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Therapeutic Experience of Plasmapheresis with Three Cases of Recalcitrant Bullous
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Kazuko Nakamura®, Setsuko Matsukura*™*, Masumi Kono™, Kazuo Takahashi®
Yukitoshi Takahashi*, Nobuhito Hirawa, Michiko Aihara* and Takeshi Kambara®

Y Department of Dermatology, Yokohama City University Medical Center, ** Department of Dermatology,
Yokosuka General Hospital Uwamachi, ** Department of Dermatology, Fujisawa City Hospital,
* Department of Pediatrics, Shizuoka Institute of Epilepsy and Neurological Disorders, *® Department of
Nephrology, Yokohama City University Medical Center, *® Department of Environmental Immuno-
Dermatology, Yokohama City University Graduate School of Medicine

Summary Bullous pemphigoid (BP) is an autoimmune subepidermal blistering disease character-
1zed by autoantibodies directed against the hemidesmosomes. Many BP patients are treated by a low-
to-medium dose of systemic corticosteroid, but are sometimes refractory to such therapy. These
patients are treated with a combination of therapies such as plasmapheresis, steroid pulse, high-dose
gammaglobulin, and immunosuppressants. We effectively treated three recalcitrant BP patients with
plasma exchange and investigated the correlation between the clinical symptoms and serum cytokine
levels. Our results suggested that serum TARC, IL-6 and TNF-z levels reflect the disease activity of
bullous pemphigoid.

High-dose systemic corticosteroid may cause severe side effects for aged BP patients. Combination
therapy with plasmapheresis should be started immediately to reduce the dose of corticosteroid in BP
patients who have been unresponsive to steroid therapy.
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B OREEKBAE & 1%, KM, FEEEBRELR
WHFL2HCHMAEICEY, O'HA, KEEZERT L5
BThD, RAEHLEXRERHFIIRELSTONS.
FREERIIREERERTOVREN I HEHED
& LERTIOKEL TR T 2EETH 505, SHHE
REGEHOP TR LSVKEEFERERE (bullous
pemphigoid : BP) @R FNI 0 Ul A B i % i
TLEM L7z 3B 2R L 7-DT, XHBZLEM
ZTHET S.
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Pl

21 E # 1

BE 6T, B

TR KR, WEOKE, U5 A.

BEARRE - Bat gy _&Z en L.

BURRE « M2 D 2 5 F A1 & D MBI I L
MiEH BP180 Hifkfii o LR SBoosh/i-2 2 XD,
IEEFZ BRI T BP & Wi &7z, Prednisolone (PSL)
10mg/H ORIRDFHIE S I, oz AFERIZEE L
7200, BERBERSE/MERZ RO, 4
BNz eol:.

B REHE - A%, W OLE#B (body surface
area:BSA # 45%) \ZHRIFE & L FEMEAB DA S
h, BmPoKE, UL AMNRIEL TV,

MZRERAN R BmBRE 13,130/uL, o8Bk
17.0%, i BP180 $ifkfli (CLEIA %) 9,070 U/mL,
thymus and activation-regulated chemokine (TARC)
22,200 pg/mL.

PSL (mg/B)

20134108 201418 2R
HIE L SR2

TRIHAR A RIRT R - RETRENA SR, KAEHNIC
TFER IR EARO SHEMBLIR B 2 A O Nz, SRR E
ETIEFEREERIC IgG, C3 ARIRICIEE LTz,

GEHREE (1) BRAKREZD, A7 Af X
v Z % (methylprednisolone : mPSL 1 g/H x3 H
M) hifrf%, PSL 60mg/H (1mg/kg/H) #¥%&5 L
72ZDBRDZROKBEHANBH L, £2T, B
M A% 22 #1939 (plasma exchange : PE) %38 2 [H],
FHAREIT L7728 25, BIZRS LREOWREDE
W LNz MEHL BP180 Hiikfliid, #FEHFIC 9,070
U/mL LFFEIZHMBETH o202, PE1RKTHE
4530 U/mL, PE 4 [[# 1 # 2690 U/mL &, #H#HOD
e & LI ER AT L7z, Mg TARCED, %)
12 22200 pg/mL & FFEFICEMBETH 572705, PE4
[m#% T #% 547 pg/mL & ERDOEFE & ITILT L7z

22 fE B 2

BE 46 5%, B

FFF AR, WEOKE, U5 A.

