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=Abstract=
Clinical Study of Korean Patients with Pemphigus

Byoung-Dae Kim, M.D., Soo-Chan Kim, M.D.
Department of Dermatology, Yonsei University College of Medicine, Seoul, Korea

Background: Pemphigus is a chronic blistering disease of the skin and mucous membranes, with
severe morbidity and occasional mortality. It is necessary to investigate the clinical features, treatment
and long-term outcome of Korean patients with pemphigus as it is the most common and severe
autoimmune bullous disease in Korea.

Objective: The purpose of this study was to evaluate the clinical features, treatment and prognosis
of Korean patients with pemphigus.

Method: A retrospective analysis was conducted on 124 pemphigus patients seen between 1987
and 2003 at Youngdong Severance Hospital.

Results: Out of 124 patients diagnosed with pemphigus during the study period, 62 patients had
pemphigus vulgaris (PV), and 62 patients had pemphigus foliaceus (PF). For the 62 PV patients, the
mean age of onset was 48.3 years, and the male to female ratio was 1:1.7. For the 62 PF patients,
the mean age of onset was 44.7 years, and the male to female ratio was 1.4:1. Average initial dose
of oral prednisolone was 30.2mg in PV patients and 19.9mg in PF. Fifty six (90%) patients with PV
and 38 (61%) patients with PF received immunosuppressive agents. Partial remission was induced in
9.7%, 23.0%, 41.7%, and 75% of PV patients and in 12.9%, 19.0%, 13.6% and 50% of PF patients
after 1,3,5, and 10 years of diagnosis, respectively. Five (8%) of each PV and PF patients died
during the treatment period.

Conclusion: The clinical manifestations and results of immunofluorescent studies on 124 Korean
pemphigus patients were similar to those of previous studies. Contrast to previous studies, the PV to
PF ratio was 1:1, and a male preference was observed on PF. More studies are needed to improve
the prognosis and reduce the complications in the treatment of pemphigus patients.

(Korean J Dermatol 2005;43(8):1077~1084)
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Table 1. Clinical severity of pemphigus
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Table 4. Discase severity at initial visit

Treatment dosage of

Severity Extent of lesions (%) prednisolone (mg/day)
Mild <20 <15
Moderate 20-40 15-40

Severe 40< 40<

Severity Pemphigus vulgaris Pemphigus foliaceus
Mild 4( 6%) 11 ( 18%)
Moderate 39 ( 63%) 41 ( 67%)
Severe 19 ( 31%) 9 (15%)
Total 62 (100%) 62 (100%)

Table 2. Summary of clinical characteristics of 124 pemphigus patients

Pemphigus vulgaris

Pemphigus foliaceus

Number of patients

Age of onset (years)

Sex ratio (M:F)

Follow up duration (months)
Skin involvement

Oral mucosa involvement
Conjunctiva involvement

Genital mucosa involvement

62
4831+ 14.8 44.7+13.8
23:39 (1:1.7) 36:26 (1.4:1)
36.31£29.4 24.1%+225
58 (94%) 62 (100%)
62 (100%) 0
1( 2%) 0
3( 5%) 0

Table 3. Summary of histopathologic and immunofluorescence findings of 124 pemphigus patients

Pemphigus vulgaris Pemphigus foliaceus

Histology Suprabasal blister
Subcorneal blister
Immunofluorescence Direct Positive
Negative
Not done
Indirect Positive
Negative
Not done
e 848 guor AYsRL, FABEY s F
of gl HMEHY a9 dAH SAELE drlde 2F
Aol AT B AFAEES AW 1643 JEAR
gl D5 pxgddd Zeidda T 2 X835
124 e] MFF Fate] A SN A5qH 9 o F
Z ®AMsted Bustnat o] AFE Astdrt
oI CHAL B
1987 3976 2003 12€7HA] FEAMEgtagd ¥
RoHE dEtel, WY 2ANA % WAIFPAE A
sl AEFow BNY A 1249 hPo s, 2
WA, AW, Q3 54, gue 9x, 2514 9
st el FEE ADPY 2 8, $HE, o
T 5 F38oz 2isdn
&l H

Hel 3t el AW A w(extent of lesion)2} %
FE 7} & (intensity of therapy)E 7] F 2% 7 ZMmild), 5%

62 0
0 62
52/52 (100%) 46/46 (100%)
0 0
10 16
52/60 (87%) 55/59 (93%)
8/60 (13%) 4/59 (7%)
2 3
(moderate), 3 (severity) 2 U EH, A5 #¥e]
AMA =) 20% wRte R, SEEE WHe AWMy}
20% ©]7¢ 40% wwto 7, Z==o Hwol AWA LTI 40%
ol4tel Aew HolskithTable 1). A2 A5 predni-
solone 15mg/day Mo 2 X7 AlZ}telglon, 5wl
74 % prednisolone 15-40 mg/day & 2|3 A|Z}slH 0 259
7%~ prednisolone 40 mg/day o]jAto g = Aot

