged > or = 10 years (P = .014), and high risk according to National Cancer Institute (NCI) criteria (P = .045). The distribution of white blood cell count did not differ (P = .32). DS patients belonged less frequently to the current high-risk group (P = .017). In all but 1 case they demonstrated B-cell precursor (BCP) immunophenotype (P < or = .001). TEL/AML1 molecular fusion transcript was found in only 1 of 44 (2.2%) tested patients. Induction death occurred more often in DS patients (4.2%, P = .009), but not failure to achieve remission. Leukemia relapse occurred in 31.6% of DS patients (vs 23.5%; P = .003), usually in the marrow. Remission death was more frequent in DS patients (4.2%, P = .03). Ten-year event-free survival and survival were significantly worse compared with non-DS patients (P < 0.001). DS patients diagnosed since 1995 had a better outcome (P = .06) than those diagnosed in previous years, but still had worse outcomes than non-DS patients (P = .04). Event-free survival of DS patients at NCI standard risk was lower than that of non-DS patients (P = .006). CONCLUSIONS: Presenting features of childhood ALL in DS differ from those in non-DS patients. They are almost invariably characterized by BCP phenotype, and are often TEL/AML1 negative. Treatment results, although not as good as for non-DS patients, improved progressively, with modern therapy and support allowing 75% to survive. (c) 2008 American Cancer Society
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Abstract: PURPOSE: The study purpose was to identify barriers to mammography screening among women with different disabilities and to suggest interventions to address barriers. METHODS: Forty-two women with self-reported disabilities, ages 40 to 69 years participated. They resided in 24 Connecticut towns, and most had a prior mammogram. Data were collected through six disability-specific focus groups from women with sensory, physical, psychiatric, and cognitive/intellectual impairments. Facilitator-conducted groups used a semistructured guide. Qualitative analysis applied an iterative coding process to generate themes and categories. RESULTS: We identified four themes (i.e., access, beliefs, social support, and comfort/ accommodations) and nine subthemes that characterized barriers. In all focus groups, women mentioned physical access and physical comfort/accommodations as types of barriers. Other major subthemes were communication and professional support. Women also described mammography facilitators. CONCLUSION: Despite frequent use of health care and personal strategies to facilitate mammography screening, women with disabilities reported barriers to getting mammograms. Findings suggest a multifaceted approach to address these barriers

Baxter S and Bradley P (2008)  Reversing the trend: learning disability outcomes in cancer care.  Learning Disability Practice  11 (6):22-27. 14658712. 
Abstract: Susan Baxter and Patrick Bradley argue that greater emphasis in nurse education on health promotion, health screening and health protection may help reverse cancer trends among people with learning disabilities.

Bemal, J. and , T.-W.I.  Telling the truth-or not: Disclosure and information for people with intellectual disabilities who have cancer.  International Journal on Disability and Human Development. 7(4)(pp 365-370), 2008. Date of Publication: October/December 2008   1565-012X. 
Abstract: The incidence of cancer among people with intellectual disabilities is rising. Decisions will have to be taken about whether, and how much, the person with intellectual disabilities is told about the illness. Objective: To explore issues around disclosure and information about diagnosis and prognosis for people with intellectual disabilities who have cancer. The paper discusses evidence of current practice, and possible 'best practice' models for breaking bad news. Methods: A review of the literature around truth-telling for the general population, and for people with intellectual disabilities. Issues are further illustrated by examples from the authors' clinical and research experience. Results: Unlike the general population, many people with intellectual disabilities are still being protected from the truth about cancer. How much they can understand depends on their cognitive ability, their life experience, and how much they are told. A lack of information prevents people from participating in important treatment decisions. Non-disclosure may protect those who genuinely lack capacity to understand from worrying, but can cause distress in those who could be helped to understand. Traditional models for breaking bad news may not be adequate for people with intellectual disabilities. Conclusion: People with intellectual disabilities have a right to honest information when hey have cancer. Further research is needed to explore the experience of people with intellectual disabilities around disclosure and information, and to establish workable and acceptable 'best practice models' for breaking bad news. Copyright copyright Freund Publishing House Limited
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Abstract: BACKGROUND: Children with Down's syndrome have a greatly increased risk of acute megakaryoblastic and acute lymphoblastic leukaemias. Acute megakaryoblastic leukaemia in Down's syndrome is characterised by a somatic mutation in GATA1. Constitutive activation of the JAK/STAT (Janus kinase and signal transducer and activator of transcription) pathway occurs in several haematopoietic malignant diseases. We tested the hypothesis that mutations in JAK2 might be a common molecular event in acute lymphoblastic leukaemia associated with Down's syndrome. METHODS: JAK2 DNA mutational analysis was done on diagnostic bone marrow samples obtained from 88 patients with Down's syndrome-associated acute lymphoblastic leukaemia; and 216 patients with sporadic acute lymphoblastic leukaemia, Down's syndrome-associated acute megakaryoblastic leukaemia, and essential thrombocythaemia. Functional consequences of identified mutations were studied in mouse haematopoietic progenitor cells. FINDINGS: Somatically acquired JAK2 mutations were identified in 16 (18%) patients with Down's syndrome-associated acute lymphoblastic leukaemia. The only patient with non-Down's syndrome-associated leukaemia but with a JAK2 mutation had an isochromosome 21q. Children with a JAK2 mutation were younger (mean [SE] age 4.5 years [0.86] vs 8.6 years [0.59], p<0.0001) at diagnosis. Five mutant alleles were identified, each affecting a highly conserved arginine residue (R683). These mutations immortalised primary mouse haematopoietic progenitor cells in vitro, and caused constitutive Jak/Stat activation and cytokine-independent growth of BaF3 cells, which was sensitive to pharmacological inhibition with JAK inhibitor I. In modelling studies of the JAK2 pseudokinase domain, R683 was situated in an exposed conserved region separated from the one implicated in myeloproliferative disorders. INTERPRETATION: A specific genotype-phenotype association exists between the type of somatic mutation within the JAK2 pseudokinase domain and the development of B-lymphoid or myeloid neoplasms. Somatically acquired R683 JAK2 mutations define a distinct acute lymphoblastic leukaemia subgroup that is uniquely associated with trisomy 21. JAK2 inhibitors could be useful for treatment of this leukaemia. FUNDING: Israel Trade Ministry, Israel Science Ministry, Jewish National Fund UK, Sam Waxman Cancer Research Foundation, Israel Science Foundation, Israel Cancer Association, Curtis Katz, Constantiner Institute for Molecular Genetics, German-Israel Foundation, and European Commission FP6 Integrated Project EUROHEAR