BEAERE Bl dR_R&Z &R L.

BUREE 2014 4F 1 AW X D & ICEBFMB L7,
2 AMAICHTIE 2% & L, MiE Pl BP180 Hi A1
(CLEIA #) #8670 U/mL & & fETd Y BP & ZHF
ENAEICABEE o572, AT 0L ROV AFEE, N
F A5 8mg/HOWM, MR AR
(double filtration plasmapheresis: DFPP) 2% k@47 &
N7z, KEOFAMEE ST, 2 A THIC YRR
bed& %207z,

M RHE (RBeky) Rk, MRIZU S A & B
AL H L T,

MBWEAE R - BMBRE 22,120/uL, WFEEER 2.3%,

20 #BP180H

] L, 136
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20144818 2R 3R 6H
WEWE  HFER
YA AR O ® . ® ®, ©
X2 #EBEXR (EH2)
Pt BP180 #ufifili (CLEIA ) 10,300 U/mL, TARC 23 E B 3

2,650 pg/mL.

TR MPT R+ R TR & AR IS SRR ER
PREHRE L Tz,
) UORER, WFHREROBESA LN, RENITHEFHEK
DRFEHRD bz, BCHIAREREE TIZEEREIC
IgG, C3 DHRILFH LNz,

HHFER (H2) fERTATOA F2v 2R,
DFPP HEfT S X% X ¥ v 8 mg PIARIZ THE &
NIPERPUE L 2holled, X XYV 8
mg NikRZ#H L, PE % 1 B & mPSL 500 mg DA 7
O NI NVAREDEITS N, LarL, 1H
100~200 DO KIBDOF A SRS 5 728, NF A ¥

Y 11mg/BHRR~N¥EEL, PE %57 H & &I
mPSL 250 mg ® AT 0 A4 N IV AFEEZ T L
7oA, KEBOFERZRL Kol A7 FNV
A, ARSI 2 W RHEATHR S LIES S REHE
e, MIEYL BP 180 Huiffli DK T 25580 b e >
oz, RIIMICHGEELZTZSHMT, PER
THIZEHITmPSL 125mg AT A FEINIVA
Wik Ly P33 v oOv 2EE (500mg/cm?) % 1
| HEAT L 7>, MI{EPL BP180 Hufifiiix, BilE D2k
128670 U/mL TH-72H DA 16800 U/mL ¥ TLHA
L, Yk D 10300 U/mL L BETH- 72, £
D, EROHFEL & HIETHEME 2o 7. MiF
TARC {1, YFEdnbiis 2,650 pg/mL L HETH Y,
ZDOHD 2,000 pg/mL H & EMEER L2, KB
WERITETER L 2572,

HRT 72 LI RAER

I JE PR 0> LBz 8 1 IS AFIREK,

MERE

BE TR, B

FFF ¢ ke, HBCORLEE,

BEAETE © BASET
phoproliferative disorder.

BUREE - B v~ 126 LC PSL5 mg/H % PRk
LTw/z, 2013 4 12 AR & 0 fRee, DUBUICRERE
PP ALBEDS B L 72720, 2014 4F 1 BR)AIC 4%}
@ Eixol. Rk, K, HBIREMERLBE A

— WA, MEEAE I LTS AN
ﬁﬁbfw# Z 0%, K, FBEORE % ELIF
Lo, MZ8HKD 1 APHICHBANEIAR L &
o7z,

WZREBUE | % P OIFEESAREDS A S I,
/NS R BRI ARAE L T /e,

VB RERATT AL - BIEREL 6,520/uL, BFERER 0.5%,
Pt BP180 Hiufkfili (CLEIA #:) 556 U/mL, TARC 427
pg/mL.

FRBERRENT R REERBERIICEEDOZRE
P, BRERBICY Y SEKIREDSE HOGEHUER

/IR,

1) %7 <9, natural killer chronic lym-

2 b,
EEE T EEBESIC IgG, C3OMRILEILALN
7z.

