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1. U &®IC

F v v AN VIR oSBT RO 1 DT, FFICE
DOHDOLHLEF ¥ v A< V¥ (multicentric Castleman
disease, MCD) (%, HIV J&¥«# (PLWH) OEHFRED 12
ELTHMB NS, RfETIEHIV AP MCD % #0112
FX v AT UVIFIZOWTIHRNRS,

2. FyvRITURDES EHFES

F v v AR VL 1950 AT Castleman 512 & - T
Wit SNz ) Y SBRPERETH 5 MBI R
JA L7z E O HHLE (BRFA! ; unicentric Castleman dis-
ease, UCD) T o 7275 1970 4 LARE, HEERAL OIF A,
GHWICEGERELE ) EALRESINDL LIk
7270 ok, %Y VONEHEE SHMEE £
O— Ry su 7)) viE, B X O EME oM
fik 2 % ¥ % & 3 % idiopathic plasmacytic lymphadenopathy
with polyclonal hyperimmunoglobulinemia (IPL) #! & MCD
27, TN B OB I I IE AT ) TR o
W% xRS v v A< Y% (multicentric Castle-
man disease, MCD) 2% 3t % & #1727, 1980 4F 1% DL B,
HIV & 4« % (PLWH) 2% K Y Wi (Kaposi's sarcoma :
KS) & MCD O & PEBIA L L iy sh'""?, 2otk
AV ARZ 7 A )V A 8 # (human herpesvirus-8, HHV-8 ; %
RYWEEEANRZT A VR) ODBEFIZEDDDOTHS
EDBWSNE RS F72, £FMRS (polyneuropa-
thy), BE##lE K (organomegaly), PIZWAL%  (endocrinopa-

HHWARE  Hh B (T113-8677 BT SO X AE A 3-18-
22 BRUHRIEBERERE S A - TRYRE & v 7 — B AN
R3S D)

2024 43 7 18 HZA+

thy), M #H (M-protein), FZJ§JEIK (skin changes) % 4§
&3 % POEMS JEMAEICD LIFLIEMCD 26055 2
EDMSENA X HITR Y, POEMS JEMFEER M MCD & &
h 7", HHV- 8 {3 MCD, POEMS Ji f5 & 4 3 MCD @
WFNIZH Y L A v MCD I 4F 5% MCD  (idiopathic
MCD, iMCD) 25388 7="Y, iIMCD ®% < 13% 7 u— >
WEy 707 VE & /MR = 2 L C RIS EMR
M ORFIARRGE & 5 IPLEITH 55, FEIPL BAY, i
/MBI thrombocytopenia (T), 45 M:{F/E anasarca (A),
82 fever (F), FREEREEREII & M MEHRMERS 2F F 7213
B HE 85 & reticulin fibrosis or renal dysfunction (R), [k ## I
K Mg ) » 8HiERR) organomegaly (0) %9
TAFRO JEFRE S FPEB E LTSN B, 20k
2, FY VAL VREVIHAIZUCD HIELED,
IPL 7 © MCD, HHV-8 B i MCD, POEMS Ji 1% #f B s
MCD & & EELRBIZOVTHWLONRTE 2, 29
Vo 72 RERED © UCD DAL OB L7z > SHiidm B 1%
PETLEESY [Fv v AN VIEEE] LIPHRT e
LHDLHOD, KFRTIEF Y v ANVT VIREIFRT 5,
Fx v AN EIE/NEHR S 70 EACE TIRIL WAE R TE
TAH LMD . UCD XML FEZITEL VWA, MCD X 50
BARICRL L ARBIZEFRTH LS, P Y X=T
G 2T 72RO MCD B 342 BloEFERAEIC L 5 &
BLIIEB L Z 65 4 TRRBEICEL L, FAEERTH
1343 ThH o 72" WekH S DI UCD AEBIWIZS
WA b AE D S DO HEIE MCD A% WY, H AL
SO ML BE BB ST X B & B AR A RS iR
T 2021 SFICH 7 ITBWE - B ik S N7 A HUE UCD 78 22
B, MCD 28751k 225 T3>, F % v 2= ViEHi%
WX BHERNC X 2 &, DASENCBIT S MCD OAWH K
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1349 1,500 A, FERFERIZ 100 FAHZZDH 1A, FERH
FIEBRUIR 120 A& Ehp?,

— 2 KE D5 — 4% & L T Robinson 5 1ZKEIZHB TS
MCD @ 100 JJ AdH 7 ) OFFERZFEM A2 LD 015 A
LHEELTWDY, F 72 Munshi & I3 L £ 7 b -
F—=FR=Z2FFALT, KEIZBTFSF X v ANT Vi
DAEMFIER % 100 T AL72D 21~25 A, 2D 9 H UCD
2516~19 A, MCD 73 5~6 A &dftE L7=",