Blair, C.K., Roesler, M., Xie, Y., Gamis, A.S., Olshan, A.F., Heerema, N.A., Robison, L.L., Ross, J.A. and Children's Oncology Group (COG) (2008)  Vitamin supplement use among children with Down's syndrome and risk of leukaemia: a Children's Oncology Group (COG) study.  Paediatric and Perinatal Epidemiology  22 (3):288-95.
Abstract: Vitamin supplements have been proposed for children with Down's syndrome (DS) with claims of improving cognitive abilities, or immune or thyroid function. Several studies have shown decreased levels of zinc in this population. Because children with DS have a 50-fold increased risk of developing acute leukaemia during the first 5 years of life, we explored the relation between child vitamin and herbal supplement use and the risk of leukaemia in a case-control study. During the period 1997-2002, we enrolled 158 children with DS aged 0-18 years that were diagnosed with acute lymphoblastic leukaemia (ALL) (n = 97) or acute myeloid leukaemia (AML) (n = 61) at participating Children's Oncology Group institutions. We enrolled 173 DS children without leukaemia (controls), selected from the cases' primary care clinic and frequency-matched on age. Data were collected via telephone interviews with mothers of the index child regarding use of multivitamins, zinc, vitamin C, iron and herbal supplements, including age at first use, frequency and duration. Among controls, 57% reported regular multivitamin use (>/=3 times/week for >/=3 months) compared with 48% of ALL cases and 61% of AML cases. We found no evidence of an association between children's regular multivitamin use and ALL or AML (adjusted odds ratios [OR] = 0.94 [95% CI 0.52, 1.70] and 1.90 [0.73, 4.91] respectively). There was a suggestion of an increased risk for AML associated with regular multivitamin use during the first year of life or for an extended duration (ORs = 2.38 [0.94, 5.76] and 2.59 [1.02, 6.59] respectively). Despite being the largest study of DS-leukaemia, our sample size was small, resulting in imprecise effect estimates. Future research should include larger sample sizes as well as a full assessment of diet including vitamin supplementation to adequately examine the relation between nutritional status and childhood leukaemia
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Cresswell A and Tuffrey-Wijne I (2008)  The come back kid: I had cancer, but I got through it.  British Journal of Learning Disabilities  36 (3):152-157. 13544187. 
Abstract: Accessible summary. -+ I had cancer, but I got better. This story is about what happened in my life, and about having cancer. -+ I was born with cerebral palsy and learning disabilities. My mum died of cancer when I was 14. It was difficult because she never told me that she was ill. It would have been better to know. -+ I went to my GP when my cancer started, but he kept saying there was nothing wrong. In the end, I was taken to hospital because I collapsed. -+ The first hospital never explained anything to me. I didn't know what was going on, and I was very scared. -+ My doctor in the second hospital told me I had cancer. He explained everything. My doctor and carers helped me to decide what to do. I had chemotherapy (strong cancer medicine in a drip) and radiotherapy (a cancer treatment which is a bit like having an X-ray). It was hard but I knew I didn't want to die. -+ My life is wonderful now. Having cancer made me stronger. -+ Doctors and nurses should know that it is really important people are told about their cancer. They should tell people in a way that they can understand.
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Diane S Willis et al (2008)  Breast cancer screening in women with learning disabilities: current knowledge and considerations.  British Journal of Learning Disabilities  36, 171-184.(Abstract)
Abstract: This paper looks at what has been written about breast screening in women with learning disabilities. Breast screening checks for lumps in your breast that might be cancer. Breast screening is done in a special clinic and machines are used to take a picture (like an X-ray) of the breast.
The researchers read all the work they could find that had been written on breast screening in women with learning disabilities. They found that:
 Fewer women with learning disabilities have breast cancer than other women;
 Women with learning disabilities do not go for breast screening as often as other women;
 Doctors and other health professionals need to know women with learning disabilities can get breast cancer.
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Greene, A.K., Kim, S., Rogers, G.F., Fishman, S.J., Olsen, B.R. and Mulliken, J.B. (2008)  Risk of vascular anomalies with Down syndrome.  Pediatrics  121 (1):e135-40.
Abstract: OBJECTIVE: Patients with Down syndrome have a reduced risk of developing solid tumors. This protective effect has been attributed to increased gene dosage from an additional copy of chromosome 21, and elevated expression of endostatin has been implicated. We hypothesized that vascular anomalies, including infantile hemangioma, an angiogenesis-dependent vascular tumor, and vascular malformations might be similarly inhibited in patients with Down syndrome. PATIENTS AND METHODS: The Children's Hospital Boston Vascular Anomalies Center database was searched for patients with Down syndrome between 1999 and 2007. In addition, the records of patients with Down syndrome treated at Children's Hospital Boston and the National Birth Defects Center between 1985 and 2007 were reviewed to find concurrent vascular anomalies. Two-sided exact binomial tests were used to evaluate whether patients with vascular anomalies are at reduced risk for Down syndrome or if patients with Down syndrome are at less risk for vascular anomalies compared with the general population. Ninety-five-percent confidence intervals were calculated on the basis of the risk of Down syndrome (1 in 800) and vascular anomalies (1 in 22) in the general population. RESULTS: Two of the 7354 patients evaluated in our vascular anomalies unit had Down syndrome. Both patients had a lymphatic malformation: one in the orbit and the other in the lower extremity. Six of the 633 patients with Down syndrome had a vascular anomaly (infantile hemangioma [n = 4] or lymphatic malformation [n = 2]). The risk of concurrent Down syndrome and vascular anomalies was different from the corresponding risk in the general population. CONCLUSIONS: Patients with Down syndrome have a reduced risk of vascular anomalies compared with the general population. Elevated expression of antiangiogenic proteins may protect these patients from developing vascular anomalies, as well as solid tumors

