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[CACE1]

A 47-year-old male patient: This patient developed CPNBD when he was 28 years old. He began treatment with MTX at 32 years of age, and IFX was
added at the 35 years of age. Since then, there has been no aggravation of his symptoms. At 45 years of age, he developed a refractory cutaneous
ulcer in his right lower extremity that was diagnosed as MTX-LPD, based on skin biopsy results. After discontinuation of MTX and IFX administration,
the ulcer was completely cured.

Figure 3. Skin biopsy findings:
Erosion was confirmed in a part of
the epidermis, but no atypia was
apparent. From the dermis
immediately beneath the epidermis
» to the subcutaneous adipose
tissues, irregularly-shaped large
atypical cells increased diffusely. In
immunostaining, the atypical cells
were CD20(+), CD3(-), CD5(-), and
EBER-ISH(+). It was histologically
diagnosed as EBER-positive B-cell
lymphoproliferative disease (LPD).

Figure 1. Findings of the right lower extremity skin: A Figure 2. PET-CT findings: Localized abnormal accumulation of . s

3.5-cm nodule with hard elasticity was confi in the (FDG) was confirmed on the front right lower HE: Hematoxylin and Eosin staining,
right lower extremity. It was an ulcer with necrotic extremity. CD: cluster of differentiation,
tissues in the center, and the ulcer mound with hard EBER-ISH{ Epsteln-Bgrv encoding
elasticity was observed. Around the nodule, a net-like PET-CT: positron emission tomography-computed tomography region-in site hybridization analyses

erythema was confirmed, with a soybean-sized red
nodule with hard elasticity on the lower side.

[CACE2]
A 43-year-old male patient: This patient developed CPNBD when he was 28 years old. He began to receive MTX at 28 years of age. Since he
developed fever and multiple cervical adenopathy at 42 years of age, he was diagnosed as having MTX-LPD, based on the results of lymph node

Figure 4. PET-CT findings:
Multiple abnormal accumulation
of FDG was confirmed in the
lymph nodes from the
craniocervical region to the
supraclavicular  fossa, axilla,
mediastinum, abdominal
paraaortic field, iliac artery field
in and out of bilateral iliac
arteries, and both inguinal
regions.

Figure 5. Right cervical lymph node
biopsy findings: Atypical cells
s increased diffusely, and
immunostaining suggested that the
atypical cells were CD20(+), CD3(-),
: CD5(-), EBER-ISH(+), and LMP1(+).
! Thus, it was diagnosed as EBVR-
; positive LPD.

HE: Hematoxylin and Eosin staining,
CD: cluster of differentiation, EBER:
Epstein-Barr  encoding  region,
LMP1: Epstein-Barr virus latent
. membrane protein 1.

Figure 6. Comparison of cervical
CT findings: At the onset (enhanced
CT), multiple enlarged lymph nodes
(24 x 17 mm size at maximum)
were confirmed in the left dominant
bilateral submandibular regions and
the upper/intermediatefinternal
deep cervical region. Lymph node
enlargement was eliminated 3
months  after discontinuation of
MTX administration (nonenhanced
cT).

[CACE 3]

A 43-year-old male patient: The patient developed CPNBD when he was
31 years old. He began treatment with MTX at 31 years of age, and IFX
was added in the same year. Since then, there has been no aggravation
of his symptoms. At 43 years of age, MTX-LPD was suspected due to
multiple cervical adenopathy and increase of soluble interleukin (IL)-2
receptor (slL-2R) and thymidine kinase (TK), and thus MTX and IFX
administration was discontinued. Immediately after discontinuation, the
adenopathy and the levels of sIL-2R and TK were improved.