HEAEE (2 3) © ABEf%, mPSL 500 mg D A5 O
A P IV AFREZ T L 722ERIZEEE T PE
AHITFEE L-EZ A, BEAOFEHISHE LIE
e ol L AEMIE V)ﬁ%?‘%“ﬁﬂ“ﬁﬁf*ﬁkﬂé
N 77V CORFERSEHBLIEEZ A, BB,
RIEFT ROWED A SNz, %’fPE%4@HﬁL
72l Zh, BREORRHLRUWEHNRRD Oz, MFEP
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4 3EFDYA bHA AERR
A AL VUEORIIZOMBR, OFANERFRL, OAENBHKREY, OOBREMERN. KEFbo L bl

WIHIER 1, 2 TRO, R 3 TROTHo 7.

BP180 Hififiiix, MZHIZ 556 U/mL THo7zb D
AE— 7B 17800 U/mL EEWICERL, Z0#
ERO%E L L S ITET L7 MmiE TARC i3,
M 427 pg/mL TH o 72 d ODPEREALEFIZIE
0,680 pg/mL ~ER L TWwW/z. 0%, EIREHRE I
ETFEmERL7.

24 3EPIOAFREFEZBEMPY A MHAE (K4)
3JEBI D IMLE TARC, IL-5, IL-6, TNF-2, IL-10,
IL-17 DO B2 B F L »TRT. TARC i 34E
BlE b R LEH 2R L, & ITE 1 TIX
BETHo7z. ILSIFEFI Y bu— L EHELT

KELEZZD SN Do 27, KEL L DIEHT
BEMMA SN, IL6 & TNFa 22w Tid, IL6
IER 1, 3 TIZREZ ML T2y, fEfl 2 Tk
BEI MOV ERELREZRDOTEHIALONE
o7z, TNF-a i3ER 1, 2 TIIHWRE 2L -8
R L, fER 3 TIEHEREBARICY -2 L% 56F, IR/
BLFNBXERLTW, IL10 3RS E L HI
EE)L T2, BHFHMERN T LA T 20 5
N7z, IL-17 (3R 2 THREDECRHICEETH Y,
R T 2L ERL Tz, ER 1, 3 Tk
HHERELEERBDEIPo 7.
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3. % £

BP I3 #EREERIEONI FRAEY = LICHFEET S
BP180, BP230 ZHiJE & 3 5% 1gG HOH AP EA S
NERTREIERSNIEETHY, T0RL LD
HEE %\, BP OMEEEOE —BREIA T 0 A
FOLE~FEEOEZHEETH L. BEFITIE, X
Fa4 FOEHHES2TbT, I /A7) 7
SHA ) v =aF VBT I PO TRERHIER
THHLH L. FEREOATFOAL FRRTREDI W
FEBIIC I, RAEBOEBERBKICAT OIS FOMRE
(PSL 1 mg/kg/H) %47\, BIRPZLITHITE HI
AT a4 KOV A, MBERRHEE, v 77y v
KREFEEE, REIHFNC X 2EREHEAGHLET
9. ToHbyru7) v REFHERE, SREWH
FNIAERE L ATRS SN T Wiz, BP ORBEEZIC
BEEMENE L, A7af FORWER T % BRIYER
THALERRER, BHBRIEZR EOBWERICEENLEL &
5.

MAEZZHR B OB, BOdfkPed A M AhA4 v %
BETrEICXYREERMICaY fe—L, A
74 FOBRMBENTRE LD ) 5720, FH%E
WELEZONS, BHOREGAEREIZ T 5 MR
BB 2 |, 39 R F CORBBIOED 5. HEib
FEFE LTiX, OA7FuAf Feiqk5rhis 3%
BT T AL EENR LNV, @R
BAHY 2704 FOREBHRGIZY A7 2, @R
FUuA NG5 THIBREOMRIIHEONLIEE
BIRICES 2\, OBWEHO DA 784 FORIRK
BEVLETH HIER L EFBTONG.

