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D14
IhF (BEMIKZEMERE RER)
EE: KA B (FEXZEEZFHHEREZRELT)
2. TAFRO fEIZE D 2 B
TEE—B (REXFEEZIFR/NEFREREZHED
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—IREED-1. BIREOHYFZR L IERLERED 15

FRFIK A0 O PR AR O M Rl 2 S O R 2 BT
FRFNK S8 5050 O AR B hI S Rl a8 °

ANIKRE . Bh#E—'| ZREE' BFEFEE’. BEFT AERT . REEX’
xBE=

(fEMI] 90 K. =M, [ERRRERR) ZABEMOKR TEEZ IRICARZZ. | EEINICEBELZE
BLTW=EDZ &, RI, MRA DFFRA S [SEEEEIRD I IZLE C-BIREN DO T ULV, FHMHIAT
RTEIREZLEHIREBEAFROSIEAEICHAELTE Y. BRBEEL SEHA LB OEIIRNTE
BTE, CORELRBITLHHRIGEDMIBIROLRENS EHNTESY . ERBROZRIZELTL
53DEEZLNTL -, REO@IFDEAIRZHEE LFEH Sz, RERR] RH S -RIEIE,
=ARE 14mm KOEREAR, 2@ ETEHBERLAZBREEZ ONSBET LG L T, BFEMIC
(L3R L F-BIARD PR S EI/N R EARMEOE RIBEAA N, T o NBIIRESE ZFHIKIC
BYBEA T, BETH/NREARBROBEENICIIODEEOEENH Y. FHFICE>TIEX
EER )y MRICILRT S8 £ B ot REMRBFENMICIE, DAL, CD34, CD3T,
FactorVIIZ[EHETH AN, MEREZHRT 2ARMRICIEVNTNEBETH >F-, HHF-35 [FE 2
IZEBETHY . Ki-67 DIFHEILIWEELULT TH o1z, Bel-2 EHZERTHRENERE STz, D117,
CD10, desmin, S-100, Keratin AE1/AE3, EMA, chromogranin, synaptophysin (X2 T&H o7=,
EBER-ISH (X2 TH o 1=, ZHHHEFTHY . TOTSMOEEFDZERZEZBHBY =LY,



—EED-2. BPHICERLEUEBRAEAGESGREVO—H

BENEINAL LS —RED %ﬂ‘
BT 7 UrEREHRERHE
WRNBIN AL S —BREESNE

HO B BREZL MHFEF BRAK' AREIL'. SHEM . 88G— ' EERE .
PrilSfe s, LB #°. mEEe

(E 5]

40 K&, ETREHEREL., RAICIEE, BHELHERL. 1 £ 2 ARIGEESRY. WERKEE
BODEFEVZTHRBN, MRl TIE S2-4 LARLEFILE L. 80x70x90mm KD BEHIBEDEHFEAN KA
[EE xR, NEBEFY—LEEZHREZE L1, CT TIIRMICHBELESREBEATRRIN, RERNERIC
BOEEBLARILDEANEZ DTz, URTIE. MEBZHMEMIC I £3IMARIZER. ZD2H
ARICHEFMAIEIT SN,

(BT R]

FMFOFEATIK., RABAZEL/NAASHIRE Sz, BIFMICE. RBALGHERE S SAY
MNoHEAROKEET HESHEBENFTESICERE L TV, —ETIE. EMERERLA Oz, Ml
I IXFEREDIEAR H 5 L IIERK. BERKROBEENLNEL TV, PASEETIE, BERNIZOT RS —
FTREBICTHEHEIND ) -7 VBERAHER SN, REMRBILZETE, ESMARIES 5 F > (AE1/AE3,
CAMS. 2) . ENA N —EREIEHE TH o fzo EXA U F VITREHZ R LT, ZDIFH . S-100 protein, Melan-A,
SMA, CD34. CD45 (X2 TH o1z, Ki-67 [ 10%EEDMERIZIFEETH - 1=,

(#i&#28]
ik, WoAERERT L. BUEBE, BRLIEXERANA oN-f=6H. EMBHRER
(50Gy/25Tr) ZHE1T L 1= ARMRREIF T, RANKRBEEHTTH D,

(FEm]
FRIEARREOH



—fi%mRE@D-3. Myeloid sarcoma hAgEhHni-#fRESD 1 4l

BEEMKZFERERtE S — HREDHE
BEERKFESA REF’

2 FE2F ' FH F-0 KH BE' . FK EE'

[ fEHI ]

BREOBR. BRERICHFREELL.