Heitink, M.V., Sinnema, M., van Steensel, M.A., Schrander-Stumpel, C.T., Frank, J. and Curfs, L.M.  Lymphedema in Prader-Willi syndrome.  International Journal of Dermatology.  47 Suppl 1:42-4, 2008 Nov 
Abstract: A 20-year-old woman with Prader-Willi syndrome presented with heaviness and swelling in the lower legs and feet, which had developed after a fall. Lymphoscintigraphy showed a disturbed lymphatic drainage pattern in both lower extremities. Based on the clinical findings and the results of lymphoscintigraphic examination we made the diagnosis of lymphedema. The patient was successfully treated with manual lymphatic drainage in combination with multilayer compressive bandaging. After edema reduction, elastic compressive stockings were fit. To the best of our knowledge, this is the first report on primary lymphedema in a patient with Prader-Willi syndrome, an association that is probably often missed

Isidor, B., Le Cunff, M., Boceno, M., Boisseau, P., Thomas, C., Rival, J.M., David, A. and Le Caignec, C. (2008)  Complex constitutional subtelomeric 1p36.3 deletion/duplication in a mentally retarded child with neonatal neuroblastoma.  European Journal of Medical Genetics  51 (6):679-84.
Abstract: Monosomy 1p36 is one of the most frequent subtelomeric microdeletion syndromes characterized by distinct craniofacial features and developmental delay/mental retardation. Other common symptoms include hypotonia, seizures, brain abnormalities, visual, auditory and heart defects. Neuroblastoma is a rare feature since to our knowledge only two patients with "pure" 1p36 deletion have been described. We report on a child with developmental delay and facial dysmorphy who developed neuroblastoma at 1 month of age. No primary site outside of the liver could be demonstrated and the tumour regressed spontaneously. Standard karyotyping was normal while subtelomeric screening using Multiplex Ligation-dependent Probe Amplification (MLPA) method revealed a constitutional de novo subtelomeric 1p36 deletion. Subsequent Agilent 244K oligonucleotide array-based comparative genomic hybridization (CGH) and fluorescence in situ hybridization (FISH) analysis showed a complex 1p36.3 deletion/duplication rearrangement. Among the best candidate genes predisposing to the development of neuroblastoma located in 1p36, the AJAP1 gene is the only gene present in the duplication while CHD5, TNFRSF25 and CAMTA1 are located outside of the rearrangement. Therefore, a gene-dosage effect involving a gene located in the duplication including AJAP1 might explain the neuroblastoma observed in our patient. The rearrangement might equally interfere with the expression of a gene located outside of it (including CHD5 located 1Mb away from the rearrangement) playing a role in the tumorigenesis. In conclusion, this study illustrates the complexity of such rearrangement characterized by array CGH and strengthens that constitutional 1p36.3 rearrangement predisposes to the development of neuroblastoma

