WG Survey report based on 1127 questionnaires in database as of 3/1/2000 from USA and Canada

‘Wegener's Granulomatosis Association

Formerly the: Wegener's Granulomatosis Support Group, Inc.
P. O. Box 28660
Kansas City, MO 64188-8660 phone300-277-9474

Results of survey questionnaire sent in Oct. 1997 WGSG newsl etter

Zip code location of 1059 Wegener's Granulomatosis patients completing survey questionnaire.

Question 1. Female Mae
Sex of WG patients Sex of total WGSG patient
responding to survey membership Feb 2000
1250 100.0% 4000 100.0%
1000 =
3000 =
750 542% B 45.7% 54.3%
45.8% 2000 I
1127
500 | | | | 3697
o050 || 516 || 611 | | i 1000 1 1500 [ 2007 |— -
0 0
MALE FEMALE TOTAL MALE FEMALE TOTAL
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Question 2a. Birthyear 19 2b. Age when diagnosed with Wegener's granulomatosis...

Since there were an unequal number of men and women in the survey the following chart uses the percentage of each sex’s total
to adjust the incidence for comparison. Note until the age of 41 women have a higher incidence. Above that age men have a

higher incidence.

Percentage of each sex's total

Wegener's Granulomatosis Support Group Inc. Age at diagnosis for 1127 wegener's granulomatosis
patients (USA & Canada). Charted by percentage of each sex's total (3/00)
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The following chart is experimental. A correction factor has been calculated for each year of age Since there were an unequal number of men
and women the percentage for each group's total was plotted to equalize the chart. Also a correction factor calculated from US census data was
used to adjust for the decrease in population as age increases. For instance since the population of 70 year old males has decreased by a factor
of 1.5 the number of males at that age is multiplied by that factor to chart the relative incidence of Wegener's at that age. Note since there are
fewer men as age increases it indicates a higher incidence for those men over 42 years old.

Relative percentage of total

Age chart to show relative incidence, adjusted by plotting percentage of each sex's total
and adjusting for population percentages at each age from US census data.
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Question 3.

Please circle one of the numbers:

How would you classify your race?

school you ever achieved:

Question 4. Circle number for the highest level of

1......White 2......African American 1......Elementary 2.......High School 3.......College
3.....Hispanic  4.......Pacific Iander 4. 4.....Graduate School  5.......Trade or technical school
5......Asian 6.......Native American 3 _
Wegeners Granulomatosis Support Group
Al individuals are USA citizens, patients education levels achived
note: some checked more than one race £ 206
USA %of | WG | Percent | % Adjusted by ementary ]2 ’
Race Population | Pat. | of total Census Data High School |35.0%
White (75.7%) 1033 97.7% 42.4% i
Hispanic (9.0%) 13 1.2% 4.5% College |38.2°/
Native American (.08%) 12 1.1% 46.2% 4‘—‘
- - Grad School 16.9%
African American (12.3%) 7 0.7% 1.8% |
Asian (3.0%) 5 0.5% 5.1% Trade/Tech School 7.6%
Other 4 0.4% -
Pacific Islander 1 0.1% - 0.0% 15.0%  300% - 45.0%

Percent of 1127 WG patients

Question 5. The next questions ask about the physicians you first went to seeking diagnosis then who diagnosed you
and who now care for your Wegener's Granulomatosis. Put a number in the boxes in the order you saw the physicians.