EHERBAHEL, EETHRELASNARE LGN o1 3y ARICIIERZ2ET LFH5DF
EAHIEL, BREEEELRKKELG 20, OAEEZZEZ L. DEESEREETLERLRD
B ZEERch, SRDROERICBNZZ LG o1, WE CT CRIftRICIEREMERENRD O,
MEEAEITES N

[ E&FTR ]

RER CT : #ithm L&A SRTHERRIZA T TR 10 cm KDEEMHRELNRDH LN, MAIEESLE, ERE
BE®) VEEXKNA LT

[ REFTR ]

CUNFEREBOZEZET AN/ CLOEWERMAMNEIRICIEIEL, —EPRHESEME %% > THIR
HHERICER L TV,

REMABIELZOBERIEITEOEY THo1=.

f=E : CD7, CD117, CD99, MPO (A#ishiEtd)

5505 1E : TdT, CD34, CD56

F=T4 : CD3, CD4, CD5, CD8, CD20, CD68

[ Flowcytometry ]

CD45 gating THEMHDMBERMNZESH 5h, CD3(-), CD5(-), CD7(+), CD13(+), CD33(+), CD34 (+),
CD56 (+) THoT-.

[ Z% - HER ]

BEEREYIZ 1 T-lymphoblastic leukemia/lymphoma (T-LBL) A&t hi-. —EBD T-LBL TIX BB R
DI—h—hEH &% 5—F, myeloid sarcoma TH TAT A G L L BHI2HZ 2 ENFMLNTINS.
ABITIE, TEEERRY—H—EEMED T-LBL) & TTdT 5140 myeloid sarcoma) & MEERIAFEIRE & 742
271=h, FEARILMPO IZFEMZE RN DHLGEALEO NI &, DT LSMZTHEY—H—DF
BEA#HONT THRRESE T HEMZ LN EMD, myeloid sarcoma && X 1=,

[ PSR ]

1. I—H—ORBENFHRBMEBbHNTH, myeloid sarcoma & L TKL VA,

2. CD7 514, CD56 SBI5HE THIRBREMN RO OND I M D, KB THEHDER Sh 3 myeloid/NK
precursor acute leukemia MAIREMEHEE I NT=H, KRBIANZLT ShH.
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—iEEQ-1. B ERERRA progressive transformation

of germinal centers (PTGC) M 1 {5

HIETILKFHERB HIEAR
IF, FHEX, SRER EASR, ZEWRX, FEEF, BEASEE IUHIEZ, KigkE—

[ i/ ] 58m BB X5 A%EER CT

[ J|/RE ] X-3E (G5 m)5 A. @2 TWER) L/ \EifER & B M BkiE
% % 15HE, BSEERIC 2cm K& 1. 5em KDY 2 /\Ei A0, ATENEIXRIFT
EfE(£), 3 EMD FNA T class [~11, TE&RY L/ Ei&EMR T follicular
hyperplasia M TREBEHR LT > TV =,

XEG8E)5 A.CT TEXY V/AHOHEMNMEMLTE2 b, BE
BOAEtE G o1,

(%10 data] Remess +~

WBC 13100 /uL T [#FiErh 10000~14000 THEFS, 7 EX5FhERELL (67. 5%) TEEMAAAZ L]