James Hogg & Irene Tuffrey-Wijne (2009)  Cancer and Intellectual Disability: A Review of Some Key Contextual Issues.  Journal of Applied Rsearch in Intellectual Disabilities  21, 509-518.(Abstract)
Abstract: Research into the health of people with intellectual disabilities has increasingly focused on the occurrence of cancer in this population. Information on the incidence and prevalence of cancer is reviewed in both institutional and community settings. Examples of environmental causation are considered including Helicobacter pylori. Gender-specific issues are considered with respect to both women and men, and screening services discussed. The overall issue of timely diagnosis of cancer in members of this population is reviewed with special reference to avoidable deaths. The need for methodologically sound studies to clarify the epidemiology of cancer in people with intellectual disabilities is discussed.

Kavoussi SK, Smith YR, Ernst SD and Quint EH (2009)  Cervical cancer screening with liquid cytology in women with developmental disabilities.  Journal of Women's Health (15409996)  18 (1):115-119. 15409996. 
Abstract: Objective: To evaluate the use of liquid cytology in Pap smears in women with developmental disabilities (DD)for endocervical cell yield and abnormalities, via speculum examination or blind technique.Methods: We used retrospective chart review of gynecological visits by women with DD from October 2002 toNovember 2005. Cervical cytology screening included speculum examination or blind technique. Endocervicalcell yield was analyzed via Pearson's chi-square test.Results: Of 240 attempted liquid cytology Pap smears, 199 (82.9%) were completed. Of these, 193 met inclusioncriteria for the study, and 120 (62.2%) contained endocervical cells. The endocervical cell yield with liquidcytology/speculum was 80.0% and was 43.6% with liquid cytology/blind (p < 0.001). Two blind smears (1.0%)were abnormal; both revealed atypical squamous cells of undetermined significance (ASCUS) with subsequentnegative human papillomavirus (HPV) typing.Conclusions: Cervical screening with liquid cytology in women with DD provides an overall rate of endocervicalcells of approximately 44%-80% depending on the technique used. Although this is much lower than inthe general population, this compares favorably with slide Pap smear in women with DD. The 44% yield ofendocervical cells and the finding of abnormal Pap smears with the blind technique suggest this is a reasonablealternative for obtaining Pap smears in women with difficult pelvic examinations who otherwise wouldnot receive cervical screening.

Li, S. and Ng, J. (2008)  End-of-life care: nurses' experiences in caring for dying patients with profound learning disabilities--a descriptive case study.  Palliative Medicine  22 (8):949-55.
Abstract: This qualitative study identifies areas of expertise and deficits in the specific knowledge and practical skills of nurses in the care of dying patients with profound learning disabilities in one NHS Primary Care Trust in the UK. In response to these findings, we have developed a simple observational checklist applicable to profound learning disability nursing to identify disease-related personality and physiological changes. The method consists of a descriptive case study of five nurses qualified in learning disabilities nursing, using semi-structured interviews. The disease trajectory was used as a framework of reference to guide the data analysis. Themes showed were 'certainty of knowing' about disease-related changes in patients' habits and behaviour and 'uncertainty and ambiguity' in the patho-physiology of advanced diseases and disease progression. This study interprets a lack of patho-physiological knowledge in both malignant and non-malignant diseases leading to delayed diagnosis and timely intervention. Timeliness of observation and intervention are emphasised

Linda S McEnhill (2008)  Breaking bad news of cancer to people with learning disabilities.  British Journal of Learning Disabilities  36, 157-164.(Abstract)
Abstract:  When some one gets cancer the doctor, most times, tells them about it and does not keep it a secret.  Because this can be very upsetting, the government pays for special training to help doctors and nurses to do this well. The training does not include anything about the needs of people with learning disabilities.
 Some people with learning disabilities were asked whether the doctor had told them when they were ill, and most of them said 'no'. Learning disability staff need to help doctors and nurses understand how to speak to people with learning disabilities. People with learning disabilities need to understand about their illness and be involved in decisions about their treatment.

McEnhill LS (2008)  Breaking bad news of cancer to people with learning disabilities.  British Journal of Learning Disabilities  36 (3):157-165. 13544187. 
Abstract: Since the 1970s, medical staff have routinely disclosed the diagnosis of cancer to their patients. However, this has often been carried out unskilfully causing distress to the patient and impairing their ability to comply with treatment. In response, the government has invested in 'Advanced Communication Skills training' for oncology staff. Despite the subsequent advances made in communicating with the general public, this article will show that a small-scale audit of people with learning disabilities demonstrated that often doctors do not communicate directly with people with learning disabilities about serious illness. It will also suggest that, the current 'breaking bad news' models do not meet the communication needs of people with learning disabilities. This article explores the findings of the audit and its implications for practice and ends by sign posting to useful resources for communicating the bad news of a life-threatening illness to people with learning disabilities.
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NHS Screening Programme (2008)  Learning Disabilities Leaflet: An Easy Guide to Bowel Cancer Screening. (Abstract)
Abstract: A picture leaflet about bowel cancer screening by and for people with learning disabilities.