3. MCD & HIV BZE

HIV & B MCD Tl HHV-8 H%% O JEhE (B A el %
72 LT DY, HIV EYE A0S 2 HHV-8 B35 4
DT MCD F LRI, I HHV-8 TR 3 A% 10%
KO RETRHTH 5. L L, oA L
ELIBBIIN BN DO LN DI DD, EboOTH
RRHEBTH S, ZHIPHPLHIV iH# (ART) ORI
%0 KS OFEIHA L TETWAS—JT, MCD IZH
Iz d 5 2 DR ENTWADH, MCD DI IX
pre-ART X (1983~1986) 7%0.6/100 A - 4 Td > 72D
A%, early-ART W48 (1997~2001) 12 1% 2.8/1,000 A - 4E,
later-ART (2002~2007) HEGIZ 1 8.3/1,000 A - 4F & 34 n
Iz d 5

KS R MY VOoXEICH L RS, & CD4 $, v ART
JE & DAL E AR ST, $KS &
B) ARTHM TRy Pe— LR HIINETH L
ERHSNTWASY, BIRME TIRAREMEZRT L
MBI, FMIICEED W E ) BRNIE L WA
v, FIRLEMAMD R, EELHREZRIL,
RIS 2B SRS A AT LEGE 2 fel & 22 D 15 %,
MCD OFFED 5 VIFTHROEFRE LTIX, 75V AD
ANRS 117 CastlemaB Trial TE3& S N7z 3L#E25, L &)
ANSNTWEY (K1), A THEM, FKEY ¥/ EHilE
MG, FFWURE, DPRERREIR, PR Ze &ASHLEI AR EE O B W E
WRTH b, WA E LB, MMORd, K7 LVv>7
I VME, By w7 CE, CRP EH, I HHV-8
Bz &R o, ARTERRED 5 W IZIE R R IINEIZI3HE
RPBRRAET — ¥ DYEDIHFOND Y, SIS HIE
EIE: EOMBREGIHELZ I T LH D, s
FERIZ MCD OIFEZ TR L 72w i b H 57,

HHV-8 £ KS, MCD B X MY v X EFIE & %1
Bl L TWb7z0, ZRNENPEHHLZD, bz a&k
L7207 ET 5 227058\ HIV AP MCD BB
BIERYF ) VRO F AR L MCD 2385 LTV
W PLWH O 15 5w & 5 585 b 5%, MCD HikiZ
JEEERETIZIR VWD OD, FIZEWARTEZAHT 5
PLWH R 2 ~ ;U — )V EAf7 PLWH IZBWT, EHEY »

% 1 HIV-MCD Attack DEFH

- JE
 THRPAMCTELD ) B A% < L b 3HH O MCD B
TN
FAEY v EiE N
e
el
Jig 7k
JiE K
1% ik
5P
Rz 15
B 5
PR AR RE IR
gl
ERRAZ RIS RPN =N
cABDJEA AT v CRP EH (> 2mg/dL)

INED 72 R BT BRIR 252 7 0 15 5% BAKI9IZ1Z Primary
effusion lymphoma (PEL), HHV-8 Fj 4 diffuse large B-cell
lymphoma, not otherwise specified (HHV-8' DLBCL, NOS),
HHV-8 Bt germinotropic lymphoproliferative disorder (HHV-8"
germinotropic LPD) & @ B3HA%1 & LT 54,

¥ 72 PLWH I B \» T X Kaposi's sarcoma herpesvirus-
associated inflammatory cytokine syndrome (KICS) & I:Ei
% MCD BRREDSAETE S %o KICS X FRIRAEAR (FE 2K,
BRI, MR, P L) MR AT R (B,
MABGRA, A&7 V7 I Ve, &y 7m0 YE, il
5 IL-6 =ifH, CRP wifH, IIH HHV-8 7 A )V 2 &fE) 2%
MCD (ZE 9% — 7 C, MCD & L T ¥ BALRR - 19 ¥
AR KICS ORGEIGIIEHE. S Twinb oo,
HIV & 0f MCD & [k DEHES 2 SN TV LY a0 %