HEBI 3BT AT T4 2OV AEER T LTHH
BRI E SN T EYFEEICEETH > 72720, PE
ZOEHAL 3BIE dEA L7z MAFRHEHETEICIE DFPP
Y PE»HY, DFPP X u 7)) 4 M & BINM Ik
ETHHETHAHDIIHL, PERMAERS % 5T
BrELTNT I VR RS A 2 ECERT S
EThH HUREWEKBEEDEEIZE W T,
DFPP & PEDELL BT ESNARNTH S & D
AE WY, HERIEEAREEZ 3B\ T g s Bk A
BT HEF L LTIE, i oRmEEHSHiE
DBEFETHILEZZOND, LizhoT, BIRWIZT
a7y Vo EBFET S DFPP XHICh ko TWD
WEETHY, EBRICE L OEMTITOITHRYT
HbHEHESNTYSETY, —J, DFPP THHEMNA

SN PEIEELCEYMLIEAOHRED H 5.
AL DFPP 75 PENEE T 5 L TRATHH
& LT, ODFPP Tl +442&0H A BRE
TETVWRVIFEEDH Y PEOAFHEEICEREI N
%, QIFENICHOHTEUINIY A PAA VR EDFE
%E, BALICES5 T ARFHLDHY PE TCRENLSORT
blEENS, @PE THWSNLEE AOHREIMAEE
KRB EZWRAMOPORELZRET HERFIFTIN
TWAHIZ EZEHLTWAE, ER 2 Tl SRHERRERTIC
HiE T DFPP 2"fifr &, B L b o7, 51,
DFPP CTZ%h¢ 3 PE &%) L 7EF DT 2 T2
DOREFEAHH S22 2 UL, EFEOHEICH - I
RS RINTE 2 WREIH D LEZONS.
SEF AT A b h A R REERIRIE L.
Th2 €44 > Thsb TARC I, 3ER & DREE
LU 72282 R L7224, ARICEAROmED» 23N
Tw5, Kakinuma 521%, BP B& D KEHN R ME
TARC % #it L CTAIEAN TARC fEid BP & Tl
BB ELEEYE (WX AKME) &R CEW
WCRETH -2 L, I TARCEIXZEMREE
BEREEE LKL T BP BBV THETHE
BIETLTwRLHELTWS., BRA3IHD
TARC fEIZERAER & B L7228 %2 D T
Asai 5713 66 %D BPIEF O EDOH T, TARCHE
3 BP OFEERBL Tz LTEY, AFufF
WEPICKES A2 D 28, miEH BP180 Hifko
TN D o720, TARCHEHOB LA XRED/- Lk
RTW5, SHRIBEHRZT TR SEFRTOBERD
BB L 20 ) 2R H 5 L E X b7z, BIR
HEVEH A M A A U THBIL6IE, EM L, 3 THEE
U728 %R L, ER 2 TIREREBIAONR
drolz. JER 2 ODFRIIOVWTIE, BIETATRA
K78V 2% DFPP 72 EASHAT S LT w7z 8
KBt E T2 RS E 2 Sz, F U RITER:
¥4 b HA4 2 ThHDH TNFa i, EFL, 2 THEZ
ML 7258 % R L7248, R 3 CldiwEk & 3 hi-8)
ExRLTWwz, 2oMEEBE LTIER 3 TEY A b
B A VHAERHEEROE—27 X ) RRBNRTLES
225 LTwaERd Lk, MBHREARICE
WHBALLBEARLERY, AT704 FEINVRE
BEERABEBIOBGLZY, 4 A4 VB AT
T4 F2VAEEBRERoTLEo72. A7 A R
W ABEHATHIIC TNFa 2l L T ildE ) R
EhoTWWEEEH LS. ZRTE T, Inacki 5V
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BP BE TIdiiE IL-5, 6, 8 AV & i L Tl
Tholb#E L, D'Auria 523 BP B# T3 %
LB LTIl IL-6, TNF-o Al TH 72k
HwELTWA, 512, Inaoki HWIEBP BEIZBW
TILF IL-5 QBERT % TR A S i 2o 72 A%
HIL6 IZWEHBRIET LA RBRTWS, 41, #
B CEIEBEI D %o 723 DD BP DIFREIZB W
CTTh2 7 EHh A »ThHs TARC REIRIEEY A b &
4 >~ ToH% TNF-a »w % B L-CE8 ¥ % 5E
PR SNz, PLRESEYA A4 v TH A IL-10 11X
B E L HITEFL Tz, REERECHE LS
T AEEHFRD 57z, DAuria & PIdERE L L
LCBP A& CIIIME IL-10 B ETH - - L HEL
Twa. —J, Antiga 51k TGF-8, IL-10 {22V T
e LTHBY, BP BFOKBFEEHOIME TCGFL &
IL-10 DX BP BECTREZHE LFREDOL NV TH -
7278, IMYE IL-10 ZEERICEEZ R L2 EHMELT
W5, BERBIOIME TL-10 fEI13% 2055 R I3