First three Physicians seen seeking diagnosis, 1st, 2nd, 3rd

Family Practice 49% | 7% 2%
b I I I
ENT 18% 28% 9%
B I
Pulmonary | 4% 14% | 11% |
1 I I
Internist 14% | 10% | 4%
B I I
Rheumatologist | 3% 9% | 10% |
1 I
Nephrologist |29 4% 7%
b I
Allergist 5% | 4% 4%
0% 10% 20% 30% 40% 50% 60%
Percent of 1127 WG patients
Physicians who made WG diagnosis Physicians who treat WG
i 0,
Rheumatologist | 36% Rheumatologist | 55%
Pulmonary 20% Pulmonary | 27%
| ) .
Nephrologist 18% Nephrologist | 27%
Ear Nose Throat 11% Ear Nose Throat | p1%
| ) ]
Other Specialist <1% of total 10% General Intenist :I 15%
B . " b
General Internist 6% Family practitioner :I 17%
T iali 0 0
Family Practice :I 3% Other Specialists <1% of total | 9%
B - 0
Ophthalmologist :I 204 Allergy Specialist 7:|4A>
T i 2%
Allergist ] 1% Ophthalmologist :|
0% 25% 50% 75%
0% 25% 50% . -
) Percent of 1127 WG patients treated by each specialist
Percent of 1127 WG patients some patients are treated by more than one physician
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Question 6... First potential symptoms: Question 7b..Months spent seeking diagnosis.___
(Dfatigue (2)fever (3)joint pain
(4)nasal obstruction or bleeding (5)sinus attacks Percent of 1073 WG patients diagnosed 100%
(6)rash (7)cough (8)deformed nose . by months seeking DX 97%
(9)kidney problem (10)hearing or ear problem 100% 90%
T - — 83%
(11)Loss of sense of smell (12)others specify
0
% 750 67%
First potential symptoms >1% of total = =
2 0
02 44%
i 50%
Fatigue | | 60% ?6 - ° 33%
Sinus attacks 48% % S 21%
. . e 25%
Joint pain 48% 2 7.%//
Nasal 41%
- O% T T T T T T
Cough 39% 0 1 2 3 6 12 24 48 >48
Hearing or ear 37% Months spent seeking DX
] example: 7% DX immediately, 83% by 1st year,
Fever 31% Median = 4 months, average = 9.3 months
Loss of sense of smell 15%
Kidney || 13% Question 8... How many physicians did you
: see before the WG diagnosis was made
Rash 12%
Eye problems :I 6% Number of physicians seen seeking diagnosis
Saddle nose :|4%
| « 1 8%‘ ‘
A |
Cough blood :|3% > 2 |1800
B g i,
Shortness of breath :I 3% é 3 | 20%
4 ] 4 0,
Weight loss ] 2% S i | 16%
] g 5 | 13%
Lung problems ] 2% g o 4‘_| 7%
. S i
Chest pain ] 2% % 7 | 4%
Night sw eats ] 2% .g' 8 7:' 4%
| g ° [ ]2%
Pneumonia ]1% a 1
10 9
E o[ ]4%
0%  25%  50%  75% Z >10 5%
Percent of 1127 WG patients
0% 5% 10% 15% 20% 25%
Percent of 1083 WG patients
Question 7a... When did a physician first Note: Average =4.5; Median =4
tell you have WG?...
g 180 169
S 160 153151
*g 1 —
— @ 140 L]
2 ¢
£ 5120 108-{ | |
o £ —
E S 100 B H -
O ° M 79
n o I O I I O
0g 8 60 61
=2 60 A
5 g 33 38 37
55 40 s == 1HHHH
E 20179 3 1 g 2 3 4 3 4 1qdqq15R14 B HHHHE A A
>
2 Ll -lnninnOn0fln
32 31 30 29 28 27 26 25 24 23 22 21 20 19 18 17 16 15 14 13 12 11 10 9 8 7 6 5 4 3 2 1
68 69 70 71 72 73 74 75 76 77 78 79 80 8L 82 83 84 8 8 87 8 8 90 91 92 93 94 95 96 97 98 99
Years since DX and year of diagnosis for 1127 WG patients
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Question 9...During and before the diagnosis, was Was p‘mb'em F"SVChOSO"“at'C —
it suggested that the Problem was " psychosomatic"? No 86%
Yes :| 14%
0% 20% 40% 60% 80% 100%
Percent of 1099 WG patents

Question 10. As best you can recall, when you were EIRST Question 11... After DX have you had addiional parts of
diagnosed with WG, which parts of your body were your body involved? (check all parts involved)
originally involved? (check all parts involved) (O)Mouth__ (2)Nose__ (3)Sinuses __ (dEars___
(1) Mouth___ (2)Nose___ (3)Sinuses__ (4)Ears___ (5)Eyes___ (6)Tracheaand bronchia tree_ (7)Skin
(5)Eyes___ (6)Tracheaand bronchial tree (7)Skin rashes_ (8)Joints___ (9Muscles  (10)Lungs
rashes (8)Joints__ (9Muscles _ (10)Lungs (11)Kidneys__ (12)Intestines _ (13)Unexplained
(1D)Kidneys  (12)Intestines _ (13)Unexplained fever __ (14)Others (please specify)
fever__ (14)Others__ (please specify parts of your body )
Initial organ symptom involvment at WG diagnosis
Subsequent organ involvment
Sinuses 66%
Eyes | 32%
Lungs 60% l ‘ ‘ ‘ ‘ ‘
| ‘ Joints | 30%
Joints 52% 1 ‘ ‘ ‘ ‘ ‘
‘ Lungs 29%
% - \ \ \ \ \
Nose >1% Kidneys | 28%
Ears 2% Ears 7 ‘ ‘ ‘ ‘ ‘ | 27%
1 \ \ \ \
Kidneys 37% Sinuses | R4%
1 \ \ \ \
Others (<2% of total) 37% Muscles | 22%
\ \ \ \
Unexplained fever 32% Nose | 23%
4 \ 1 \ \ \ \
Eyes 30% Skin rashes 20%
| ‘ - \
Muscles 29% Trach/Bron | 17%
Skin rashes 24% Unx Fev | 12%
. Mouth 11%
Trach & Bronchial 20% ]
) Intestines 8%
mouth 15% |
] Blood probems 2%
intestines :|4% :I
0% 5% 10% 15% 20% 25% 30% 35%
0% 25% 50% 75% Percentage of 678 WG patients responding
Percent of 1127 WG patients
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Question 12a... How diagnosed, biopsy (of what site),

Biopsies preformed for diagnosis of 931
(81%) Of 1127 WG patients
Lung 42%
Kidney | 29%
Nasal/Sinus | 29%
Skin 7:|4%
Leg 7:| 2%
Ear 7:| 2%
Throat i 1%
Bronchial tree I 1%
Trachea i 1%
Nerve i 1%
Trach I 1%
0% 10% 20% 30% 40% 50%
Percent of 931 WG patients

Question 13a... Hasyour illness required surgical
procedure(s) sinceit started? _ Yes No

13b...If yes, please check all procedures that apply
(including procedures done for establishing diagnosis)

(1) None__ (2)Ear Tube___  (3) Tear Ducts__  (4)
SinusSurgery_ (5)(Sinus Surgery more than once)
(6) Tracheal (breathing tube)stretching__(7) Tracheotomy
(holein your breathing tube)__ (8) Nasal biopsy
(9) Needle lung biopsy (through the skin or a bronchoscopy-
tube to the lungs)_(10) Open lung biopsy (surgery to remove
part of the lung)__ (11) Kidney biopsy___ (11b) Kidney
transplantation__(12) Skin Biopsy__ (13) Nerve biopsy___
(14)Eye Surgery__ (15) Other surgery...(pleaselist)

Were surgical procedures performed
after diagnosis?

