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Nationwide epidemiological survey of refractory vasculitis (anti-neutrophil
cytoplasmic antibody (ANCA)-associated vasculitis, anti-phospholipid syndrome
and temporal arteritis) in Japan

Matsumoto Yoshifuji (Internal Medicine, Toyokawa City Hospital), Nakayama Toshiko, Tamakoshi
Akiko, Ohno Yoshiyuki (Department of Preventive Medicine, Nagoya University, School of
Medicine), Inaba Yutaka (Department of Epidemiology and Environmental Health, Juntendon
University School of Medicine), Kobayashi Shigeto, Hashimoto Hiroshi (Department of
Rheumatology and Internal Medicine, Juntendo University School of Medicine), Koike Takao (The
second Department of Internal Medicine, Hokkaido University School of Medicine), Miyasaka
Nobuyuki (The first Department of Internal Medicine, Tokyo Medical and Dental University
Medical School)

A nationwide epidemiological survey was conducted in 1998 to estimate annual numbers of

patients treated for antineutrophil antibody (ANCA)-associated vasculitis, anti phospholip:d
syndrome (APS) and tempolar arteritis (TA) in Japan, and to describe the clinico-epidemiological



features of the patients. The survey consisted of two questionnaires distributed to the relevant
departments of hospitals throughout Japan. The first questionnaire inquired the number of the
patients treated in 1997. The second one detailed the cinico-epidemiological information of the
patients reported in 1997. Major findings of this survey were as follows; (1) The total numbers of
patients treated in 1997 in Japan were estimated as 2260 (95% confidence interval 1900-2600) for
ANCA-associated vasculitis, 3700 (3300-4000) for APS, and 690 (400-980) for TA, respectively.
(2) The sex ratio (male:female) of patients were 1:1.8 for ANCA-associated vasculitis, 1:6.4 for
APS, and 1:1.6 for TA. (3) The peaks of age distribution of patients at the onset of the disease
were their sixties for ANCA-associated vasculitis, their twenties for female APS patients, their
sixties for male TA patients, and their sixties and seventies for female TA patients. (4) Small
numbers of patient with ANCA-associated vasculitis and APS had family history of related-
collagen vascular diseases, and also patients with APS had a family history of thrombotic events.
(5) Many patients with ANCA-associated vasculitis had clinical manifestations of infection on
upper respiratory tracts before onset of the vasculitis. (6} Almost of patients with ANCA-associated
vasculitis and APS were financially subsided by Ministry of Health and Welfare for polyarteritis
nodosa, Wegener's granulomatosis or systemic lupus erythematosus. (7) Many patients were
treated as out-patients for these diseases.
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#1 SF36Y T A —IVBlRZEE

72 SF36DERRE(E

IRE1E
n=47 REE £ (n=14) 2 (n=33)
Physical Functioning 26.3 Physical Functioning 33.1 22.9
Role-Physical 30.7 Role-Physical 41.8 26.0 *%
Bodily Pain 37.8 Bodily Pain 44.9 34.7 %
General Health 36. 5 General Health 41.3 34.4
Vitality 39.6 Vitality 44.5 37.5 *%
Role-Emotional 33.6 Role-Emotional 39.3 27.1 #
Social Functioning 30.8 Secial Functioning 42.5 29.8 *
Mental Health 35. 1 Mental Health 40. 4 32.9 %x
(505 F19) ¥ p<0.05 % p<0.0

3 SFISDEHHIREME

fRZE1E
<60 (n=23) 60= (n=23)
Physical Functioning 21.0 32.6
Role-Physical 22.12 40. 4 *%
Bodily Pain 37.9 39.3
General Health 34.7 39.8
Vitality 40.9 39.9
Role-Emotional 29.0 39.7 #
Social Functioning 28.6 34.3
Mental Health 37.0 34.8
¥ p<0.05 *% p<0.01

74 BHEIBOREORK (D

REORE (EMH)

E% B P&

B gt

5 8§(57.1) 5(35.7) 1(7.D1)
#Z 160(48.5) 7(21.2) 8(24.D)

0€0.0)  14(100.0)
2(6.1)  33(100.0)

2 24(51.1) 12(25.5)  9419.1)

2(4.3)  47(100.0)




&5 SFISOERCE QR RFIRZEE

RZEE

B -8 (n=36) - FBE (n=1D
Physical Functioning 34.5 -0.7 %
Role-Physical 34.8 17.2 *%
Bodily Pain 40.9 27.6 %%
General Health 38.9 28.3 %
Vitality 41.5 33.4 %
Role-Emotional 37.5 21.0 %%
Social Functioning 34.9 17.3 *#
Mental Health 36.5 30. 8

¥ p<0.05 #% p<0.01

%6 A AFCE O FAER O R IRFIRZEE
ByEn=5 PEEn=15 BEEn=25

Physical Functioning 37.
31.
45.
42.
44.
34.
41.
42.