Hb 13.2g./dL, plt 36.2 5/ uL, TP/alb 6.8/4.2g/dL, CRP 0.2mg/dL, s-IL2R 569U/mL 1

(#B#EHRIK]
BIEER) DNEERR, 25x15x12mm K, BIEB R TRERO/MEFEENHZ D,

NC(G
(1)86.9% (2)8.9% NC
o / o
| | of oL
(6] O Z, 4
12} w
g i T 8[CD20
L/ | %|[cD23
Vi £ NC NC K-ch.
# # M) [Cos[ 0] @ [Co0.4] 0.0 |_|L-ch.
; | i i | ; % [99.0] 0.4 % [98.4] 1.2 CD11c
SSC—H SSC—H = gg;g
=P D530
ftb
] D34
D56

g o ¥ - o
cz"{w g = al ;
v B o ] | ‘w{
& %
L@ B ral e N l HiE
CD2 CD3 CD23 CD34 CD20 CD16 CD30 K—ch.
(1) [61.0] 2.2] [To.7] 10.4] [89] 9.0] [38:5] 8.4] [8:5] 0.3 [19] 33 [24] 0.2] [35.9] 0.9 [245] 3.7]
% [ 1.0[ 35.8| | 60.8] 28.1| | 60.7] 21.4 [ 19.1] 34.0| 190.7] 0.5 | 33.3[ 61.0| L97.1] 0.3 | 62.4] 0.8 39.7] 32.1
(#E#AT R

BRBEGRRE D Z DRI D Y VNERBENA DN D VNE, —HTABTHEVERLLHA
N, BRAAECERDLAERT &0, BIRED LAEET 5BZHLHDH, REDFERKHD
NAHbNDH, BEE, EREO—HI/MOEDBEEAA LN, BATKICF/NMEAREFLIZERA
TRREHEDD,
€ GIEZ ) PR EERMEERR. BT VB, Fry LT R, RIGERREER K
( &6 ]

REHIE, REZXEOBERMNMKEPOEERMEERAEZHL., BEBEREG o=, TOR. TF
Mo7+0—ch, FHE-LGES) DA\EBRXOHRGEBL., BEY /A \EHEXIZDOWNTIIRE,
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— % REQ@-2. TAFRO fEMXE D 2 HI

RERFEZEMMGB/N\EFREREZHE
RBRFEFHMEARDRFRFREDIF®

FEE—R'. URF'. PHEXK?. BRKE'

TAFRO fE{&E# & & 2010 £E(Z Castleman RN EZEB L L TR OFHRICIRESN -2 5D RIEM
EETHD (5HIFH, BEEEKMK. 2010;51:320-325 ; Kawabata et al. J Clin Exp Hematop.
2013;53:57-61) , M/MRIBAME. £ 5F0E (BAEK) . FEh, BEERMEAE . FFI%ME (Thrombocytopenia,
Anasarca, Fever, Reticulin fibrosis, Organomegaly, TAFRO) @ 5 fERZ4FE LI 5A. RAIE
THEEND, 5. BT TAFROEREZFE - 26 Z2RBBLI-OT. REMERZMARET 5.

[FEHI] 387%. Bik.
BREERE/RIERE : 75 L,
WRE - XE2A. BLVERERUEEICKHAE LG o1z, R, CTEREZROTRELEN
BROEENAHY .. BIELARVICTURARELE 2Tz, TORIRBAERERIGSENBEL. FA
[CEHEEENBLLBERZEA LI, BEKOFBLALNT-, FEES LUV U HERNR
Stfzfz ) DNETERD BTSNz, U UAEIXEFOOER L2EREHRE L. EEEIZ/N
EDEEERO-, PEMBOBEREEZ2H#5LBHEICTEY Ehhofz, ChLDFRREMD
CastlemanfmAME Al & 2 BRI VNEIEXREE R -, F1=. AONKBFMELAONI-Z LS E
BERLETIN., SEBEBEERTH o=, BKEREHFERREMN STAFROEZEHEHZER. X T
A4 R/NVRBEEZBALILECHAEHEROBEZRD. BTEER &G of-, TREZIFBICFEL
bt & o1,