Yes 76%
No 20%
No answer :|4%
0% 25% 50% 75%  100%

Percent of 1127 WG patients

or b. ANCA? c. Or both?
What Tests were performed at diagnosis?
Biopsy or ANCA 98%
Biopsy and 0
ANCA 62%
Biopsy only 20%
ANCA only 15%
None or no ] 206
answ er
0% 25% 50% 75% 100%
Percent of 1127 WG patients
Surgical procedures including
those done to establish diagnosis.
Kidney biopsy 24%
Nasal biopsy 24%
] \
Needle lung biopsy 23%
R I
Other (each procedure <1% of
23%
total )
Ear Tube 19%
Open lung biopsy 19%
Sinus Surgery 16%
] \
Skin Biopsy 11%
Eye Surgery 8%
Sinus Surgery more than once) 6%
Tracheal (breathing
. 5%
tube)stretching
Tracheotomy 5%
Tear Ducts 4%
Kidney transplantation :| 1%
0% 10% 20% 30%
Percent of 1127 WG patients

Page 6 WGA... USA, Canada 02/10/02

Printed 7/11/02.



14 How would you estimate the CURRENT

activity of your WG?

a (1)Never in remission after diagnosis b. If inremission, how long? months
(2)Inremisson____ (3)Mildly active
(4Very Active____

Time in remission reported by 430

Current activity of WG reported by patients i
(38%) of 1127 WG patients

o ‘ 3mo or less 9
In remission | 42% | 15%

) ] >3mo to 6mo 13%
Mildly active | 2% ]
b 6 moto 1l Year | 20%
Never in remission 16% |

: E >1lyrto 3years 28%
Patient died 6% ]
J >3yrto 5 Years 10%
. 0, 7
Very Active | 6% >5yrto 10 Years —| 129
No answ er :I 5% > 10 Years | 3%

0% 10% 20% 30% 40% 50% 0% 5% 10% 15% 20% 25% 30%
Percent of 1127 WG patients Percent of 430 WG patients w ho answ ered
Question 14c. If out of remission, how long? months, 14d Was stress afactor in your relapse? _ Yes No

If out of remission how long? Was stress a factor in your relapse

95 (8.4%) of 1127 WG patients responding
[ [
6 months or less 48%
| Yes 5.4%
>6 months to 1 year 20% |
>1 year to 5 years 27% No 316%
>5 Years :| 4% ‘
0.0% 2.0% 4.0% 6.0%

0% 20% 40% 60% Percent of 1127 WG patients

Percent of 95 WG patients w ho answ ered

- - - - - Percent of 1127 Wegener's Granulomatosis patients
Years since diagnosis duration of illness completing survey w ho had died (as of 8/01) o
: : 12.0% :
5 Years or less 59% " ° PRPSTAPAPEL g
2 o lo-
1 S 10.0% NPT as
>5 to 10 years 26% = oo
| Q | o7
OZg 8.0% o
>10 to 15 years :I 8% =2 /’/'
| N8 6.0 %
>151t0 20 years :|4% N2 6.0%
- o /
] 5 £
>20 to 25 years :I 2% = 4.0%
: g |3.5% |
> 25 years ] 1% 5 20%
0% 20% 40% 60%  80% 0.0%
Percent Of 1127 WG patients 1 3 5 7 9 11 13 15 17 19 21 23 25
Years since diagnosis
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Question 15. What has been the pattern of your illness
after diagnosis e.g. ill 6 months, remiss 1 year,
flare 6 months, remission 1 year, etc:

My pattern has been:

Years ill and in remission reported by

418 WG patients (37% of 1127 patients in survey)

Years reported ill after DX
Years in first remission
Flares, years active

Subsequent remissions

11
0.75

135

2.00

13

| 2.6

[150

0.00 1.00

2

.00

Years

3.00

4.00

0O MEDIAN

O Average ‘

Q.16...Please list the medications you were initially treated with and those you are taking now. (Partial view of form used:)

Initially treated with Treated with now?
Dosage How Long? Helpful? Dosage How Long? Helpful?
Yes NO Yes No
Prednisone (Corticosteriods)
Cytoxan (Cycophosphamide
Other medications etc
Prednisone dosage reported by WG patients Length of timg WG patignts
were treated with Prednisone
32% :
<10m | 39%
9 2% ‘ < 3 Months | =y |
| 42% 0
10 to 20m b
g | 10% | 27%
16% 3 to 6 months .
20 to 40mg 16% | | 0
1 9 > 16%
40 to 60mg 8% 6 monthsto 1 6
| 51% year | 21%
o i
60 to 80mg 1% 18%
13% >1yr
T 10 25%
>80mg 8%
0% 25% 50%
0% 25% 50_% 75% Percent is of those responding
Percent of those responding
O Present dosage for 566 WG patients O Present treatment 343 WG patients
O Initial dosage at DX 749 WG patients O Initial treatment 656 WG patients
Cytoxan dosages reported by WG patients Time WG patients treated with Cytoxan
100 | | 43%
mg or less | 66% 123%
1 3mo or less
>100mg to <200mg |39% 1 21
9 21
] | 21% >3mo to 6mo 16% 0
119 L 1%
200mg to 750mg 5—7[,/ T ]19%
| ? >6mo to 1yr 0
:l 8% | | 26%
>750mg and IV . T ]18% ‘
:l 6% >lyear
| 37%
0% 20% 40% 60% 80%
) 0% 25% 50%
Percent of those responding Percent is of those responding
0O Present dose Cytoxan 367 WG patients O Time 232 WG patients are being treated now
O Initial dose Cytoxan 569 WG patients O Time 556 WG patients w ere treated at DX
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Methotrexate dosage reported by WG patients

