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Table 1.

Summary of questionnaire used in this survey.

1. Patient profile
Age at onset of the disease
Age at diagnosis
Sex
Duration of follow-up
2. Clinical feature

First and/or consequent symptoms as following:

auricular chondritis
vestibular dysfunction
reduced hearing
arthritis

nasal chondritis
saddle nose

eye involvement

laryngotracheal involvement
cardiovascular involvement

skin involvement

nervous system involvement

kidney disease
3. Examminations for diagnosis
Main laboratory features
image analysis
histopathologic features
4. Treatment (safety and efficasy)
NSAID
Steroid
Immunosuppresive
Antibiotics
Surgical intervention
Others
5. Prognosis and complications

Table 2. Frequency of clinical manifestations in 239 Japanese patients with RP
Clinical manifestations frequency (number of patients)
External ear 78.2 % (187)

Internal ear 26.8 % (64)
Nasal cartilage 393 % (94)
Airway 49.8 % (119)
Laryngo 17.2 % (41)
tracheobronchial 339% (81)
Eye 45.6 % (109)
conjunctivitis 14.6 % (35)
scleritis 26.4 % (63)
uveitis 10.5 % (25)
Arthritis 385 % (92)
Skin 11.4 % 32)
Cardiovascular 7.1 % (17
Neurological 9.6 % (23)
Renal 6.7 % (16)
MDS 2.1% (5)

57



Figure 1

70
b
jons
Q0
=
(V]
o
—
o]
S
(0]
e}
£
3
C
0to9 10to19 20to29 30to39 40to49 50to59 60to69 70to79 80to89 90to 99
age of onset the disease
Figure 2
120
€
S 100
£
[
=
S 8o
£
>
©
g 60
©
L
(=]
> 40
]
8
<
[]
g
o 20
Q.
0 . ,
PSLonly PSL+MTX PSL+CPA PSL+CYA PSL+AZP
Figure 3

(2.5%)
unknown, 6 cure, 11

(4.6%)

worsen, 9
(3.8%)

58



IV. ¥Rk 22~23 FEEHE 4 &



oY 22~23 4RE HERMIE B IRIFE R 2

GRSy B FA TP A TR

R4 R B RIS RIS RECE K DB & IBE AR O
PR A H22 —#Eh — —x — 088

5y K4, P Wi

I e
wming | me g | T2 ZVIEINT BER | @
wsy | wmomm | 20 T CJERSR R %o
UEZ T S P RS TA B i
WEsHE | b g | g T O ERRS R % 12
WstE | AE FE | AREESERKERIRMEESEE | W
UEZ U I S A e Ao A % iz
e T SRR %o
WEAEE | Wl EK | gl T TERRT el
W E | RE m— Bl ACCL B
WEBNE | KB A T Bl
W hE | R # %%Eﬁ%EE%Wﬂﬁ EAE S
Wk | kb o | BLERRERNERT S e
wElAE | Bor Ek | BESEREARRER bl
Wb | s | LIPS PR e
B AE | RN EE g%é;%iﬁi B
W% | s %g%ig;%%fgﬂ% -
wmn | s wmE | BRI 5 iz
WoclhE | S %ﬁgggiﬁ@iﬁ%ﬂ B

59