[fE512) 57m%. &=i&,
BE{EFE : Basedowss (30£EHI) »
WRE XESA L YVAZEHEFRERL., BEZZZ LEARELEE EMBOATH >, EIRIE
HABRLIEZABEEOFELHY URBNEH o1z, SIEEDMENEHEL. CTICTHRIER~EE
EE) UNEGERERO AR ERNBIELEZ-HRABARELGY ) V/ETERDET SN,
INBID ) D/ ERAAERE L. BRARIC B EE LN ~h R UNBRB L U EMEOEEFZRD
fzo WINELBHALALGIOF YT ZHRATET. RIEE) VAHBEANEZ SN, BREKS
SUVMBIL-6D EFEMNAH SN &4 EM STAFROFEREEMN R HONI-A . SAEEEDH THERIEL
[CEER L. SARICTERBHEESINTWLS,



FAEED
) VNEREM 5 H1-1gC4R8ER B

BIURZAREREERFRETURE REFSHF BEERE/FEZRE)

hEREE. 3% IE

eG4 BERE XL HHRMBICERBF-FEELREEZHRAT 2ERETHD. TO-HZELMRE
EEAICIE-MREICE EFoTERBEDOEMARISBHMICIMYBATHNCIELNEETH D,
BRRDBETEY) VAN\EREREZEMICHK-TEY . KFETEHZOEH RN S 1264 BEKREBIZD
WTEZTHIZLY,

eG4 BERBDOBMEEL LT, MEMIZZSHD [gt4+HADZMEMmP 1564 DELFEAH S,
LALGADL COEEEZRBICHT-F [ [g64 BBRBI NSHELET 5. TDHRERMIA Castleman
WTHD, ELIZY VNEPMTIEZDRENE L. BAICEIEERRET —INEERLL D,

E, BUESICENTY 164 BERBOZMBLEZBL-IEMNNVRESATNS, Bt >
IQHEI’ZBL\’C%{?IJ%’GII?&L\ BR{T/ERE MALT 1) /B TIEZDR/EMNT <, T 512 liﬂi%ﬁ‘ﬂiﬁ’ﬂﬁ%
A 1gld ZEET AP LME SN T D, HAL 1264 BEREDBMELEZ M= LT= MALT 1) /&

(IgG4+NMALT 1) 2 /8fE) I2DWVT, £DHY A FHA U mRNA DREIBRNF—VZFiTL-& T 5, 1g64
BERBERBZRDNI—2VZERL TV, CORERMD 164+ MALT 1) U/\FEIL [g64 BEREEE
RICESESEC DTS HAREMENATSVNEEZ TN S,

R, RRDBITIZENT, 164 BE ") 2/ \EHE TIESHEEIZ BBV OBEMHIEAEZ 2 TLVD
CEERHE L, BIRKREWNRE LT, BBV OBEFEMHIEAH NI 1564 BE) V/NEETIE, £5)
VIRV EHINREZRA L TLAERAHY . FEDERZRBRL TV SERIZH S 1=,

MA T 2RI RAEETHAR ) >/ \fEXSEBV-related LPD/lymphoma & DRI L EE L 75 5,

1gG4 BEHERETIE, Th2 & Treg YA b AA UNRERERKICKECEELTEY., T HEA 1264
BERBORERBICEELGRIZRIZLTVWSIEEZONT LV, LMALEASEKLDENICH
WT. ShoHS FPAMVEIRA MIABNEEL TS ENBELMNERY ., EEX key player T
HdEMNHIBAL T,



BREREQ
Castleman SR DFREREZ M

BRERKTE RE - ME

NS B

XY RILTUREELBBENG) D/ MBREMEBTHY, FrizzeralZk>TIDITHRFEEShfz. §
BHLRBEDOHEFIMER (hyaline-vascular type ; HV &), FE#FEE! (olasma cell type ; PC
B EZdilviEF v X)L %% (Multicentri Castleman’ s disease ; LATF MCD) ThH 5.
ETATEHRIBD MCOD FFRKD TN LEERREFMICKECELGLIBNREINT.. AATFrY R
RUREEZDHE, () MMEOREEZMRTHSHVE, (MDD &L PCE, (iii)MCD &L T
D mixed BDIBIZHRITTEALIFES>ABRVEREDNS.