Atthe onset 3 months after
discontinuation of MTX

(FR)MTX-LPD% & 3L 7=CPNB343|
oprp |MDC | MTX | IFX | CSFIL-6ow/m) |

e
() | =i QTS QEPES ORISR L Y o L IAD
CON g @& @ T CLERE I 2

1 £ 31 45 20 11 14 AN 3l 20 1 2.9 B 5 L

2 5 28 43 15 15 122 o= 222 35 2.8 L

3 g8 31 43 17.5 12 1.3 S5 193 263 162 7L
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BRRBRDOEENH Y, [FEROERITEETH
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2. FERFEFR
2L

k={118
513

BERBALIZRY (n=657)

I SRY —SHTICER LIRS

Cluster 2 (n=140)

Cluster 4 (n=146) Cluster 5 (n=67) {4

CIRRAB, n (%) 653 (99.4) 164 (100.0) 1138 (986) 1140 (100.0) 144 (98.6) 67 (100.0) 0.265
BRI, n (%) 585 (89.0) 164 (100.0) 130 (92.9) 140 (100.0) 93 (63.7) 58 (86.6) <0001
BAZ, n (%) 392 (59.7) 78 (476) 48 (34.3) 76 (54.3) 146 (100.0) 44 (65.7) <0.001
RSB, n (%) 474 (72.1) 164 (100.0) 105 (75.0) 140 (100.0) 21 (14.4) 44 (65.7) <0.001
BIEH%, n (%) 346 (52.7) 164 (100.0) 94(67.1)  0(00) 57 (39.0) 131 46.3) <0.001
WU EZ, 0 (%) 15/285 (5.3) 3/40 (7.5) 2/60 (33) 2/50 (4.0) 4/100 (4.0) 435 (11.4) 0.406
BERZ, n (%) 13072 0(0.0) 106 (75.7) 1 0(00) 0(0.0) 7(104) <0.001
MERE, n (%) 55 (8.4) 0(0.0) 154 (386) 10(00) 0(0.0) ) 1<0.001
HERE, n (%) 67 (10.2) 0 (0.0) 10 0 (0.0) 0(0.0) 66 (985) <0001
BEWR - EERR
R 24 /BYE, n (%) 372/285 (56.6/43.4) | 124/40 (75.6/24.4) 80/60 (57.1/42.9) 90/50 (64.3/35.7) 46/100 (315/68.5) 32/35 (47.8/52.2) <0.001
BHIRER (meanSD) 36.58+12.29 37.37+12.25 354141341 3359+10.25 40.48+12.84 3479+1043 <0001
B (mean+SD) 13.72£11.79 16.33£12.07 137241252 13.27£1253 10.169.44 1608£1070  <0.001
RIS, n (%) 74/170 (435) 27/66 (40.9) 7/23 31.8) 21/34 (61.8) 113/32 (40.6) '6/16 (37.5) 0174
HLA-B51, n (%) 214/449 (47.7) 58/114 (509)  29/88 (33.0)  49/94 (52.1) 149/98 (50.0) 129/55 (527) 0047
ISGEH, n (%) 583 (88.7) 164 (100.0) 1107 (76.4) 1140 (100.0) 13 (77.4) 159 (88.1) <0.001
ITR-ICBDE, n (%) 645 (982) 164 (100.0) 1128 (91.4) 140 (100.0) 1146 (100.0) 167 (100.0) <0.001
AR, n (%) 239/522 (45.8) 35/115(304)  69/97 (71.1)  43/128 (336)  49/125(39.2)  43/57 (754)  <0.001
%88, n (%) 98/582 (16.8) 10/141 (7.1) 8/124 (6.5) 22/133 (16.5) 34/123 (27.6) 24/61 (39.3) <0001
L, n (%) 13/520 (06) 0/114 (0.0) 2/96 (21) 1128 (08) 0/125 (0.0) 0/57 (00) 0230
o i ; i
ILEFY, n (%) 375/522 (71.8) 73/115 (63.5) 77/97 (79.4) 83/128 (64.8) 96/125 (76.8) 46/57 (80.7) 0009
2704 E<GC>, n (%) 236/522 (45.2) 40/115 (34.8) 65/97 (67.0)  44/128 (344)  42/125 (33.6) 45/57 (789)  <0.001
GCRARS5 R (PSLIAN) (mg/H, mean=SD) 11.75£17.76 564:11.15 18.98+  681£1271 8.16£14.24 1318122364 <0001
ZF04 KIULASEE, n (%) 36/522 (6.9) 2/115(1.7) '9/97 (9.3) 12/128 (1.6) 4/125 (32) 119/57 (33.3) <0.001
SRIHIE, n (%) 203/522 (38.9) 17115 (148) 71/97 (73.2) 30/128 (234)  47/125 (37.6) 38/57 (66.7) 20,001
EYLOBA, n (%) 95 (14.5) 9 (55) 23 (16.4) 15 (10.7) 34 (233) 14 (209) 1<0.001
BDEWiA 5 EMFNBFRS & TOMR (years, mean+SD) 6.22+8.52 4.86+6.90 1747£1095  1007%10.20 12.96+4.46 18544842 0043
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Emmi G, Fortune F, Gil A, Kirino Y, Lee ES,
Sfikakis PP, Shahram F, Wallace GR
Adamantiades-Behcet's disease