Yes took MTX 15% ‘

| | 33%
>40mg %230/;/0
>20 to 40mg f—]lg,/?%
>10 to 20mg | 131% | 48%

>5to 10mg ;‘ 11;(;//‘;
] 4%
0to 5mg 4%

0% 10% 20% 30% 40% 50% 60%

Percent is of those responding

O Present dose 151 WG patients
O Initial dose MTX, 133 WG patients

Time WG patients treated with Methotrexate

19%
< 3 months
1

1%

| 25%

3 to <6 months

13%
6 months to <1 19%
year 18%
| 46%
lyear or more -
| 43%

0% 10% 20% 30% 40% 50%
Percent of those responding

O Present treatment 90 WG patients
O Initial treatment 76 WG patientsl

Time treated with Bactrim for WG patients

<3 Months [ g

0,
3 to 6 Months ggoﬁ
l o
>6 mo to 1 year 1‘8% | 25%
| =0,
>1 Year | 37%

| 41%

0% 10% 20% 30% 40% 50%
Percent is of those responding of 1127 WG patients

O Time presently on Bactrim 134 WG patients
0O Time 169 WG patients w ere initially treated

Was Bactrim helpful?

| 75%
Yes 60%
2%
No 14%
16%
No Answ er | 2204
8%

2
? Unknow n E—J.)%

0% 20% 40% 60% 80%

Percent is of those w ho responded

O 301 WG patients presently on Bactrim
O 361 WG patients initially treated w ith Bactrim

Medications used to treat WG patients

Prednisone 156% ‘ -
Cytoxan 137% | T
Bactrim :137‘03/02%
Methotrexate Ellzﬁf
Imuran El|450 é%
Cellcept | 11;)//(‘:
0% 25% 50% 75% 100%

Percent of 1127 WG patients

O Present medications used to treat WG patients

O Initial medications used to treat WG patients
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Combinations of medications
used by WG patients

) 28%
Prednisone,Cytoxan

12%
Pred,CTX,Bactrim
21%

. 13%
Prednisone only 90t
(1]

8%
Pred,Methotrexate :I 0

. 7%
Bactrim only
1%

Pred, CTX, MTX
6%

) 6%
Pred, Bactrim
6%

4%
Cytoxan only :| 0

4%
MTX only 1%
(]

0% 20% 40% 60%

42%

Percent of WG patients responding

O Medications presently used by 813 WG patients
O Initial medications used by 1034 WG patients




Methotrexate dosage reported by WG patients

Yes took MTX 15% ‘

| | 33%
>40mg %230/;/0
>20 to 40mg f—]lg,/?%
>10 to 20mg | 131% | 48%

>5to 10mg ;‘ 11;(;//‘;
] 4%
0to 5mg 4%

0% 10% 20% 30% 40% 50% 60%

Percent is of those responding

O Present dose 151 WG patients
O Initial dose MTX, 133 WG patients

Time WG patients treated with Methotrexate

19%
< 3 months
1

1%

| 25%

3 to <6 months

13%
6 months to <1 19%
year 18%
| 46%
lyear or more -
| 43%

0% 10% 20% 30% 40% 50%
Percent of those responding

O Present treatment 90 WG patients
O Initial treatment 76 WG patientsl

Time treated with Bactrim for WG patients

<3 Months [ g

0,
3 to 6 Months ggoﬁ
l o
>6 mo to 1 year 1‘8% | 25%
| =0,
>1 Year | 37%

| 41%

0% 10% 20% 30% 40% 50%
Percent is of those responding of 1127 WG patients

O Time presently on Bactrim 134 WG patients
0O Time 169 WG patients w ere initially treated

Was Bactrim helpful?

| 75%
Yes 60%
2%
No 14%
16%
No Answ er | 2204
8%

2
? Unknow n E—J.)%

0% 20% 40% 60% 80%

Percent is of those w ho responded

O 301 WG patients presently on Bactrim
O 361 WG patients initially treated w ith Bactrim

Medications used to treat WG patients

Prednisone 156% ‘ -
Cytoxan 137% | T
Bactrim :137‘03/02%
Methotrexate Ellzﬁf
Imuran El|450 é%
Cellcept | 11;)//(‘:
0% 25% 50% 75% 100%

Percent of 1127 WG patients

O Present medications used to treat WG patients

O Initial medications used to treat WG patients
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Combinations of medications
used by WG patients

) 28%
Prednisone,Cytoxan

12%
Pred,CTX,Bactrim
21%

. 13%
Prednisone only 90t
(1]

8%
Pred,Methotrexate :I 0

. 7%
Bactrim only
1%

Pred, CTX, MTX
6%

) 6%
Pred, Bactrim
6%

4%
Cytoxan only :| 0

4%
MTX only 1%
(]

0% 20% 40% 60%

42%

Percent of WG patients responding

O Medications presently used by 813 WG patients
O Initial medications used by 1034 WG patients




Question ...18. Any complications of treatment?