ZLVEMETHY DAuria HP0HE L AHL Tz,

EERMERTIITV o AT LZESE LR LT
it Antiga 5P OHE L AHT S, Antiga 5P O
HLEGOWBRER, 21 6F 5 BI25A 724 FALH
TN, 6 Bk PSL 05mg/kg/H, 3 #ix PSL 05
mg/kg/H + 7¥F 471 » 200 mg, 3%l PSL 0.75
mg/kg/H, 4 #1i& PSL 1.0 mg/kg/H D#%5-Th#E L
THY), HBWBREOREMADET N TnE. SHHE
BlLE 3B E DEERBITH Y, WP ORI OIE
IL-10 fE%% Antiga 5P OHE L AL %o 2BHD
—D ¢ LTEEEDEVTETLNL D L.
[L-17 IZ22W Tl Zebrowska 513 BP BE T3k /E
DERZ LI IL-17 Ml 2 3R 7278, BEE Tk
BEALRBD Lol HE LTS, F200iE IL-
I7EDBEZ LB L CEWICBETH > 2L dBX
Twhb, 72 Arakawa 593 IL-17 IZ2OWTHE L
THY, BPREOKE TRIENREHERLEERR
RO BE ORI & i LT IL-17 B 288 L
TWwHELTWAS, IBEZFLHBRLTBPAET
ZILE IL-17 B ETH o 72 L BTV 5, S HER
BIO M TL-17 (3EF 2 O AITRBO BB HE
TH ) wE e LT 5EE 2R LTz, fER 1 Tk
WA BT 2% R L7200, BEELHSH
HEEFRDO Loz ILIT I CEREEA T4 2 —%

— DB FHE L THPREEZRET 2BENDH 5.

AEF 2 THRAMBFERFT R & L TIFHIRORE RO

bhTw/Z b, FEEICEIETHo /22 &I
HLTWLO0H LIk,

4. & H Y ([

413k 4 1% PE 25%%h U= 8RO BP B# 3 61%
s L7z, BPIZBERID O HERH $ TIRIE WREE &
HEEOBEVEINGEETHY, EHAEICHEHL
BRI 2L E DD 5. HORIEMARRE N
T 5 MR E ORI TIX, T T T, DFPP %
BLIzE V) HEDE VDS, DFPP #3%%)% 4 PE 12
ZHERLTEHLIZEOHED L IN TS, JEFNIT X
D DFPP & PE oW N % ifT L7z F 28 L v h
LRI E, S, EEMo B ERENKIEEDE
BRIICHFIETHLEEZOND. HERE GEF 2)
TPED/MDFPP XV RY LB TH Y, IL-17
PEEDGE PE OF RN TH 2 RN D 2 H
Lz, MFEROYA A4 ¥ OFHIZONWTIZ,
Slol, N CELECNBI D o7 DD Th2 7
EAAL 2 THSH TARC REIREWS A A4 TH
% IL6, TNF-¢ (3% % R L CEE)§ 5 Rtk
RIBS T, SHBOERNERIHE-ND.

BP BHIIEMmENVE L, A7uf FOoEH=E, E
MRG0 27 A3 . MHEREBEOBH 2170w
HOPURR A b A4 v 2lRTsI8ILD, HE
BRI b=V LTATFa A FORBRBEZ
BEICT 5 Z L HIRES NG, BEEENEY, EWRE
EHEO B CREAEEDEBERICB VT, MAERH
BEOHHZBBIYISRE T I EPBELEEZON
5.
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