NHS Screening Programmes (2008)  Learning Disabilities Leaflet: An Easy Guide to Having a Colonoscopy. (Abstract)
Abstract: A picture leaflet about colonoscopy, by and for people with learning disabilities. Please note, this leaflet is for people within the NHS Bowel Cancer Screening Programme. We are unable to supply to all colonoscopy services outside the BCSP, although you are welcome to download the leaflet for use.

O'Brien, M.M., Taub, J.W., Chang, M.N., Massey, G.V., Stine, K.C., Raimondi, S.C., Becton, D., Ravindranath, Y., Dahl, G.V. and Children's Oncology Group Study, P.O.G. 9421 (2008)  Cardiomyopathy in children with Down syndrome treated for acute myeloid leukemia: a report from the Children's Oncology Group Study POG 9421.  Journal of Clinical Oncology  26 (3):414-20.
Abstract: PURPOSE: To determine the outcomes, with particular attention to toxicity, of children with Down syndrome (DS) and acute myeloid leukemia (AML) treated on Pediatric Oncology Group (POG) protocol 9421. PATIENTS AND METHODS: Children with DS and newly diagnosed AML (n = 57) were prospectively enrolled onto the standard-therapy arm of POG 9421 and were administered five cycles of chemotherapy, which included daunorubicin 135 mg/m(2) and mitoxantrone 80 mg/m(2). Outcomes and toxicity were evaluated prospectively and were compared with the non-DS-AML cohort (n = 565). A retrospective chart review was performed to identify adverse cardiac events. RESULTS: In the DS-AML group, 54 patients (94.7%) entered remission. One experienced induction failure and two died. Of the 54 who entered remission, three relapsed and six died as a result of other causes. The remission induction rate was similar in the non-DS-French-American-British (FAB) M7 (91.7%) and non-DS-non-M7 (89.3%) groups. The 5-year overall survival was significantly better in the DS-AML group (78.6%) than in the non-DS-M7 (36.3%) or the non-DS-non-M7 (51.8%) groups (P < .001). No age-related difference in 5-year, event-free survival was seen between patients younger than 2 years (75.8%) and those aged 2 to 4 years (78.3%). Symptomatic cardiomyopathy developed in 10 patients (17.5%) with DS-AML during or soon after completion of treatment; three died as a result of congestive heart failure. CONCLUSION: The POG 9421 treatment regimen was highly effective in both remission induction and disease-free survival for patients with DS-AML. However, there was a high incidence of cardiomyopathy, which supports current strategies for dose reduction of anthracyclines in this patient population

O'Regan P and Drummond E (2008)  Cancer information needs of people with intellectual disability: a review of the literature.  European Journal of Oncology Nursing  12 (2):142-148. 14623889. 
Abstract: The lifespan of people with an intellectual disability has increased significantly in recent years; however, this has resulted in a rising incidence of age-related illnesses including cancer. The World Health Organisation has expressed concern as evidence suggests prevalence rates for cancer are increasing for this group. The needs of people with a cancer diagnosis and an intellectual disability are beginning to be highlighted; however, there appears to be a substantial dearth of services including appropriate cancer information. This presents alarming obstacles and barriers to high-quality cancer care impacting on treatment, management and overall survival rates for this client group. Furthermore, a number of policy and research reports directed at the health needs of people with an intellectual disability have continually highlighted the need for accessible information and effective communication. Having access to cancer information should be considered a crucial part of providing optimum holistic care for this client group. Cancer professionals should assess the unique information needs of people with an intellectual disability as mainstream information does not meet their requirements. Furthermore, health professionals working in intellectual disability settings must also address their knowledge and information deficits in this regard. This paper presents a review of the literature with a specific focus on the cancer information needs of people with an intellectual disability.

O'Regan, P. and Drummond, E. (2008)  Cancer information needs of people with intellectual disability: a review of the literature. [Review] [56 refs].  European Journal of Oncology Nursing  12 (2):142-7. 1462-3889. 
Abstract: The lifespan of people with an intellectual disability has increased significantly in recent years; however, this has resulted in a rising incidence of age-related illnesses including cancer. The World Health Organisation has expressed concern as evidence suggests prevalence rates for cancer are increasing for this group. The needs of people with a cancer diagnosis and an intellectual disability are beginning to be highlighted; however, there appears to be a substantial dearth of services including appropriate cancer information. This presents alarming obstacles and barriers to high-quality cancer care impacting on treatment, management and overall survival rates for this client group. Furthermore, a number of policy and research reports directed at the health needs of people with an intellectual disability have continually highlighted the need for accessible information and effective communication. Having access to cancer information should be considered a crucial part of providing optimum holistic care for this client group. Cancer professionals should assess the unique information needs of people with an intellectual disability as mainstream information does not meet their requirements. Furthermore, health professionals working in intellectual disability settings must also address their knowledge and information deficits in this regard. This paper presents a review of the literature with a specific focus on the cancer information needs of people with an intellectual disability. [References: 56]