Role-Physical
Bodily Pain
General Health
Vitality
Role-Emotional
Social Functioning
Mental Health

4

0o =] O e = O

21,
31.
412.
36.
39.
40.
35.
35.

3

[ L e = = T v e

22.
24.
32.
35.
38.
27.
25.
33.

1
5
4
1
1
9
1
1

&1 KANGCROHEDOH IR REME
wuounTwal=2] BE-fi2En=15 HfEn=9

Physical F. 40.
Role-Physical 37.
Bodily Pain 46.
General H. 437.
Vitality 432.
R.-Emotional 40.
Social F. 37.
Mental Health 38.

|

h = e O O e =]

20.
21.
33.
35.
39.
31.
32.
34.

0

-1 & Y W T h —

1
2
2

0.
3.
2.
3.

30.

1

2

8.
9.
6.

THx
Hek
4%%
TH%
4%%
0%%
GESS
4%

¥ p<0.05

¥ p<0.05

£% p<0.01

#% p<0.01



=8 ANEBOBREDOHREEMEHOREDRHIR
B B ks Eghd &t |
K BEEDVWTNDS 16(76.2) 4(19.0) 1 4.8 000.0) 21(100.0)

AR BIE 1(50.0) 1¢30.00 0C0.0) 0¢0.0) 2(100.0)
FBF REE 4(30.8) 5(38.5) 4(30.8) 0€0.0) 13(100.0)
B B 1(11.1) 4(22.2) 4(44.4) 2(8.0)  9(100.0)

gt 22(46.8) 14(29.8) 9(19.1) 2(4.3) 47(100.0)

K9 RARLBOAER EEHEORRE(LHREEZE

B (0=30) Z{EL (n=13) ZE (n=4)

Physical Functioning 33.9 12.0 15. 4%%
Role-Physical 33.6 25.4 26.0
Bodily Pain 13.7 12.2 8. 9%
General Health 41.0 24.9 39. 4%
Vitality 42.4 31. 6 44, 0%
Role-Emotional 36.2 28. 1 30.1
Social Functioning 34.7 20.8 33. 6%
Mental Health 37.4 27.6 42.5%

¥ p<0.05 *#% p<0.01

FI0 EfEHEREROFETCREMEIIEORSNIZIRAE

L &0

Role-Physical 2 IR 33.9 18.7
B & e AR 34.8 20.9

Bodily pain EHE R 35.5 47.4
General Health KB RER 40.0 28.0
e IR 34.9 43.1

Role-Emotional BEE R 31.2 43.7
EREE IR 34.2 25.3

Vitality BIREER 40.5 32.7
Social Functioningf&HREFMEIR 32.4 120.8
2 HER 33.3 21.5

Mental Health R ER 36.9 27.3
KRR REIR 39.6 31.8




1l BEEBOEROEETCTREBIZIZOR SN IER

Physical Functioning {3 Wi Z Vitality W Wi E
1 3% 775 A 54.2 24.1 I % E AT 48.6 39.0
Bl EE 41.6 22.5 BYnstsgn 37.6 41.4
FRLUNTDSN 20.9 31.9 FRICTHADEEN 37,7 44.5
FRIZOHADHWN 19.6 43.8 Role-Emotional Yy W
FREEH N 16.9 32.3 I H 54.7 32.2

Role-Physical W W g BlEfeRE 43.9 31.2
EDFDEEL N 11.1 32.5 E B AEE 31.3 37.0
TETENRICS 0.0 32.1 EDFENEELN 14.5 35.5
FRIZOADEE N 26.6 41.3 BERE 10.5 34.7

Bodily Pain iy Win g DEHTEXILNW 0.0 35.2
I 75 5% By 51.6 36.9 FRAEE 21.7 35.8
B U058 0 34.9 40.8 FRIZHOADE Y 29.4 44.6
F R 25.4 40.0 Social Functioning &y Wiz
FRICOADHEN  33.5 48.9 1 #5533 v 50.6 29.2
HABEEEICNET  32.4 43.8 Eynisiin 26.7 34.6
AR IR 42.5 34.2 FRELUNTDSWN 25,9 35.9

General Health 242212V 4 FREREH 24.0 34.7
I 3% 1% AT 50.7 35.3 FRICAADH N 26.1 42.9
BiREREE 43.4 34.3 Mental Health iy Wi g
HinHng s 28.7 37.3 1 78 35 7 46.6 34.3
Einitsgin 33.7 38.8 BN NTE N 31.2 38.0
HWANEN 42.4 35.3 FRBRES N 29.5 38.2
FREEHA 27.5 41.8 FRICAOADE L 33.3 40.0
ERENADLHN 44.8 35.6
FRICHADEY  33.8 43.4
BB EICIT  31.0 42.7
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PFI (phisical functioning index). ROLPH(role-physical). PAIN(bodily pain).

