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IZYTIEH 5 &, DBRED MCD B3E OREHIZER 300~400 ARE L 25,
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SHENEREEES 3

4. RN

¥y v AN URDOREIL, TA VAR, B ORE, BEEES EPBESNTVAN, HHV-8
BE MCD Z[R< L WEFITRMBEFTH D, LLRNRE, MCD THLIDIEFEDKETIL. KIE
MY A N HA L THBA X —EAF26 (interleukin 6, IL-6) DBEEIEATHHATX S 5, MCD
DEBE TIXIL-6 ZREDRRLEZIET SNP 2 AT 2EENE N EWVIRENDH 5 ', ABAIC, IL-6
VIR AR B PN, BERAREAR. ARAMEZEMAD, TEME(E L7 ERC TR 22 E ik~ Il 3 AT 5
N, Fy v A< URFICBT D1BER IL-6 EAN EOMIZICHENRT 2O 0> TRV, v
Y AN RO Y BB THEEIE L TV B U U oERIZ R 7 v — M Th B8, T OHEIEO FFIX
TERRIR R OT M RIAE BOIERAa 72 & D U L SERESL OMI D 7 0 — LD BE S LAz 2,
¥ v 2T PR RE BT HIEMENR A IE O BIES SR E ST B 2%,
HHV-8 B MCD I W T, A NVARYT ) AHZRD vIL-6 SREEFERUCIEE 2330 - TV 5, HHV-8
WA R HESCRFE MBI Y & (primary effusion lymphoma) OFE T A VA THLHY | HK
DHEREA~LLA T A /LA (Kaposi® s sarcoma-associated herpesvirus, KSHV) & &R 5, JRE
U G IIT B vIL-6 DFRERIL, B LEOMARD 1L-6 DEEAZ L LT, BRI 25O RIEER
PEAASERLDOEEZLND,

5.2

X v AT UROZENCIR ) VREIAERDBMLETH D, FEFTR., 28 ® CT 3 5\ % FDG-PET
(BREEEIGA) ;DJ/AmﬁQ@%4X%\ﬁ%#ML ETDHY R EEERETD,

[ v 2= RICET AFAEMENE] Tid, % v A< U ROZMEES TLO X 5 ICHER
WCHRE LT,

<F ¥ v AT UIRODM R >
ABIOVOBEZHEIETHOEX v v ANV R EZETT 5,

A UUTO2HEEZHZY,

1 EXRLE (BEflemED) VU 2D 5,

2 U U REE IR EE ORI RN, TV o $ v v A< IR OMBRMEIC S5
B,

3) FmER L EMEORAR

B LUTOEBRBERIATE D,
1 EpEfEgE
MAEFREZFERNE T MIAME Y V&, RUF ) 3 E, BIRERNHaRAE, B A, Bk
FERE, FinsA, FEENARE,
2 BYE
JEREEMETIREE, RI5oM&ER, Vv FYEIE. MY 77 A~ BRE, EEEY
VRERSS . RYetE ERZERIE . 1BMETREINE BB U A LV R BYME, AE HIV BYMER K,
3 HORERE
SLE, Bffi) v~F, v =—F VUV ERERRR LY,
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SRS EE S 3

4 ZTOMOEL LERE 2T KRB
IgG4 BEER B, AHMRERMEEEFEME Y VS HIR . FRRMEPIIRETLEE 2 &

*F v AL PR OFERKE
1) FFm&EX Hyaline vascular type
< U U SEiOREAEEIIRTZN D,
< U U oNERITHIER T 525, IEHLDIEZERE T, RIS~ > VB DBIEET D,
s RN D U BRI U, BEDOTE T & o To/NILE D AR & 8 EE 0 AN 2 7R 4 Bk A
JEDOEFIZ X - TE & # 2 5L 5 (angiosclerosis),
< B L 72/ NIV SRS IR DI BT 582 LITLITRE® 5,
sV RO U L SERDIENL LR (onion-skinning\ZERFT A L HICR A D Z LB B, B
WZETRET R TIE7a

2) FEAMIE  Plasma cell type
- U B OEREE IR D,
- D UoNER. RO IE~ B E R,
- JENaEEE I E AR EMEO OCEAMEDREEZRD D, & X2 Russell MEDHBEZED,
« RHFUMI/NILE OBAEFRD D T LB DA, angiosclerosis ZFEDH D T & ILBEE L,
IR MEE S NE OB, B ERODD I ERH DD, ML LEMEEZRDO L Z L IEE
IR0,
- = v MVIE~ TR SRR S ME D AR e REURTEZ 2 R TREF R ER O D 2 L3 dH D,