-
Ol
o0

= =

3

]
ol Al A§ WAAAAE ALE3) < 93
o, AZolg= predmsolon GEIN g %24o
Tl AAAAAE A A&t

1= 7 prednisolone 10 mg/day ©]8lZ X 838}
Aol AAE = BFE Foson, g
o} A& glol® FE7F BAEA e AdH

g e},

2 HUO?
oY 3R m

o

1=N)
U

ol

m
i,

—_

Worr R
2 2 4
e

1o
ol
=

ol

2
-

L

—1078 —



AW - A5 gl

Table 5. Summary of treatments of 124 pemphigus patients

Pemphigus vulgaris Pemphigus foliaceus
Initial prednisolone dose 3024190 1994109
(mg/day)
Prednisolone alone 6 (10%) 24 (39%)
Prednisolone+Adjuvant 56 (90%) 38 (61%)
Azathioprine 24 (43%) 21 (55%)
Cyclophosphamide 26 (46%) 15 (39%)
Mycophenolate mofetil 11 (20%) 3 (8%)
Dapsone 2 ( 4%) 13 (34%)
Methylprednisone pulsed IV 3(5%) 0 ( 0%)

Table 6. Summary of prognosis of 124 pemphigus patients

Pemphigus vulgaris (n=62) Pemphigus foliaceus (n=62)

Pt. No. (%) Months Pt. No. (%) Months
Partial remission 29 (46.7%) 38.9+294 25 (40.3%) 39.8+32.0
Complete remission 11 (17.7%) 60.4 1354 14 (22.6%) 3841258
No remission 21 (35.6%) 23 (37.1%)
Recurrence 4 (6%) 2 3%)
Mortality S (8%) 13.8414.9 5 (8%) 5152177

Table 7. Comparison of the prognosis of pemphigus treated with steroid alone and steroid plus adjuvant

Pemphigus vulgaris Pemphigus foliaceus
Steroid alone Steroid+Adjuvant Steroid alone Steroid+Adjuvant
(N=6) (N=56) (N=24) (N=38)
Partial remission 2 (33%) 27 (48%) 10 (42%) 15 (40%)
Complete remission 0 (0%) 11 20%) 6 25%) 8 (20%)
No remission 4 (67%) 18 (32%) 8 (33%) 15 (40%)

Table 8. Comparison of the prognosis of pemphigus according to adjuvant

Pemphigus vulgaris Pemphigus foliaceus
AZA CTX MMF DDS AZA CTX MMF DDS
(N=24) (N=26) (N=11) (N=2) (N=21) (N=12) (N=3) (N=10)
Partial remission 13 (54%) 11 (42%) 6 (55%) 0 (0%) 10 (48%) 5 (42%) 2 (67%) 3 (30%)
Complete remission 3 (13%) 8 (31%) 0 (0% 1 (50%) 4 (19%) 5 (42%) 0 (0%) 1 (10%)
No remission 8 (33%) 7 27%) 5 (45%) 1 (50%) 7 (33%) 2 (16%) 1 (33%) 6 (60%)

AZA: Azathioprine, CTX: Cyclophosphamide, MMF: Mycophenolate mofetil, DDS: Dapsone
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Table 9. Summary of complications of 124 pemphigus patients

Pemphigus vulgaris

Pemphigus foliaceus

Diabetes mellitus
Osteoporosis

Oral candidiasis
Cataract
Hematologic toxicity
Hepatotoxicity
Others

7 (11%)
5 8%)
13 (21%)
2 (3%)
1 2%)
4 (6%)
1 2%)

6 (10%)
1 (2%)
2 (3%)
1 2%)
1 2%)
2 (3%)
3 (5%)

Table 10. Pemphigus studies in Korea

Pemphigus vulgaris (PV)

Pemphigus Foliaceus (PF)

Reference Patients (n) PV:PF M:F Age of onset M:F Age of onset
Park et al. ® (1997) 24 17: 7 2.4:1) 8: 9 (1:1.1) 46+9 3:4 (1:1.3) 50+8
Seo et al. 7 (2003) 41 32:19 (1.7:1) 13:19 (1:1.5) 44.3 9:10 (1:1.1) 51.0
Present study 124 62:62 ( 1:1) 23:39 (1:1.7) 48.3+14.8 36:26 (1.4:1) 447+13.8
0T & 208194 774 Abo] G om (44,71 13.44]), FAle] A
o5 AL 48411424, ool AL 393410749
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Fig. 1. Distribution of pemphigus by age group
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