Complications of treatment reported by
725 WG patients

-

E I
Hairloss |7.9%

Cytoxan problems | 1412%

Weight problems 8.4%

Prednisone side effects 8.4%

Blood problems 6.6%

Allergic to meds 5.4%
Nausea 4.8%

Lowered WBC 4.3%
4.1%

2/8%

.B%

Cataracts

Stomach problems
Fatigue

Diabetes .B%
Osteoporosis B%
Infections

Menstruation ceased

Weakness

Skin prob

Depression

Kidney prob

Sleep prob

Hemorragic Cystitis from Cytoxan
Ulcers

Early menopause

Mood swings

Muscle prob

Eye & vision prob

Lung

Moon face from Prednisone

0.0% 4.0% 80% 120% 16.0%

Percent of WG patients responding >1%

Question 20. How would you rate the present impact of
the disease (including side effects of therapy) on your ability
to perform you're daily activities at home and/or at work?

1 2 3 4 5 6 7 8 9 10
No effect Periodic effect Permanent
Question 21.  On this chart how much had WG
affected your life at the time of diagnosis?
I I I I I I I I I |
1 2 3 4 5 6 7 8 9 10
Not at all Had changed everything

Page 10 WGA.... USA, Canada 9/10//00

Question ..19. Compare your health today with when
you were first diagnosed. . Please circle number:
Hedlth now is: Much better....1 Better.....2
Same.....3 Worse.....4 Changing too much to say.....5

Health today reported by 1127 WG patients.
1. Much better ‘ | 45%
2. Better 1 28%
3. Same :| 4.3%
4. Worse :I 7.4%
5. Changing too much to say :l 7.9%
Died [T] 5.0%
No Answ er :| 2.4%
0.0% 25.0% 50.0%
Percent of 1127 WG patients
Question 20.
Q-20 On ascaleof 1to 10
How has WG affected your life NOW?
10. P ermanent effect 12%
ol —
8 | 16%
7| | 12%
o [ Jew
5. Periodic effect | | 13%
4| | 894
3| | 10%
2 | ‘ | 8%
1. No effect now | 5%
0% 5% 10% 15% 20%
Percent of 1050 WG patients responding
Question 21.
Q-21 On ascale of 1to 10 How had WG affected your
life at the time of diagnosis?
10. Changed everything 50%
9 1 18%
8 1 11%
7 7:' 6%
6 :| 3%
5 Periodic effect :I 59
4 :| 3%
3 [] 2w
2 :| 2%
1. Not at all ] 1%
0% 10% 20% 30% 40% 50% 60%
Percent of 1069 WG patients responding
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Q-22. The next section asks about chronic medical problems that you may have in addition to WG,

or as a complication of its treatment.

Major health complaints,
problems charted by duration of illness

Shortness of 39%

0,
Breath 49%

| 44%

J

25%
Hearing Loss 37%

44%

20%
36%
| 44%

Arthritis

J

20%

26%

16%

32%

!

Hypertension

8%
31%

Infections

F

13%
Osteoporosis 17%

’

| 31%

12%
23%
21%

Cataracts

|,

15%
20%
18%

Psychological
distress

IL

6%
Saddle nose 18%
28%

Dialysis

~
SEEER
\Oo
|_\O
Q
>

Heart disease 14%

3
X

12%
13%

Asthma

l—!
>

o
o\o

30%

Percent of those responding

60%

B DX in 1990's, 944 WG patients responding
0O DX in 1980's, 143 WG patients responding
0O DX in 1970's 39 WG patients responding

Other chronic medical problems
in addition to WG

Shortness of
Breath

[ 28%

38%
Hearing Loss 43%
[ 34%
31%
36%
| 39%
30%

J

Arthritis

Hypertension 22%
21%
20%

19%

!

Psychological
distress

L

9%

16%
15%
10%
11%
Asthma 11%
15%

20%

Infections

A

2
S

Cataracts
8%
11%
Heart disease 7%

9%
11%
11%

B

Dialysis
2%

S
RN

18%
Osteoporosis

10%
8%
4%

Saddle nose

il

8%

Diabetes 7%

%Ll
X

|

52%
52%

0% 30%

Percent of those responding

60%

B After diagnosis, 871 WG patients
O At time of DX, 832 WG patients
O Before diagnosis 728 WG patients
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Question 23a. Was ANCA testing performed by your

physician at the time of your diagnosis? Yes No

Was ANCA tested at diagnosis?

YES 862 | 76%
NO | 159 (14%
No answ er | 102| 9%
0 250 500 750 1000

Percent of 1127 WG patients

Q-23c. If originally negative, did it eventually turn
positive? Yes No

Q23b. If Yes, wasthetest positive? Yes No

Of 862 WG patients tested

did ANCA test positive or negative?

Positive 713 | 83%
Negative 1 128 |15%
No answ er 7:|21 2%
0 200 400 600 800

Percent of 862 WG patients tested

Q-23d. Does your physician now use ANCA for
monitoring your disease activity? Yes No

Of 128 who tested negative
did ANCA eventually turn positive?

Turned Positive 50 39%
Stayed Negative 1 ‘ 65 51%
No Answ er EI 10%
0 25 50 75

Percent of 124 WG patients w ho tested negative first

ANCA is used to monitor WG

No

Is ANCA used to monitor your WG?