GHP (general health}. FE#A9{E: (mental health) & L TVITAL(vitality). ROLEM(role-
emotional). SOCIAL(social functioning). MHI{mental health index)D&THH T A7
—VIEBWTERELTHE Y, & <IZPFI, ROLF, GHPZ% &0 FARMERICES 569 7R
F—NVIIBWTHEETH -/, F7/2VITALRROLEM, SOCIAL, MHLIZBW T HREEH & B

LTWINHEETH ), BREREABEIZANEE., BENEELEDIETL TS
T ERERL I N (R2) o

BLAoETIE, ZEFERICERTERMICFYREES RWEFA Oz, &
7260REARME . 60RELLED N — ST TRETH &, ETOFT AT~ ViZB W TH0
PLE2S60RERT & 0 FIRZMEE TR Y, & CIZPFILVITAL, SOCIAL, MAIZ: & H1REY
BETOMTHPHETH -7 (&3, 4) ,

P ITHR R E I L T, PABEAERIA34 1160% L B BPFHICL > THEE
FICREREEND Y, HSEEOLYE (394) D3T%HFREREIZL - THE - FRICK
ahppEr iy omEPEon: (K2)

BEERADTFHRIGEE, 2RVELOoDOHIUEI TS, IHIIEEERER
BARBIIR S GEREAATI IRk, A QO BRTANE LG BEH OER T 160 & § HAT5
BEOERIZL D, REEORIBY L BBEFHEIITONE LI koo & BEED
HERIZ L > TEERSPHEITN L TH BB EEMTh LT, £ DEFMHE D REN I
MEL7oeELONSE, SOORETIEHTRIZEBMEEFTIES o725, EHE
LTIREFDIFEALDVNERES D VIIKEIREICER LIEHETH - 2O TH
Bo T, EIZIERSINA SR, CAPHESCKEIRE 3 L TRENICEM b s
SH, FRICEABGHELLARTSFELRBDOOLNIZIETHE, T LATFROWUELC
o THAERENERETF T 218, MELR2LDBEFHFOETZHHULTH 5,
ERERAEZDOQQLICET AW EIZITE A LREN R (. T/-QLOERWETMEICEL
THLVELHT SN bDERS L 2, SEOFEETRQLOFMEL L TSHF-36% 5K
EIRFAENEE E L THV DS, REEBETHREADNTLE  OREDQLATAIE L L
THWOLNTERERFH L, VT AT —VOHBEIWTHORREBF BN TE2ED
MEEEE LB L TIRMEZELY . & CWEPFIRGHPIR B W TR T2 B o720 REKEMEDOST
ik e LCFEMOBEEEICS R LB LK - R - WEICEZ 5 FE Y BTF724,
FHILBFBOBEOBFEF ISR BB G 272000, #lE - ik - HEZHL/3



DEEVAERBICL > TEELRTIIC LT o/, LE2EBIHLTIEEZLD
B HEE R 720, QLE DRRZFEIVICEHE Y 5 C SITHR 2P o 28, 5%, KE
BEOQLEKREFTTABICEB VL 20ERE LTRIDbDEEZ b,

(453

SEBRAEZEDEH TR LQLICE T AR ELZITV. TRROKERZH/ .

1. BEBREAEED S5E, (EEREFEIIE 288%, 84% L MBI RIFTH o 7225, #
DIEHEDL I LEEDH L VT KERBIIEHELLZDDOTH Y, & CITFMICEEL 26
HEDHEEY Th o 72,

2. —MxEY Q0% FHE§ ASF-36 D TR R Cld. SEO@EELRBL T, $TOY
TAT = VIZBWTEEEY TR 572, & ICPFIRGHPOET 24 T - 72,
3. B & EoQOLO E it PFI. ROLPHZ B\ CTEHOFRRENTE - /2, F 7260
ARG & 60 ED B TIX, $RTOY T AT — VTR LOREZEITEH - 72,
4, FWMEZIFLEEZED LN FERMICL - THEERIRERBE2SITZLEEL,
R TR - MBI L TISTS R Lo TREGEEZ ST LEE L7,

5. BEEIRAEREOQLE T A & LTSF-36 L BB OEE 260 L 72 FE
AL, QLOFEIL 2T 72,

[ 3CiK]

1. BAZE | REIIRSERE OB L inE T EAARFEREEEHNLE KRE
M0 EERREmEE. 9-12, 1992.

2. /MHHEHZE L KERSEREOSEEERENE. BEASFEREHRENE LRLH
ZEIE1991SEERTIEER G E. 17-19, 1992

3. FEMIRKME | KRENRAKAEGERE (MEERS). Up DatellBEAIEMEE, JMACER. 1415-

1419, 1992.

4, EWETE  BRBEQLAMEOENR. Quality of Life-BREIRICDAIE, & K.
OEFEER ). A7 14 HIV LK. 148-157, 1996.