1) HV &

FRIBHAME - B[R TZIHD) VNERERDHZIN, TOZIEEERY ONERTHY, <2+
IWEBDBIEE, EiEL-FEHhDo B #lgixiEd L, BlRsKEROZOEXNESNS. FHEHE
KA EREICREOnS L3 H D, BRAICIERGHEOLEDEBELHY, OEREMD
WiLZRA2Z L1 HD. RBEMEENCE, BhOLEERETHI IO L, EREHKMERORE
BREEIEHEL, BELEHS. EhLOBMAIZMZ, CD5TEMETMEEEAL LTS, BEH,
SEBIIZ & > Tlk Progressive transformation of germinal center & &EF T 365IAH 5.

BRERATR : BHER, Z(TL, #ithm, BREIE, REEGED Y D/ EOBRBMICIFREL, MEEDERE
AT S HVETEERERUNDLDITEE L.

2) ReEHIRRRY

RIBMEBG . ) UNERERERGREPLERT L2800 VNER, BREEOZHGEEHRBRR
MR edT s BERBICERALCOENEEFRONGL. REMRBEMICITIERMOEREE
20— MTHY, ERBHAHREOREE #E©CIEFID 0 CD5T EMfa R - T 5.

BRERFFR : BFHIE MCD £ M4 2 —0 4 F>—6 (Interleukini-6; IL-6) SfEZRY. MCD %
T k9 5 A& Idiopathic plasmacytic | ymphadenopathy with polyclonal
hypergammaglobul inemia. (LAF ; IPL) &EFE(EH, ZHMED ) V/NEERR, RELGTEDESIEIK,
vascular endothelial growth factor (VEGF) M EFZ#E+-9. A, FADITHE, CRP[EMHE, M/
RIEZGED IL-6EMICHE S EERE, BCRABMLGEDSEFIFLEEREBEZRT. IPLIX
BHE, KE MOBEGCEOSMNBRICLRELEAL, BOMBETERFRICHOANDS. HHD
REDLY UNEROEE L, BREAOCZI0—UMBRERRIBEZHHET S MEEIIRRE
252 ELHY, BEHEBADOSMEDZERLZNMALT R UNELENEZET 5.

3) MCD & L TD mixed &

10



RIBEEG HFOEREORPLZEL, BEEICHERRSEOHODEDIBEZEDHS. T2
IWEBOBERIEEIL-GEVWENE S, BRADOBELEZETHS.

BRERFTR : IPL ICHEN, hEDOXRMIZEZ L, E@HaMLAEL, ELWVE/OD—EOEHAY <TI0 T
Y UMEZEE-IHEENMEC, BMmBRkESZ WBC>10x10°L) WM /M4 (<100x10°/L) & E -3 $EEM
EWEH UNEER, RRLGEOLEEKICMR, REXZELIHEELNGL, 28IV T
F—TRALGEBCREEREZEHITIHEELNS L. RIV/NMRRAZECECRANSHEEICBMEIC
Y MMMV EET. PECLEEL—HIECRERZETHSAREMEIEEL. &if, SHLIEH
B, MfROK, FFEREEZfEL, BHICEEORMELZES M/MURMEZREL, TOU U/NEHRE
Hmixed MOEFEPUTNSZEEFREL TS, BHIETDERKRREZMTFERZEZE LD, TAFRO
(thrombocytopenia, anasarca, fever, reticulin fibrosis/renal dysfunction, organomegaly) fiE
BB EFATLS. IL-6 518, VEGF SEZ TR AIRREL IPL L2 < £ S,

4) KFBD MCD D F %

PCEE mixed L EBUHDERKZERZ LY, bFELEFEEPCE T 80% mixed & T 90% THSHA,
ERICTELERZICASDIE mixed BOTK—ETHS. FEKIZE L THAEDOEFIHIZEDREEE
= EBHDIELIRTIZIEE S =& 512 human-herpes virus type-8 MRSV =0H&EBhh 3.

5) i Al E2 ¥
SODEEDEANZEIZDOVWTIEENTNDHEETIHRANRS.
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