ANCA not used 11%

No Answ er 16%

73%

0% 40%
Percent of 1126 WG patients.

80%

Q-23e. How often isthe ANCA test given ?

Frequency of ANCA tests to monitor WG

1 Month or Less 12%

> 1 Months to 3 Months | 23%

> 3 Months to 6 Months

> 6 Months to 1 Year 9%

> 1 Year ]1%

| 21%

No Answ er 359

0% 10% 20% 30%
Percent of 1126 WG patients

40%
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Question 24. List your main occupation(s) before WG diagnosis and area where you lived and worked .

Occupation City State Zip (if known)
Comparing occupations of 943 USA WG patients with USA Census Data
. . | 23.4%
Professional specialty 114.2%
0,
Services, except protective | 14.8%
| 11.2%
- . . . . | 12.0%
Administrative support, inclucing clerical 15.1%
sal . | 11.1%
ales occupations 1 12.0%
. . . . | 9.7%
Executive, administrative, and managerial 1 13.2%
. 7.1%
Technicians and related support :l 32%
s . . 29
Precision production, craft, and repair 6.2%

| 11.0%

. 3.8%
Handlers, equipment cleaners, helpers, and laborers
4.1%
| 3.6%
Transportation and material moving occupations % 4 1?%
. o 2.8%
Farming, forestry, and fishing :l 2 9%
Protecti . 2.4%
rotective service —11.8%
0.0% 15.0% 30.0%
Percent of 943 WG patients responding
‘ 0O USA Census DATA O WG patient data

Some of the occupations Wegener's Granulomatosis patients have had before diagnosis were:
Professional specialty includes: Accountant, Architect, Art Teacher, Attorney, Chemical Eng., CPA, Engineer, Lawyer, Librarian, Minister,
Pharmacist, Physician, R.N., Professor, Scientist, Teacher, Writer, etc
Services Include: Aerobic Inst,, Apartment Maint., Aquatics Inst., Baker, Beautician, Chef, Childcare, Chiropractic Asst., Day Care, Dietary, Dog
Care, Dry Cleaner, Florist, Health Provider, Hospital Employee, House Painter, Meat Cutter, Plumber, Postal Clerk, Printer, Seamstress, Service
Rep, Social Worker, Telemarketing, Waitress,
Administrative support, including clerical : Admin asst., Admin., Clerk, Bank Teller, Billing Clerk, Bookkeeper, Cashier,
Civil Service, Clerical, Data Entry, Exec Secretary, Legal Secretary, Paralegal, Receiving Clerk, Receptionist, Sectary,
Telephone Operator,
Sales occupations include: Antique Sales, Auto Dealer, Carpet Sales, Drug Rep, Equip dealer, Grocer, Insurance, Purchasing Agent, Realtor,
Retail sales, Sales Mngr., Salesman, Stock Broker, Store Clerk, Vendor
Executive, administrative, and managerial includes: Administrator, Advertising Mngr., Bank Officer, Business Mngr, CEO/Trade Assn,
Chemical Plant Supv, Chief Accountant, Chief Engineer, College Admin., Company Director, Computer Mngr, Court Admin., Director, Labor Rel
Mngr, Plant manager, Project Mngr, Software Mngr, Sr. Supervisor, Tech Director, VP, V.P.Gen'l Mngr,
Zoo Director
Technicians and related support: Computer Analysis, Computer Operator, Database Specialist, Dental Assistant, Diamond Grader,
Draftsman, Geologic Tech, Instrument Tech, Jet Mechanic, Lab Tech, Med Lab Tech, Munitions Inspector, Pharmacy Tech,
Programmer, Service Tech, Surgical Tech, Telephone Tech, Video Production
Precision production, craft, and repair: Carpenter, Cement finisher, Contractor, Diesel Mech., Electrician, Foundry, Ironworker, make
jewelry, Metal Fab, millwright, Plastic Mach oper, Quality Control, Sheetmetal, Ship building, Tool & Die, Welder.
Handlers, equipment cleaners, helpers, and laborers: Boxboy, Coal shipper, Crane Operator, Fork Lift op, Foundry, Hv Equipment Op,
Laborer, Mover, Oil Rigger, Paper Cutter, Print Supply, Propane Filler, Resin Mixer, Septic Tank Pumper, Sewage system inspector, Storekeeper,
warehouseman.
Transportation and material moving occupations: Airline Agent, Airline Flt. Dispatcher, Brake Align shop, Bus driver, Courier,
Delivery Driver, Dispatcher, Truck Driver, Flight Attendant, Railroad, Semi Driver, Taxi Driver, Trucker
Machine operators, assemblers and inspectors: Assembler, Factory Worker, Hyd. Repair, Machine operator, Machine Repair, Machine
Shop, Machinist, mechanic, Nuclear Bomb Assembly, Shipyard Machinist, Steelworker.
Farming, forestry, and fishing: Chem & Fertilizer, Bee Keeper, Crop Duster, Dairy Farmer, Garden Store, Grain Elevator, Greenhouse, Horse
trainer, Landscaping, Lawn Service, Rancher
Protective service: Air Force, Crossing Guard, Customs Officer, Deputy Sheriff, Fireman, Forester, Military, Navy,
Police (State), Special Deputy, U S Army, US Navy, Firefighter Vol,, Forest Fire Lookout
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Question 25. What were your hobbies before WG diagnosis? Question 26. What chemicals or inhalants did your
job, hobbies or environment expose you to?