l1)43)0
4. 2 15}

F v v AT VIROMEEBRNIIE, BRI s ]
Thbro BHE LT, U/ SEHREOREBHI 21T, &
KT, 4% CT % %\ IZ FDG-PET (F v v A< U
W LI BRI MR ES) 12X D) Y REIRE DA X
RO EFML, AERICE L2 R RET b B
W) Y SENCIE U U IEFRGE R 7 SOBE O IERR 23 A & 1
LI END, EHVOFEMLY VISHIEED A SN BEEIC
ETEB7Z2TFMTE L RIMRED) v HEEET D, B
B, A—EZFICBWTY, ) Y Ei OB R A RT 5
R & > TGS LT 2 TR H 5. T 72,
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A7 04 R EOERENA->TLE ) ERRGEIZIT 5
DT, TELMWY BN ATICERELT -
BRI Y 2B OB A onion skin appear-
ance & I % IR & O FIIRICRE % 72 34580 72
T AR E O8N & AR 21k ) 2 STRIB IR % &
K & § % hyaline-vascular type (HV 1) & 88 BRLHE I
T o B N7 H 372 plasma cell type (PC H) 233 5,
MCD TIZ PCBIASL e SN 575, FEFEIZIEIMCD TH
T 5 DHFEELDNRAE L TW 5B Z &A%\, HIV &8 MCD
TIE Y v g %o B LI HAV-8 23l S h, gl
[ @ Fe iy KB O M 12 latency-associated nuclear anti-
gen (LANA-1) AR &N 5%, 1) ¥ oSk MR
PR IR OREFEERE M) & mEikitric X 2
HHV-8 B 8 & F LANA-1 238 S L X35 W 258 22 9
55 ) YOSHIMEETIEY AV AHED IL-6 (VIL-6) b
BlETd 547, FZE) ¥R BT B vIL-6 DFEHLIE,
EFEOMBLD IL-6 DREAEZFIELL T, BHHFANWIIEEED
)V SHIEIE R SRR 2 ERT A b D EEZ 5B,
HIV A PE MCD @) ¥ /)il B W T34 L T\ % HHV-8
&G B MR CD20 B CTH B, —FT, L CD20 B
HRTHDH)YF T TIZHVEBEMCDIZEbOTHR)
Thhb, VIFYITDY =4y MIB/NREICHEIET 5
HHV-8 JEE&g: CD20 Bk BMIIETH 0, TH 5 S9Nk
FA DAL VW, TS NI HHV-8 D JEge & HiFH o ) 9 —
N LT EHRBICHED S Z AR ERTW ™, 1
HEM P HHV-8 DU (BREEH L) <, R
o HAV-8 Dl (PRBGEHAL) R oz %,
HRVAEREEEBHEY CEZ AT AIED S
<, BEbLNDHEIIE ARSI EZT o

F7, WHZHMOEIPICENZH S EDOTEETDH
bo ML ZIXS T T REIIES CIL-6 SPEA SR,
Fx v AN UIRICEM L 2R GE2 52D H b, T
7z, TEVENESS O P TR ISR L2 v oSEi DS,
Fyy AT VR EFPOMGGERT LI LD LY,
FDG-PET & CHEEMOIER 25A SN2 P i ik, EIE
Bl AL SRR B D SUICE  LEDSD Do WA T
BB GEA RSN B RE B AMETH 2" Btk V3D,
LIFLIEF v v 2= Vi & OEASEIEIC 2 5 4RI
EOREIFERYE T HIIRE Y v sl ~ v MOV Y oS
TIEMCD &% 5 LW ERIRAEIR & ARG EZ 2T 52 &8
bHhld, EEICENZT).

5. A& =

HIV &0 MCD 123§ 2 BRI L T2 b o
D, VIFITOREMEERET LAEANPEHEINLDOD
Hbo VIFIUITHGIZX D 2ED X5 AEAAERY

DR HIV 4 5F MCD B E QBN > /S5 A4
DT B AT RENE 2 RIE T B S, SEAEMEL S U
HEGFHOUHRZRTMEDTH Y, KHOF v v 2N~
VIRBHEATA KT A MERT —F v 77V — T3 ERRBisE
WD X Z T2 TV, VY F I TEGULERL YA Y
TYVFIITEEGETRVL VA VICHARTHRES v XL
P30.14 [95% FEHAX I : 0.04, 0.53] &AKHD o 725805,
VYRR TEREGEHEBEL VA YRR L TV, VY
F T EROEEIC L B EHEA RO RN $72
MCD HZRFNZH T 5 Y F 3~ T X 5 HBEO AR
LRENTWDY, —F, VoI~ THMEGIZX 5%
IV O ORERIEHM SN TV 5, 1 DILHEIEE
Wlo> MCD (Zh) L TREAERAS T TR R D 2 28D 13
LZETHHTY, FoEiko & B Y HIV APFMCD 135
RIZKS 2605525, VY F v 7THMES 0OMRICE
7% KS OMENHEINTWESY, 2ok, YU Fx
IRTUEMATYRY =V FFI NS 2% Nuh
Y ruENEHNTAY BHRELEEB IS, HREIC
BT ASL D KNS WSS TR EZ RO 5 2
ENbhoTBNY, EEAROMERFAERICEHL TR
AR IN TV D, 2004 4705 2019 FFIZHWF S 7z 62
Bl o HIV A 0F MCD 2 %F R & L7zHili & T4 — M Tld,
)Y ¥ I3 T EROER TS AR SRR TTb %
Mo 7o G D S AT AEAERRIL 62% 720 72 DITH L
MEFFEME LCRABEY R TV Y (AZT) EXVT Y Yo
OV OPHEREE W 2GE, S AL 87%
7Eo7,