R. Sund et al (2009)  Cancer incidence among persons with fragile X syndrome in Finland: a population-based study.  Journal of Intellectual Disability Research  53, 85-90.(Abstract)
Abstract: BACKGROUND: Fragile X syndrome is a common inheritable cause of intellectual disability (ID) and is characterised by a large number of CGG repeats at the gene FMR1 located on the X-chromosome. It has been reported that this genetic mechanism may protect against malignant transformations. METHODS: We extracted from the Finnish registry on persons with ID a cohort of 302 persons with a fragile X diagnosis during 1982-1986. Follow-up for cancer incidence was performed in the Finnish Cancer Registry until the end of the year 2005. RESULTS: There were 11 reported cancers during the mean follow-up of 21.4 years per person. The expected number of cancers based on the average Finnish population was 13.8 and no statistically significant protective effect was detected [standardised incidence ratios (SIR) 0.80, confidence interval (CI) 95% 0.40-1.4]. An increased risk for lip cancer was found (SIR 23, CI 95% 2.8-85). CONCLUSIONS: Confirmation of hypotheses about the mechanisms linking FXS and cancer needs further research.

Rabin KR and Whitlock JA (2009)  Malignancy in children with trisomy 21.  Oncologist   14 (2):164-174. 10837159. 
Abstract: Patients with Down syndrome (DS) display a unique spectrum of malignancies, with a 10- to 20-fold higher risk of acute leukemias, and a markedly lower incidence of solid tumors. This review discusses the current understanding of the basis for this distinctive pattern of cancer incidence and the clinical and biologic features of the malignant disorders most frequent in DS individuals: transient myeloproliferative disease, acute megakaryoblastic leukemia, and acute lymphoblastic leukemia. We also review distinctive pharmacogenetic issues, highlighting the differential chemosensitivity and toxicity profiles of DS patients compared with the general population, and epidemiologic studies of protective and adverse environmental risk factors for the development of leukemia.

Reynolds, F., Stanistreet, D. and Elton, P.  Women with learning disabilities and access to cervical screening: retrospective cohort study using case control methods.  BMC Public Health.  8:30, 2008 
Abstract: BACKGROUND: Several studies in the UK have suggested that women with learning disabilities may be less likely to receive cervical screening tests and a previous local study in had found that GPs considered screening unnecessary for women with learning disabilities. This study set out to ascertain whether women with learning disabilities are more likely to be ceased from a cervical screening programme than women without; and to examine the reasons given for ceasing women with learning disabilities. It was carried out in Bury, Heywood-and-Middleton and Rochdale. METHODS: Carried out using retrospective cohort study methods, women with learning disabilities were identified by Read code; and their cervical screening records were compared with the Call-and-Recall records of women without learning disabilities in order to examine their screening histories. Analysis was carried out using case-control methods - 1:2 (women with learning disabilities: women without learning disabilities), calculating odds ratios. RESULTS: 267 women's records were compared with the records of 534 women without learning disabilities. Women with learning disabilities had an odds ratio (OR) of 0.48 (Confidence Interval (CI) 0.38 - 0.58; X2: 72.227; p.value <.001) of receiving a cervical screening test; an OR of 2.05 (CI 1.88 - 2.22; X2: 24.236; p.value <.001) of being ceased from screening; and an OR of 0.14 (CI 0.001 - 0.28; X2: 286.341; p.value <0.001 of being a non-responder compared to age and practice-matched women without learning disabilities. CONCLUSION: The reasons given for ceasing and/or not screening suggest that merely being coded as having a learning disability is not the sole reason for these actions. There are training needs among smear takers regarding appropriate reasons not to screen and providing screening for women with learning disabilities

Sasco, A., J, , A.-S.R., , N.M., , C.S., , R.M., -C and , S.D.  Testicular cancer and intellectual disability.  International Journal on Disability and Human Development. 7(4)(pp 397-403), 2008. Date of Publication: October/December 2008  1565-012X. 
Abstract: The frequency of testicular cancer in men with intellectual disabilities is not precisely known, with the exception of some genetic conditions such as Down syndrome, where it has increased. Objective: To review systematically the literature through PubMed with a particular focus on epidemiologic studies of testicular cancer in persons with intellectual disability. Method: Literature review. Results: Testicular cancer was more frequent in subjects with intellectual disability than in the general population. Yet the occurrence depended on the specific genetic condition. The study of the association with not genetically determined intellectual disabilities remains to be done. Conclusion: Clinicians in charge of men with intellectual disability should be aware of the association with testicular cancer. Copyright copyright Freund Publishing House Limited

Sheena G. Sullivan & Rafat Hussain (2008)  Hospitalisation for cancer and co-morbidities among people with learning disability in Australia.  British Journal of Learning Disabilities  36, 191-197.(Abstract)
Abstract: People with learning disability are just as likely as people in the general population to get cancer. In this study we have looked at how often clients who get cancer are admitted to hospital.
 We found that clients who get cancer are admitted to hospital much more often than clients who do not get cancer. We also looked at the experiences of two clients to show what clients have to go through when they get cancer. This research could help parents/carers and clients to know what to expect when people with learning disability need treatment and care for cancer.