3) IBEH  Mixed type
-HL D angiosclerosis & FEEMIAROZERR 2R A E 5 X O Rl E R & R EAaR DRFHE & 3
i 2 7o AR & T,

R b b~ AT AR BE (HAV-8) BIEZ LS v v 2L~ UROMRRE >
FEEMEE 72 LIRS HIIRA OS2 =3, LI LIZIRFLDOZERE & angiosclerosis 73 H 37D,
< MVE~IRREREIC HHV-8 O EFRE ZHRD 5, BEFKIT [gMA Z2RH L, 8
BHHIRR A bND M, IgH BERBRETCAD LI/ n—HTH D, BKTIIFE kA

(plasmablastic variant) & L C#ibiLs,

<BWHIIEE L TOBEEE>

1 BHREERI. BEROLONLEERLOETHEA THD, HEOFEWIERE LT, e~
DR, EEEBEE, BEFK., KERD ., BT, Vo EEEND D, —EOER CIIEE
(REARWLUERERRL LB~ REOKES, EREE., Vv b—~., MEE . EH. =
fE, B, MR RERE, HmERmNA LD, & X ICHEER EOMBESS, R REE
BB,

2 BEBHRETIE, U UAGEEOIENC, FFESS, Mok, A, MEEOHEEE2H DD L
NdH 5,

3 MEHRETIE, £< OBEAICKER (CRP) BT, mMyoA v Z—aAf¥6 (IL-6) B
EOLEENHOND, £7-, ANERMERIM, M/ REE%, fjE LDH KE, K7 V7 2 VIE, &
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TNAVKRRT 7 Z—EBIiE, %7 a—MOEhr~rsa7 ) Ve, & IgE ME, & VEGF
MIEZETHZENE, 2, LIELIEHEGERR PO CHENEBEE 25,

4 —EOEFITIIREE (BAR. M7 V7 F=ELER) . WMEEORKBE, s EE, &
RELORE. H OB/ MRBAME, B OfEEEmiEagmn, NowEs (FRIEEEET
SER E), TInAg R—Y R WiEMEEEZ ST D,

5 @AY~/ a7l UEIE bR TlE g4 Bl 1gG4 ML 2R T2 L3
%, FOBIC, FHE CRP &mfE, /NERMERM., M/MRIESZ SO IL-6 MAEIZFE D KISHFED
SNDEAIL, [gC4 BBEEREA LIV bF ¥ v AV U ROAREEER E 2 D,

6 HHV-8 BEDF ¥ v AL~ UL, FEa07R ) Vo EiEfkE s . U v G H 2 it i
B 5 HHV-8 OFEZEATHZ LIC Lo Tgli 5, Z< I HIV BREFICA O, TERVA
JECEMEY VLR ST 52 8 bELY,

7  *POEMS JEFEREL, Brn— Mo r~ru7 ) ViERE E B ) EITHEORY = 2 —m 3
F—T, SRMEBHIBEGO ) VSRBELEZONDN, TO—ENF Y v AL~ U FEER
HiRtEE 215, APWEE TIIRAT REERIZITE DR,

8 TAFRO JEMEREL. M/ ML, 2EMEOFRIE, BE, BHORMEL, FREZSME LKA
WETHD, Fv v AN URICEET DUV EIREAREN LA OND 2 ERH Y | BT
VIR REEBITITE DR,

6. ERIRBGHIL 3%
% v v 2= RIS SFENFEE TIE, F v v AN UROBREBFRESEEZ TROL DI
EERICRE LT,

@b ([REHY)
REY RENR LEDHR, &5 DEARREUBRNAREZ2 — 2> DMEBICRB L TW 5 H 0,

@ .0k
RE Y UGN EEOERICEZR > TWnDHH D,

* HHV-8 B8
EIEARREIE R L Lz HHV-8 BLIC L 5 D,

o FEFEME
HHV-8 DA 5720 D,

7. BREESE

(% v Z1< FICBET DREMEIE] TIE, ¥ v AV UROBEESBEEZ TRLOL O ICEE
BOIZIRIE LTz, 7238, B3 ME MCD (250 T, Castleman Disease Collaborative Network % H.0x & L C,
FREFEE 2 a 7L L CTEEESFEZIT I BREERZNREIN>0H 5,