VY F 3= 7 U OIEFEIRBA B U TG o 4’
Do MEKEAENMY ¥ /SHMIRE (HLH) 1239 % A %)
P BRESNTVEY X AFF—¥ (JAK) FEED |
DTHAENVFVYF=TIL, IMCDIZH L THRIRZ RS
TERWESRTBEYY, %YV F Y TARIEN HIV
EPF MCD O E#E BRI & % 2 W REMED D %o 2008 4E 2
5 2018 4E 12 N A Hjfigk TiH# S iz 9 Bl o HIV & bF
MCD O Tid, &fIc) v F = THEIMibh, 4
BHZY R =<V EFVYNVET Y, 3BIIChT ) ART,
QBN NV rzael, 28IV F V) F2TEBIWV
CytoSorb”, 1HIIZY VY F I TBLIOLE Y2 Y AF
AOE S, 2 B IRFEER A0 X 72y CytoSorb” 1
MEHALED 1 D TH Y, +4 b4 YSRGS
HF BRI B\ T COVID-19 1289 4 b A 4 VI
JEMERE (cytokine release syndrome ; CRS) 72 EIIX 3 5 %)
FEDHE STV BEAT, RSB B RGNS
BWTIEW o 72 A X HHV-8 7 £ )V 23X CRP DK T % 72
D72b oo, M/MURAE L ORI E &8 LT L Tw
Bo FNYURXRTIZEBHEY, LV IYMYFIRT
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NIV Y7 a el R N .
STy Y FIRT
VEV)FZT

5 AEAEATER 33%

A5 90% ~ig
MEFIS AT 82%
BRI T Y FI<T

G
HEPEY) SIS R T
HUhPe 5.C KS By HE3)

3 AR AR R 69%
3 AR AR 81%

VYR TEOMHMCT TR ARICHERRA R E L

5 AR MRS AR AR 87%

HIV M MCD (2% § 5 4
FEDIRENTVBE LD
®, HIV & P60 T o G #
iﬁﬂ:ﬂié Lb\63,68,69)

THEHBEY R TV U+
WA 7ae )iy

12 & BIBEY 12 I HIV BYE IMCD 23 5 A #htk s
RENTWE L0, HIV AP TOBRBEHREIZZ L v,
HIV &6f MCD OB+ 7 a VICHL, #2107,
T77—AMIA VBLUOHEBEL 7Y a e LTV F Y
RTINS, VY F I TAREBNATHNVF V)
FZTHEDOTNR—VHFEERBICEA LT, 545550
WoERI N5,

6. T %
PO T HIVAEMCD X FBEARE &1, BEHKIT

44~70%, FHEEBB 12~14 7 HEwbhTX 7
AN YR Y TIE BWHSTONG L) I F

#ix s L7z Bower 5@ 61 o HIV £ MCD D45
MEBSMEICL D E, VY7 EMW72ERE HIV
A0 MCD @ 2 SEEAER % 42% 00 5 94% -, 5 AEAAER
% 33% B 5 90% NI FE L 72, RO v F L Tl
FRF)VYVFIUST+ T MNRY RV B TRN 2R
BECIXBIEMM b 69 FEI2B I 5 5EREFRI
92%, 5 AFEMEFEIEAAE 1T 82% Td - 727, Uldrick 5 1%
UYER I T+ YRV EFFVNVE Y LI K BEE
T3 EMIE A ED 69%, 3ESEFEI 1Y% &Ml
LTwaY,

7. b WIS

F vy AT UIHIZOWT, HIV AP MCD % Hui il
~N 7z, HIV 4 BF MCD 13 ART BRAGIZ 35\ T & B ) 12
By, VNEEOMED FOEELKEATHD, VU F
TRTIAIRBNCK T ZEERE, S5 OERIW
fishs,

FIRHER © Z O 2RISR (COI) 1E7\v,
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Castleman Disease

Masaru TANAKA

Division of Infectious Disease, Tokyo Metropolitan Cancer and Infectious diseases Center, Komagome Hospital

Multicentric Castleman disease (MCD) is a rare lymphoproliferative disorder, which was
initially described over half a century ago. Both MCD and Kaposi's sarcoma (KS) are associated
with infection with human herpesvirus-8 (HHV-8). Use of antiretroviral therapy (ART) has led to
regression of KS and a marked fall in incidence. However, the incidence of MCD is increasing in
the ART era. Rituximab is a successful first-line therapy in HIV-associated MCD, also has been
proven effective for patients with MCD relapse. There is no gold standard of therapeutic

approach in rituximab refractory MCD cases.

Key words : MCD, HIV, HIV-8, KS, rituximab
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