Tablel

Geometric Mean Age at Death of Persons with NF1
and of the U.S. Genera Population, 1983-1997

Mean Age
(Yrs) a Mean Age
Death of (Yrs) a Difference
Number of  Personswith Deathof US  Between

Category Degths NF1 Population Means 95% CI
All 3,770 54.4 70.1 15.7 15.0-16.3
Maes 1,874 52.7 66.4 13.7 12.8-14.6
Females 1,896 56.1 74.0 17.9 17.1-18.7
Whites 3,150 554 715 16.1 15.4-16.7
Other Races 620 49.6 61.3 11.7 9.7-13.4
1983-1987 1,183 54.9 69.2 14.3 13.2-15.4
1988-1992 1,247 53.9 69.8 15.9 14.8-17.0
1993-1997 1,340 54.5 71.0 16.5 15.5-17.6
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Table2

Proportionate Mortdity Ratios (PMRs) for Selected Medical Conditions of NF1-Associated Deaths, 1983-1997

Condition ICD-9 Code Observed Cases  Expected Cases PMR 95% Cl
Malignant neoplasms (all) 140-208 1170 965 1.21 1.14-1.28
Heart disease (adult) 410-414, 415- 1365 1571 0.87 0.82-0.92
417, 420-429
Heart disease (congenital) 745-747 19 19.9 0.95 0.57-1.49
Vascular disease 401-405, 430- 658 597 1.10 1.02-1.19
438, 440-447
Hypertensve disease 401-405 244 219 111 0.98-1.26
Cerebrovascular disease 430-438 398 327 1.22 1.10-1.34
Diseases of arteries and 440-447 123 157 0.78 0.65-0.93
arterioles
Digbetes mdlitus 250 64 239 0.27 0.21-0.34
Curvature of spine (Includes 737 66 2.72 24.3 18.8-30.9
scoliosigkyphosis)
Epilepsy 345 35 10.3 3.40 2.37-4.73
Menta retardation 317-319 43 9.00 4.78 3.46-6.44
Suicide E950-E959 7 137 0.05 0.02-0.11
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Table3

Proportionate Mortality Ratios (PMRs) for Selected Malignant Neoplasms of NF1-Associated Deaths , 1983-1997

Type of Malignant Neoplasm ICD-9 Code Observed Cases  Expected Cases PMR 95% Cl
Connective and other soft tissue 171.0-171.9 353 10.3 34.3 30.8-38.0
Brain 191.0-191.9 181 32.8 552 4.74-6.38
Lymphatic/Hematopoietic system 200-208 69 113 061 048-0.77
Myeloid leukemia 205.0-205.9 20 20.9 096 0.58-1.48
Female breast 174.0-174.9 79 120 066 0.52-0.82
Trachea/Bronchus/Lung 162.0-162.9 132 236 056 047-0.66
Stomach 151.0-151.9 2 235 094 059-1.42
Liver and intrahepatic bile ducts 155.0-155.9 11 16.1 068 034-1.22
Pancreas 157.0-157.9 24 394 061 0.39-0.91
Colon, rectum, rectosigmoid junction 153.0-154.9 38 94.6 040 0.28-0.55
and anus
Ovary 183.0 21 28.8 073 045111
Prostate 185.0-185.9 16 42.6 038 0.21-0.61
Cervix uteri 180.0-180.9 4 18.7 021 0.06-0.55
Body of uterus and of uterus, part 179.0-179.9, 11 12.0 092 0.46-1.64
unspecified 182.0-182.9
Skin (malignant melanoma) 172.0-173.9 12 23.2 052 0.27-0.90
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All neoplasms, excluding connective 140-208 638 922 069 0.64-0.75
and soft tissue and brain excluding 171
and 191

Table4

Proportionate Mortality Ratios (PMRs) for Selected Medical Conditions
of NF1-Associated Deaths by Age Group, 1983-1997

Age Group (Years) and 95% Cls

Condition <10 10-19 20-29 30-39 40-49 50-59 60-69 >70

Malignant neoplasms (all) 394 6.08 493 213 118 0.89 0.77 084
(2.60-5.73) (4.88-7.45) (4.14-5.82) (1.83-2.47) (1.00-1.37) (0.76-1.05) (0.67-0.89) (0.74-0.96)

Malignant neoplasms excluding 315 1.76 127 055 058 0.67 059 0.75
cases with connective and soft (1.76-5.19) (1.07-2.71) (0.86-1.82) (0.39-0.75) (0.45-0.73) (0.55-0.81) (0.50-0.69) (0.65-0.87)
tissue and brain

Malignant neoplasms of 16.1 383 524 50.2 315 221 229 183
connective and soft tissue (5.24-37.6) (27.8-51.7) (41.8-65.2) (40.3-62.0) (235413 (14.7-31.9) (15.6-32.3) (11.6-27.4)
Malignant neoplasm of brain 394 114 9.32 7.99 573 299 344 147
(1.58-8.10) (7.53-16.4) (6.14-135) (5.86-10.7) (3.96-8.00) (1.68-4.94) (2.07-5.38) (0.48-3.42)
Malignant neoplasms of 235 0.28 0.20 0.07 043 0.64 0.74 0.91
lymphatic/hematopoietic (0.94-4.84) (0.03-1.01) (0.02-0.72) (0.002-0.39)  (0.16-0.93) (0.29-1.22) (0.42-1.20) (0.59-1.33)
system
Myeloid leukemia 104 126 0.00 0.27 0.64 0.00 120 160

(338243)  (015454)  (000-151)  (0007-151) (008232  (000-151)  (0.33-308)  (0.59-348)

Vascular disease 3.26 2.68 225 1.04 102 112 1.19 101
(1.31-6.71) (1.38-4.68) (1.46-3.32) (0.70-1.50) (0.75-1.35) (0.87-1.42) (1.00-1.40) (0.90-1.12)

Hypertensive disease 0.00 6.32 3.27 0.32 1.07 1.01 1.19 113
(000284)  (0.76226)  (132674)  (007-093)  (068-159)  (069-143)  (091-153)  (0.93-1.35)

Cerebrovascul ar disease 3.63 2.76 2.09 1.20 0.85 154 1.46 1.06
(1.46-7.47) (1.32-5.07) (1.19-3.39) (0.74-1.83) (0.53-1.30) (1.12-2.07) (1.16-1.81) (0.92-1.22)
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Diseases of arteries and 0.00 0.00 248 115 142 0.62 057 0.78
arterioles (0.00-26.3) (0.00-5.51) (0.80-5.78) (0.37-2.69) (0.71-2.55) (0.27-1.23) (0.34-0.90) (0.61-0.97)
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Figure 1

Median ages at death (in box) and 5™, 25™, 75" and 95™ percentiles of personswith NF1 and of the U.S.

genera population for al cases and by sex, race, and time period
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