<EJEESEE>
O RHEGEIRR e & ORFTRIEN FREZ B LE ((RBE) OBEITRIE LT 5,
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@% P, B JUSEI IR & O RFTRIEN TR A RE R B FRERD) 1Io0»WTid, Fr v X
N RICERT 2 L EBZ b D TROIEROFEIC L > TEEELZHET 5,

VBBl ABU L, FTROEBEOWTNIANALNLEE, BEIEET5,
C REMERI : Hb 7 g/dl AT, F 723 @RI e R i BRI 2 225~ 5 & .,
ART VTR ME - 3BT VT R E 1.5 g/dl LU,
- BMAREREE © GFR 15 ml/43/1.73m2 LT,
- FTRZE - EMEORREN AL, THRICOBERALZET 5,
- BREK  ERBER OO RUF— VR ET 2REOKIKS 5 WO idEKDETHE,
- N4 EF 40%KT O DEERER T,

VEEIZERYE LRV, FTROWTINEARLNDIGE. HEEL T 5,
- RIEMEE L : Hb 8 g/dl LA,
ART VTR CIME - E T VT R A 2.0g/d1 AT,
- B HEEEREE © GFR 30 ml/4y/1.73m2 LA T,
- RS - REMEOREE R A LIV, BEOBRWHETHRRRENRA LD,
- N4 1 EF 50%KTH DL HERER T,

/O ERRIZEEY LaaWigs, BIEL 95,
L. BEIChe T h ) AT FOEBERNCLDIEE. BOWIATa A FElOE2F R
5O ENNERES, FREICZULAVWEESTHLREESL L TRYEY,

8. WAUBIDEER G - W - 18K - 1%

(1) EfiE RBEE) Xv v AL~k

UCD &, Vo BiOERUMITERERICZ L, FELEEBERER TR DN L%
VN, TREEMLIIMER 23 < L IRWCEEES, I8, BIEIRDIETH 2, U o EilEE O 4 XITRES
~6cmEED = EARLW JEEY LoEEALA L FNCRBE L TWA Z & & JREMABATR, (%<
I TIMER) 2K > TRW7T 2,

JEZE ) LB DARIEIER R E O RATEIEIC L > TIBBEA P CE  BRICEVE DI LNEETH
b, HBEIBRBICES LBEC. YURPEE LI EOREERNA DD BEIE, BREME MCD
WCHECTIREEAT D,

Talat & DOF%IZBIT 5 LEEMT CIX, FE-CrER, REWM., MBREIIEFETRICERRL, F
W X DIREOEFRIMTONIZPEPOHBRFHRICHEEL TV S, ZOREICE DL, MrLE
D UCD @ 206 0D 3 MR AT HRIL 92.5% Th o7,

(2) %54 MCD
a. BEPR1E & 2WTr

BRARSELR & LTk, U o/ HilEAR, FFMEE, REL BER. BT, AlniAsbil, & EICEB,
FIE, Mgk, BEE. U ERMEMEMEME, B EOZRRIEREET D, U U EiidR
EEDHLDONREL, HEZE G2 <, UCD I[ZHARB ER/NEN, BREBNH D0, ERIADL
nadZ Eng\n, MERETE, E~/NREOBER, 27 a—MoEhiy~7a7 ) ViiE, &
CRP IMJE, %< OEFTMET NV FRT7 7 X —EEE%2 772, LDH IXIEE~KED Z & 23
2\, B IL-6 MIENRA LI, MiFH O VEGF bEEERT, M/MRIIRIEL KB L TEML TV
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B ENBNN, L EICREFNIEFIC L AED 2RO D, FDG-PET TIXEHMED U 1 EilE
KB EINB N, EfkY 3 fEIZ LT FDG OB AT, FAEREEBEEREE 2 TIOR
—a_o

% < DIEFNZ LB L TH LD IER
- FEEN
C EHEE
- BRIk
- RERD
- EIT
- U U EERR
« PR

R

R‘_&\

FRRICA DR B ER
BB (R UBRERR L Ba~EREDKRS, EREE, XV h—~, IEE
- Bk, REAK. LEAK, FIE
- P2 & O AR iE
- RIEm RS
- M ORRE
- i i FESE
CAAT I EA F—v R
- BEE (BER, WE7 VT F=UELER)
- JLAERLUARE
- B CEE O MR IR E
- B O A M
- W R (FRBESEEIETER L)