(Behcet's disease) and COVID-19. .J Eur
Acad Dermatol Venereol. 2021 Apr 29. doi:
10.1111/jdv.17325. Online ahead of print.
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Kirino Y, A case of COVID19 in a Japanese
Behcet’s Disease patient. ISBD web meeting
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https://pubmed.ncbi.nlm.nih.gov/33914986/
https://pubmed.ncbi.nlm.nih.gov/33914986/

#1. hral), AL QMDD —A ) —XF L

BD [Zxt 9 B A% COVID-19 RR4E
FHh/ B BD ~
JiE 151 FRE R AEFER . L
I=Eae) i DFEIR fiti % AR
1 38/F iR TL 7L HY 0TV, FPV, HCQ, AZM Ll
0TV, FPV, HCQ, AZM,
2 36/M #MiE, R ADA, AZA, PSL PSL DVT 73R FAE HY - &%
3 46/F RIEHIE COoL coL REETfE HY 0TV, HCQ, AZM H7%F
4 44/F mE IFX, COL gL HY 0TV, HCQ, AZM &%
5 50/F iR cOoL coL OERES HY HCQ, AZM &%
6 56/M RIEFLIE coL coL H»LY  FPV, HCQ, enoxaparine 47F
7 20/F RIEFIE cOoL coL OERES L HCQ &%
8 41/M RIEFIE AZA, PSL gL L 0TV, HCQ, AZM, PSL §7%F
9 38/M iR AZA L HGCQ &7F
10 33/M iR ADA TL TL 0TV, HCQ, AZM &%
Lopinavir/ritonavir,
11 40/F R, m& MTX, PSL PSL HY &%
HCQ, AZM
Lopinavir/ritonavir,
12 51/F RIEHhIE coL L 7L g%
HCQ, AZM
AZA. COL. Lopinavir/ritonavir,
13 31/F iR AZA, GOL, PSL TL &7%F
PSL HCQ, AZM
14 41/F RIEFEE  Pentoxifylline L L HL £7F

1) Espinosa G, et al. Ann Rheum Dis. 2020 Jul 21:annrheumdis-2020-217778. doi:
10.1136/annrheumdis-2020-217778. Online ahead of print
2) Yurttas B,et al. Intern Emerg Med. 2020 Nov;15(8):1567-1571.
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1 ) 34 F R AZA, PSL PSL L
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9H10H GOL,
2 28 M Jiiik=; CoL TL
TS5 Apremi last
6 A22H
3 36 M mE IFX, AZA IFX, AZA TL HCQ
~La
6 2198 iR, B
4 73 M TL L
ARL Y F. ME
681981 R FE FhIR
5 63 F R coL COoL, PSL L
ARA Y fEREIE
68128 nEE -
6 . 54 M meE AZA, COL HY
T4 e
48208 -
7 21 F g IFX, COL HY
TS5 e

*https://www.behcetdiseasesociety.org/4/mews/9/bd-and-covid-19-management-advice-for-

clinicians (2020/10/3 DOWRE 5 BI/EIZBHAET)
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