Hobbies (>2% of total) prior to WG diagnosis Chemicals and inhalents (>2% of 566)
reported by 982 patients WG patients were exposed to
Reading : 14.8% ‘ ‘
Gardening | | 148% Misc Chemicals 20.1%
et a0 Dust | ‘ 16.1%
Fishing |13.3% |
Walking | | 9/3% Paint 14.3%
Travel |9.1% E
Sewing | | 7.9% Fumes & smoke 13.8%

Crafts 7.0%
E Clean & Solvents 10.1%
Sports 7.0% i
Hunting 5.9% Diesel & Oil 7.4%
Ball sports 5.9% R
Biking | 5.9% Asbestos 6.79

Woodworking 5.8%

i Farm chem & Herbicides 6.4%
Knitting & Crochet 5.3% i
Art & painting | 5.1% Pesticides 6.2%
Swimming 1 4.8% 1
1 Sprays 5.8%
Camping | 4.6% pray | (J
Skiing 4.6% Gas 4.9%
cars | 4.5% i
Tennis | 4.3% Household prod 3/5%

B owli 3.9% i

owling | b Chlorine 3/5%
Hiking 3.6% |

Yardwo rk 3.4% Mold 3.2%

Music
| . o
P ho tography :l 20% Thinners 3.0%

Bridge& cards 2.5%
9 | ° Glues 2.8%

Outdoors 2.4% i

Needle crafts Hair products

Volunteer 2.0%

0.0% 10.0% 20.0%

L
N
N
B
N
@
S

0.0% 5.0% 10.0% 15.0% 20.0% 25.0%

P ercent of 982 WG patients Percent of those responding (566 of 1127 WG patients)

27. Before WG did you have ahistory of (1) allergies (2) sinussurgery (3)allergic reactions
Did you have a history of allegies Did you have sinus surgery before Did you have allergic reactions
before WG diagnosis? WG diagnosis? before WG diagnosis?

Yes 30.7% Yes :| 9.1% Yes :| 9.1%
No 32.7% No 32.1% No 32.1%

No Answ er | 36.6% No Answ er | 58.89 No Answ er | 58.8%
25.0% 30.0% 35.0%  40.0% 0.0% 25.0% 50.0%  75.0% 0.0% 25.0% 50.0% 75.0%
Percent of 1127 WG patients Percent of 1127 WG patients Percent of 1127 WG patients
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Question 28. Did you have Fungal Infections, Before Now?

Did you have fungal infections?

16%
Yes 17%
| 69%
No [35%
No answ er 14% ‘
| 49%
0% 25% 50% 75%

Percent of 1127 WG patients

‘ 0O After WG diagnosis O Before WG diagnosis

Q-29. Do other members of your family or blood relations have an auto immune disease?  If so, please specify

Do other blood relations or family members WG patient's relationship to relations who have
have an autoimmune disease (>.4%)? an autoimmune disease
: : . )
Answered No 64.7% Not specified | |4.4A)
] Sister |3.8%
d i
No Answer 13.9% Mo ther | 3.7%
Rheumatoid Arth :I 5.5% Cousin | 3.4%
A Aunt | |2.8%
Lupus :I 5.3% |
4 Daughter 2.0%
- o |
MS :I 2.7% Grand Mother | 1.2%
\ Diabetes ] 1.6% T
i Niece 1.0%
Wegener's Granulomatosis ] 1.3% Uncle ) 0.7%
] N .
Fibromyalgia ] 1.2% Wife 7:| 0.5%
i Son 0.4%
Crohn's disease || 0.9% l
] Nephew 0.4%
Psoriasis ]O,6% Grandchild 0.4%
: i Grand Father :| 0.3%
Sjogren's syndrom | 0.4%
0.0% 2.5% 5.0%
0.0% 25.0% 50.0% 75.0%
Percent of 1127 WG patients Percent of 1127 WG patients

Note There were 15 patients who reported a relation who also had WG, relationship and number of cases were:
1 Father, 2 Brothers, 1 Grandfather, 1 Granddaughter, 3 Uncles, 1 Aunt, 3 Cousins, 1 Nephew, 1 Niece, 1 Daughter

Question 30. Areyou atwin?

Patient 91 isatwin, 53 year old female DX age 43 Patient 116 isatwin, 34 year old male DX age 28
Patient 129 is atwin, 69 year old female DX age 63 Patient 146 isatwin, 47 year old male DX age 42
Patient 314 isatwin, 49 year old female DX age 41 Patient 269 isatwin, 58 year old male DX age 53
Patient 337 is atwin, 46 year old female DX age 39 Patient 662 isatwin, 55 year old male DX age 51
Patient 444 is atwin, 37 year old female DX age 29 Patient 756 isatwin, 72 year old male DX age 57
Patient 1053 isatwin, 78 year old female DX age 76 | Patient 1156 isatwin, 68 year old male DX age 60
Patient 1178 isatwin, 64 year old female DX age 62
Patient 1054 is atwin, 28 year old female DX age 26
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Question 31. Did you have a serious illness

asachild

Childhood illnesses reported by WG patients

Answ ered No

67.6%

Pneumonia

Scarlet Fever |

W.G. <16 years of age 7:| 2.4%
Whooping Cough 7:| 2.0%
Rheumatic fever |
Asthma 7] 1.3%

Ear problems 1

Bronchitis ] 0.8%

Allergies ] 0.6%

Appendicitis

]0.6%

No Answ er 6.8%

0.0%

25.0% 50.0% 75.0%

Percent of 1127 WG patients

Q-33. Did you undergo amajor lifestyle change prior to the
time first symptoms of WG started? (such as moving into a
new house, retirement, serious operation efc.)