ERBREERE
* CRP &1
- R TUIE
< NBRMER I
- M/ REE %
- I iE
M TAB Y RRT 7 X —PEE
- MmIET T I EAE
cZru—MoEmbye s a7 ) CE
- I IgG Al
- % IgE =1E
- FUEBUEBME, 7 — A ARBRBIE e CORERERY
cMEA X —a A% 6 EE
CTAEMEA U F a2 RIEEE
- Ifi4f VEGF &

31



Ur RERERAEGRT. 2<084. BEMBELLVWEIREGHEEET 2, HAL
T BRIRIR LR R & L 0 D D & SERRBOBRIMIERNE MCD ORBHIZBD TEETH S ™7,

b. 1RE

BRPRAEIR D38 & TR R B TR R CRIBBIE T 256 bH 515, 2 DBE. BRRERR EDE
REBFIT D12 DITIBIENADBBE L 2D, EEMEOREERPEEOHEICIE., TPTEAEDOS LR
=y uary (BERERN2VFEIL~0.3 mgke, BIERHDNDHEIL~0.5 mgkg BE) TIERD
B aERA, ERDPEE LT DRAIIEET 5, Z<ABDT L F=yr il Lo TERHIMICHIZ-T
BELTWBERGH D0, BEICHFIETE 6130720, BEHICREEIT I HEE. FERFCBHER
FEDRIE, ~NANATANARREE 2 EIC L DRBRPMEICEENLETH S,
RIEFERDIENGER, BOMZR SICEERBSREEZ A T258121E. U X< 7 (tocilizumab)
EOFRT 5 8mgkg % 2 M Z L ICAFEKES), IHMFREBR EDTZOIZAT B A RGN TE Y &
ENBHEEITIE, FIEEEE LT RV X T 2EMTHN T LW, ZLOFE, M) X7 IRE
ERIET AL, SESEREFOREERSCHREBRE DT HOCHKETE Y, AL TS LR
=varERE - FIETELZELEN, 0, BERLUTWEEES Y v 8 b iRA IS/ INT 2, &0F
THLBEECH LTHAE THomE VI W|ELH D > BIEA & LT, 88m. LRGEZK. 1BFE.
BB, TUVAX =7 ERh 5, ZiLHITRE e b DR ZVN, FiR-LRULAE 2R & OB R R YLE & s
ENTW3, b X=7HEHRT CRP BERLARVWOT, A A2NE S I+ REENLETH
Be TFT7 4 T7F—L1 BHROEFIIRDLENTWD, P URXTTiE, Wolt ARGEZERETH L
HELRVWORFRITH LN, RUE/THIETIEEIL AT A REe—RPICREEITEEL T
RIEFERD VN T v RETFET 5, bV ) A~ T1EERGT 2 & Mg O IL-6 3Bk B3 % 53,
Ziud, IL-6 PEEEICES TETICMEFT L ORESINLRNWEO TH D, BEFICMIE IL-6 RBEH
BACETLCL 28481, P U X7 OREBMBEAEETE22 0855 1,
BIBREEAT A R by ) X< 7 L BRBICRISHE £ IARMAE TR O = > b e — USRS
BAITIE, Y/ uakRRAT7 7 I R, ANVT 7Ty, UYF =T R EICEBEEPRALN TS (W
b FREEEISL)
IL-6 ({28 AHUERAIDO Y F v~ T (siltuximab) 1, b3 U X~ FIZPCECT DIRESIR DA D,
2014 £E1ZKE D FDA TRAT SNz (KEAARR) ¥, BEFICIBEIETBICIZAT 14 RV AEE
SCEEME Y VORNEICHE U IS ABITER (R-CHOP JEIER ) VX o~ T+ hARY R E) BNMThbhbd
b5 (BRBREAS)

c. T4

K:F&ME MCD 13, B2 1EE 21T 2 IS TRIZBEFTH D %, 1980 EROHETIZ, MCD OF
BT AETFIAR P REDS 26-30 # A L F L Ry o 7223, ZHd HHV-8 BiE MCD %28 A T\ oz Th
%9 3B NE DO L D & BAEICEIT B EEFEIE MCD O 5 44 1FERA 91 %, 10 FE4AETESR 80 %
Thot- 2, REKFEFLEMBIFRETO 21 GO TiX, 25 BB T RiE9 8 » AT,
BN 3BId -7z, HFME MCD OFEK & LTid, BYE, FERIZLDBFRECHFR RS, BEiEE
BENRE,