Stewart, C.F. (2009)  Treating children with acute lymphoblastic leukemia and Down syndrome: pharmacokinetics provides insight into vincristine therapy.[comment].  Pediatric Blood & Cancer  52 (1):1-2.

Sund, R., Pukkala, E. and Patja, K. (2009)  Cancer incidence among persons with fragile X syndrome in Finland: a population-based study.  Journal of Intellectual Disability Research  53 (1):85-90.
Abstract: BACKGROUND: Fragile X syndrome is a common inheritable cause of intellectual disability (ID) and is characterised by a large number of CGG repeats at the gene FMR1 located on the X-chromosome. It has been reported that this genetic mechanism may protect against malignant transformations. METHODS: We extracted from the Finnish registry on persons with ID a cohort of 302 persons with a fragile X diagnosis during 1982-1986. Follow-up for cancer incidence was performed in the Finnish Cancer Registry until the end of the year 2005. RESULTS: There were 11 reported cancers during the mean follow-up of 21.4 years per person. The expected number of cancers based on the average Finnish population was 13.8 and no statistically significant protective effect was detected [standardised incidence ratios (SIR) 0.80, confidence interval (CI) 95% 0.40-1.4]. An increased risk for lip cancer was found (SIR 23, CI 95% 2.8-85). CONCLUSIONS: Confirmation of hypotheses about the mechanisms linking FXS and cancer needs further research

Tuffrey-Wijne I, Bernal J and Hollins S (2008)  Doing research on people with learning disabilities, cancer and dying: ethics, possibilities and pitfalls.  British Journal of Learning Disabilities  36 (3):185-191. 13544187. 
Abstract: There has been increasing recognition of the fact that people with learning disabilities can and should be involved as active participants in research. However, in the area of cancer and palliative care, they continue to be protected and excluded from contributing to expanding our knowledge base and the shaping of care provision. This paper explores the issues involved in including people with learning disabilities as participants in research around cancer, death and dying. It stems from the authors' own experience of conducting research around cancer and palliative care, where people with learning disabilities were the key informants. Methodological issues include the choice of methodology and problems around recruiting a sample. Ethical issues include informed consent, participants' requests to forego anonymity, observation of sub-optimal care and issues around the boundaries between the roles of researcher and clinician.

TUFFREY-WIJNE Irene, BERNAL Jane and HOLLINS Shelia (2008)  Doing research on people with learning disabilities, cancer and dying: ethics, possibilities and pitfalls.  British Journal of Learning Disabilities  36, 185-190.(Abstract)
Abstract: There has been increasing recognition of the fact that people with learning disabilities can and should be involved as active participants in research. However, in the area of cancer and palliative care, they continue to be protected and excluded from contributing to expanding our knowledge base and the shaping of care provision. This paper explores the issues involved in including people with learning disabilities as participants in research around cancer, death and dying. It stems from the authors' own experience of conducting research around cancer and palliative care, where people with learning disabilities were the key informants. Methodological issues include the choice of methodology and problems around recruiting a sample. Ethical issues include informed consent, participants' requests to forego anonymity, observation of sub-optimal care and issues around the boundaries between the roles of researcher and clinician.

Watts, S. (2008)  Access to cervical screening for women with learning disabilities. [Review] [57 refs].  British Journal of Nursing  17 (8):518-25. 0966-0461. 
Abstract: Evidence shows that the uptake of cervical screening is much lower in women with learning disabilities compared to other women. A literature review was conducted, including published and unpublished international empirical research, discussion articles and reports written in English from 1990 to October 2007, to identify what factors are preventing women with learning disabilities from accessing cervical screening, and what can be done to encourage uptake. From the literature reviewed, factors that prevent women with learning disabilities from accessing cervical screening fell into the following categories: administration errors; access to a GP; assumptions made by healthcare professionals about women with learning disabilities; perceived difficulties obtaining consent; attitudes of carers; the beliefs and experiences of women themselves; lack of accessible information; and physical difficulties. Findings on how cervical screening uptake can be improved in women with learning disabilities were categorized into: preparation with the women; working in partnership; and encouraging good practice. The literature review showed that there are many factors that may be preventing women with learning disabilities from accessing cervical screening, many of which can be overcome by healthcare professionals adhering to good practice guidelines, thus ensuring that women with learning disabilities have their right to access cervical screening services acknowledged. [References: 57]