Q-32a. Did you smoke before WG? Yes No

Q-32b If yes how many packs per day?
If No, were you subject to passive smoke?

Major changes in lifestyle before WG diagnosis
None reported 46.7%
Moved or remodel home | 18.5%
Other health problems | | 12.3%
Job related | 9.9%
Family problems | 8.0%
Retired | 7/,0%
Death in Family 7:| 3.7%
Answered yes 7:| 2.6%
School 7:| 2.8%
Stress 7] 1.0%
Travel 7] 0.6%
0.0% 10.0% 20.0% 30.0% 40.0% 50.0%
Percent of 1126 WG patients

Yes smoked before DX

Still smoke after DX

Quit

Smoked >2 packs/day

1 to 2 packs/day

<1 packs/day

Did not smoke or no answ er

Was subject to passive smoke

Smoking by 1127 WG patients

43.3%

26.4%

17.1%

2.5%

—

26.3%

7.5%

56.6%

31.3%

0 250

500 750

Number and percent of 1127 WG patients

Question 34. Were you under stress prior to the time first
symptoms of WG started?

Were you under stress prior to your WG diagnosis?

Percent of 1127 WG patients

No | | 42.7%
Yes | 49.7%
No answ er 7 7.5%
0.0% 20.0% 40.0% 60.0%
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Question 35(a). What has been the economic impact of
WG on your annual income?

(8 No change or | now make

(b) __% (per cent) lessincome.

Q-36(a) How many hours a week did you work prior to
Wegeners? hrs
(b) How many hours aweek are you now able to work ?
hrs

Percent of income reported lost by WG patients

100% Loss 4.8%

90% | 0.4%

80% :I 1.9%
70% :I 1.4%
60% :I 1.8%

50% 5.2¢

40% :| 1.9%

30% :I 3.1%

20% :I 2.4%

S

10% :I 1.8%

0% No Change 44.9%

0.0% 10.0% 20.0% 30.0% 40.0%

Percent of 1127 WG patients

50.0%

Hours worked before and after WG diagnosis

Q-35(c)or | now make $ lessincome

Income loss by 66 WG patients

>$25,000 15%

>$10,000 to $25,000 1%

>$7,500 to $10,000 5%

>$2,500 to $7,500 12%
1 \
>$1,000 to $2,500 17%
<$1,000 11%

0% 25%

50%

Percent of those responding, 66 (5.8%) of 1127 WG patients.
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hrs/ k | 21%
>40 hrs/w ee 3% ‘
20 to 40 hriwk 7 37yt
>
(o} riw | 4%
7 4
10 to 20 hriwk 0
5%
3%
<10 hrs/wk _| >
| 32%
No A | 29%
0 Answ er | 31%
0% 20% 40%
percent of 1127 WG patients
O Hours w orked before WG diagnosis
0O Hours w orked now
Q-36 (c) Did you have to change occupations?
Did you have to change occupations?
Yes :IB%
No 30%
1 \
No Answ er 62%
T T
0% 25% 50% 75%
Percent of 1127 WG patients
Q-36 (d) are you retired?
Are you retired?
Yes retired | 35%
1 \ \ \
No answ er | 32%
1 \ \
No | 27%
Disabled 5%
Semi retired :| 1%
0% 10% 20% 30% 40%

Percent of 1127 WG patients
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Q-37(a) Have you applied for disability payment through

Insurance or Social Security?

(b)How much money is being obtained per month from
these sources.?

Did you apply for Social Security?

How much money per month is received
from Social Security?

Yes

27%

>$2000 :| 2.8%
>$1000 to $2000

| 17.3%

$500 to $1000 | 24.2%

No

<$500 | 23.5%

37%

No answ er

Yes receive some SS 4.2%

Denied 7.3%

Pending

36%
| 14.2%

0%

20%

Percent of 1127 WG patients

No 6.6%

0.0%
Percent of 289 WG patients w ho answ ered (26% of 1127)

40%
30.0%

Q-38. What would you estimate the cost per year for your illness. Include lost or lower wages, prescriptions, Doctor,
Hospital, Lab etc. whether you or your insurance paysfor it. $ per year

Note the total cost reported by 1127 WG patients
was $24,266 517, this was an average of $33,517
per patient. The median per patient was $15,000

Cost per year reported by 725 WG patients

<$1,000 :| 2.5%

$1,000 to $5,000

>$5,000 to $10,000 9.2%
>$10,000 to $25000 12.9%
>$25,000 to $50,000 11.5%

>$50,000 to $100,000 6.7%
>$100,000 3.5%

No Answ er 35.7%

0.0% 40.0%

Percent of 1127 WG patients

Question 39. Is there an important Question that should have been asked on this survey that has not been addressed?

What w as original diagnosis

Patients suggestions, ask questions about:

|8.5%

Medicare

| 8.1%

Cause of WG

|6.4%

Side effects

| 5.7%

Effects on family

|4.9%

Diagnosis

|4.9%

Treatments

| 4.2%

Remission

|3.5%

0.0%

Percent of 1127 WG patients

5.0% 10.0%
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