(3) HHV-8 BE#E MCD
HHV-8 BEE# MCD (%, & LCTHIV BEEEICR ONAERTH AN, & X2 HIV BREUMILR
bhd Y, BIEEDLZ A, bRETIIMO TENLEEZOND 10,12, ZOFERIT, B &IF, 28
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R E O DOHRIEERE R L TARICETL, LIZLIZY RVRESEMRY @2 A6 5 ¥,
ZWE. FEEEY R BT AL L L P E SIS T D HHV-8 AV AT ) AOBHIZE - T
175 %, U _EEERICIZ T AL ABED L6 (VIL-6)bRE LTS ¥,

SELHALDEFITENE SN TWER, . SHEOY RT7 YV (AZT) 3\ H v 7 a en+
UYX <=7 D3F, HHWLY Y FR<T+U RV —</b« REJALET4H HIV #ic L BRI
BIARIBERESRE SN TN P2 Uy 7HMTE. DRCHEBEOELD - DI ETERNE
W B RS ORI L LT A v A — T = b A NEEAEAZT BAV LN, U YF w7+
YR —=)b K&V /)E Y TR % 1T - 7~ National Cancer Institute @ Uldrick & D4 Tk, 5 8 A
A OBHRHARE AT 3 EEEATERN 6 9%, 3EREFRNE 1% Thok 2,

&1 POEMS JEERE
POEMS JEMEREIE. 1956 “FIC Crow DIZ & > CTEAIDEFIAME S ¥, ATl 1968 4E I ILRHE D
IC & o> TRBEDEFISHRE S ¥, 20%, BA SIC L > TEFINER « fiffr St . 2RmR%
(polyneuropathy) . lg#sEX (organomegaly) . P47t E A (endocrinopathy), M &K (M-protein), &
JEREIR (skin changes) Z 4L T HEMBEETH D, NI, BEMIEA OBFEIE MCD (2 POEMS JEfE
BEAfTs2 L2550 Y, POEMS EBERETIIREORE /17 U R IgG £7213 IgA TLEID
b — DB M DA R S AL, B ORI MCD L IIBIEC T RN R D %,

& 2 TAFRO JEMERE

mFF DIk, /R, MREKETEE . REL, BBERAE L. FFMIEL O EE R & T o Tz 3 EA
Z#E L, Z#%E TAFRO (thrombocytopenia, anasarca, fever, reticulin fibrosis, organomegaly) JEMERE &
LTz, ZORPO1FITIEHER LY VG OMBRESHE T ILER O X v v AL~ URFICEL LT
729 N HIX FREO 5 BICINZ TRBICHEIT T A BEELZ 2 L, U X~ 71REIC L 0 Bk L-E
BlERE L B O 25 FEEFIORFHT L D &, TAFROEMRRETIX Y > SEHTHER/NE <, T
HVHRAT 7 Z—EREMET, g6 OEMAR LT, BEHKIIAT v FERTRBRESICS 7o
ARV VAR MY XwT | U YF w7 EOBINGENMTON TV kG, IBhL 0z
LIERE O MEE A% 7 & -, TAFRO JEEREIT, JE IPL BUORRME MCD O L 5 2 550
253 MR KOERIENBEEIC L b, MIEAKT O IL-6 NEEBEYET 22 E0h, EEAPEERLE L
TS LT RBHS L T5E L LH 5 ™,

MR 3 FFRMEEMEMEY o )HiiE (idiopathic plasmacytic lymphadenopathy, IPL)

1980 FEICHEDIC L > TREENTZ, 25D L OWEMIAEAE L L7 a— WOE T <)
o7 ) UEE RS E TR ESEES T, WEMREA OREMERGE S 29 28R ME MCD IZIRIE—ET 5
S, NE DI, AT SRS MCD % IPL % & 3E IPL B4 L. IPL BUZEMEAIC, EW
fafl ofREMAEEE & 0. 1gG A3 3500 mg/dL L EOBEETH D D%t L, FE IPL BUILHEERL T, K
FRARGR IR 7 I R 22 LIRAEALC, MiE IeG @ EFITERE ¢, UiX LIEMAKCIEK, /MR, B
CAEREEE s 2 RELE %
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