Willis, D., S, , K.C., M, , K.L., , S.D., , S.S. and G  Breast cancer surveillance in women with intellectual disabilities.  International Journal on Disability and Human Development. 7(4)(pp 405-411), 2008. Date of Publication: October/December 2008  1565-012X. 
Abstract: Breast cancer is the most frequent malignant neoplasm observed among women. For the subgroup of women with learning/intellectual disability, it is unclear whether their risk for breast cancer is as high as it is for the general population. Objective: Evaluation of breast cancer frequency and breast cancer screening in women with learning disability, focusing on Down syndrome. Method: Review of the literature. Results: The rather scant literature on the topic suggests women with learning disability may have the same or lower risk of breast cancer. The subgroup of women with Down syndrome has a lower risk of breast cancer. The absence of adequate, good-quality epidemiological data on this topic makes it difficult to evaluate any trend of increasing or decreasing risk for these women. However, given that medical achievements have seen significant gains in life expectancy for this group, it is likely that the number of women presenting with symptomatic breast cancer is increasing, even if the rate is unchanged. Evaluation of the literature on the use of mammography screening services suggests that women with learning disability may be either deliberately or passively excluded from screening programs. Uptake among those who are invited for mammography appears to be poor, and alternatives, such as clinical breast examination, appear to be underutilized. Conclusion: We suggest that women with learning disability should not be excluded from breast cancer screening services. Increased awareness of the risks of breast cancer among general practitioners and other health personnel is needed, as is the evaluation and development of appropriate screening methods for this special-needs population. Copyright copyright Freund Publishing House Limited

Willis, D.S., Kennedy, C.M. and Kilbride, L. (171-184)  Breast cancer screening in women with learning disabilities: Current knowledge and considerations. [References].  British Journal of Learning Disabilities  36 (3):Sep 2008 1354-4187. 
Abstract: As people with learning disabilities now live longer, they will experience the same age related illnesses as the general population and cancer is a prime example of this. In women, cancer screening is used to detect early on-set of cancer of the breast and abnormalities of the cervix which might, if left untreated, develop into cancer. Disappointingly, the literature on cancer screening in women with learning disabilities consistently reports that cancer screening up-take is lower in this population compared to women in the general population. This paper presents a review of 35 articles relating to breast cancer, breast cancer screening and breast awareness in women with learning disabilities. Relevant papers and book chapters were located by searching a number of databases and undertaking hand searches, and includes publications from 1997 to 2007. The studies located ranged from localised health initiatives to improve breast awareness and breast screening up-take, to population studies. Although more is being published on cancer in people with learning disabilities there is still a paucity of literature on breast screening amongst women with learning disabilities. This review therefore, up-dates current knowledge on breast cancer incidence and breast awareness whilst critically reviewing studies specifically focusing on breast screening in women with learning disabilities. (PsycINFO Database Record (c) 2008 APA, all rights reserved) (journal abstract)

Willis DS, Kennedy CM and Kilbride L (2008)  Breast cancer screening in women with learning disabilities: current knowledge and considerations.  British Journal of Learning Disabilities  36 (3):171-185. 13544187. 
Abstract: As people with learning disabilities now live longer, they will experience the same age-related illnesses as the general population and cancer is a prime example of this. In women, cancer screening is used to detect early on-set of cancer of the breast and abnormalities of the cervix which might, if left untreated, develop into cancer. Disappointingly, the literature on cancer screening in women with learning disabilities consistently reports that cancer screening up-take is lower in this population compared to women in the general population. This paper presents a review of 35 articles relating to breast cancer, breast cancer screening and breast awareness in women with learning disabilities. Relevant papers and book chapters were located by searching a number of databases and undertaking hand searches, and includes publications from 1997 to 2007. The studies located ranged from localised health initiatives to improve breast awareness and breast screening up-take, to population studies. Although more is being published on cancer in people with learning disabilities there is still a paucity of literature on breast screening amongst women with learning disabilities. This review therefore, up-dates current knowledge on breast cancer incidence and breast awareness whilst critically reviewing studies specifically focusing on breast screening in women with learning disabilities.

Wirojanan, J., Kraff, J., Hawkins, D.S., Laird, C., Gane, L.W., Angkustsiri, K., Tassone, F. and Hagerman, R.J. (2008)  Two boys with fragile x syndrome and hepatic tumors.  Journal of Pediatric Hematology/Oncology  30 (3):239-41. 1077-4114. 
Abstract: Hepatic tumors are rare childhood neoplasms with uncertain etiology. We report the cooccurrence of hepatic tumors in 2 boys with fragile X syndrome, one with hepatoblastoma and another with desmoplastic nested spindle cell tumor of liver. The pathogenesis of fragile X syndrome involves silencing of the fragile X mental retardation 1 gene and consequent loss of FMR1 protein. We speculate regarding molecular pathways that might explain the cooccurrence of the 2 conditions. Further examination of a possible functional link between hepatic neoplasia and loss of FMRP is warranted

