VOL.30 NO.1 2010

R R TR BRI T

1 A L6 MRS A 5 7T - 72
POEMSHEIRRE 4 400 B bRl 3t

TR ® F 4

S RN

Mg B K Wm0
it AR b
D fei]

g OA K H R
B OE
e
FREPR
1M et

EE | POEMSEERRE L, ZFEMHRER « IREEER « WO MRHE « MEAIMAE « BERAL % 5
kLI 2IEMRFTH 5. (HIEE L TREIBKER 7 014 N OMPRESENTONTE 228,

ZOBRBIREZ LS, RERTHRARBERRE ShTOE,

U7p LIAE, H CORM LI

Ta#% il (auto-PBSCT) OFMFIAHE STV S, BT ldauto-PBSCT 41T - 7.POEMS
TERREEE 4 BIRER L 72, 26 Tauto-PBSCTRICEEARAER 03 EE L 7223, 2 T 2 LI ERE

WL THhOoHBREREDI, BRLAZ2HNICIEZHY) F<A FEERAERL .

I DREM %

WL, auto-PBSCTO A, &L UTHA L ZBEOREIC>WTHEE L.

Key word : POEMSHEMEERE, HOKMIMBMIEERE, B35, ») F<A4 K, L+ F<vA F

I. FC®»IC

POEMSHE £ #f 13 DPolyneuropathy (£ 7 ikt
%¢), @Organomegaly (%3 fEK), @ Endocri-
nopathy (N2 WAEE), @M protein (M H Il
fi£), ®Skin changes (KFEHE) %= b @IEE T 5
EMEEECH 5. FHighhl315:1, FEF b UL 5
e bASE EME SN TV B, POEMSHEREE &2
Wr & 7SR B O FEAE IR TR L 1 13. TAE S s
THED, ToHTbIBIREET AN, Mgk
AR LR IE IS & DRSKIEIR 2k L7iERI T i), ©h
ThH26FELE66FEEbWVWbNTWSY, 200341
Dispenzieri © 25218 U 7222 Wi EAED T &, 278
BEBLUH 7 o — ko B o EEEEhE
METHEHTH D, T OficMajor criteria® 5 b 1
SVl E#B & Uminor criteria® 5 5 1 2Ll Ed Tid
FHEMMBEEE S, (FR1)

AEE LT, BRRHEHRZ T U RRE
HEWETH B0, WEPLEETH 2854 EMP
Bk (A7 25 ve 7L =V y), VADEE
(EY I NVRF V4 RFINEV VLT F S AT V),
RIBREZ 704 K5 EofbEiEsulas o h T
fo. R, HARMMEMREER (auto-

PBSCT) oFMHINHESNE LI - TE
729, Lo LPOEMSTEB#E 3fDEERTH 5 C
bbby, KRIEBEIRGER 2178 - THEHER G L
ZHE L TWS SEMHELC, WELIKHELEI N
TRBRENEE > TV,

A0 24 F ¢ POEMSTE B8 1< %t L CTauto-PBSCT
AREFT L7 AERIARRER L7z, o OIEFI A28 L
T, auto-PBSCTOH %M, B L FHEL 72BEOH
FITHOWVWTERL 2L,

Io. fE #l 8 =

REF 1 :B3m% ik (K1)

| (7RER) JELTRE LA

[EERER ] SFRk154 9 H X v Ko L onss
L, RAcHEm U, 2l FEHAGEKTL,
1271 3B ITREENSHBL L 72720, SERI6EE 2 Aic
YRR ABE L7z, RBEHEMRI T 3 525 75
<, BIEARER RS EN L 20, RNk %22
U7z, BeERIC NRE G B O R R 2 380,
MEMIME (gG-2) « IREHEK « 7FIE « BERA -
WY EE « MG VGEF SR & 5> iz o



VOL.30 NO.1 2010

POEMSIEREEEZMI L. Hv=r v 7)) v RE
AT - 1SN Tdh - 72, [6]4E6 H iauto-PBSCT
AT - 10 & T A, MEHIMIE 3HE W 72 B VGEF 13K
LU, ADL &/ libirrlie £ <lolig LBk L 72,

VARSI MBI REE 75 - 72V, SPRR194E 5 g
Bl FRREEIEAS B L, Mok < JEIK « LB
bW 5N, VEGFD LRI A SN - 72 hlE

Wil BT

IRITICPOEMSHEEEE D A &2 Wi L, MREEARE &
Motz FHFov40ngk 4 DS L, FIRSE
GG LIE IAIEREEE L. T0ET FY T
v v12mgZa A HEES L, + ) F<4 F100mg/H
DOARERG L7c. DIEREORMKIE S, Ve
JIZTCADLD S E LB L. ) K<+
F OWNAR I EER204E12 8 & THikBE L,  ofkidthilk

Major criteria 1. SREER
2. By o—UHOREMROBEMEEHE(IZEAEDN A type)
3. BELHRE
4 . Castleman’i
5. vascular endothelial growth factor(VEGF)®D _E5
Minor criteria 6. fEZRIER(AFIENE, U V/NEIfER)
7. MESMERITE(EE, BKofRIKETE)
8. RumfERIE (BB, FIRERME, TEEMAM, RN, IR,
FEE )
9. REREBRILE ZEE, RHKEHLDEE, SME KT

7/ —¥, EEiLE, 58

10. FLEEFEME

1. /RIS 2 HE /% MAE

Other symptoms and signs

Possible associations

fite, BRERD,
E% 2 VB 12IK(E

HER, (ESMEEZHED)OHE, FEH

BERAE, fiS ME /R MR E, ME, TH#,

1.2 (3BT 2RI &b fthdDmajor criteria® D 512D &Eminor criteria® D> B1 DN E,
(Dispenzteri A. POEMS syndrome. Blood Rev 2007; 21: 285-299.)

H165%6A

T |
PBSCH

0}
2.0g/mzll PBSCT
(H16/6/7)

(CD34+#fifa
7.1x108/kg)

L-PAM I
100mg/m?

H175%9A8

Dexamethasone HHI

HI9%5A

Furosemide == 40mg/day

40mg-4days x 5

Adriamycin | 12mg-4days

Thalidomide 100mg/day EE—SS——

HHET —

L G ..

28 -

VEGF pg/ml
1750

A

76

1 ER 1 DiFER

727



VOL.30 NO.1 2010
LTV H, AL THMREMEL WS,

HER2 4l Bk X2

[BEAERE] B~V =7 CERI9AE)

(EEPRAEEE] ~ERR1THE 8 & 0 FHIERE, b
B R OEFEENHB L 2. [IFE12H I, fifgic T
MiEVEGF & fE « M&EFMAE « Z Rt 2R
POEMSHEMERE & Z W = 11, PSL 60 mg/dayiaFic
FOMEREBEE Lic, EK195 9 A, SIET7RE - W
B ITIRRE « PEUK o RRREIEASHHER L, ST L

H1949A 12R

Dexamethasone
40mgx16days

VP16 I PBSCH
500m gm2x3 (H19.11.26)

L-PAM I & PBSCT
100mg/m2x2

H19.12.7)

Wil BT

10 YBe AN Z2 Ltc. POEMSHEREE O IR &
L, [E4E10H ICDEX KE# k2T L 72k
#=H LN, 12H1auto-PBSCTAHEIT L2 & T 5,
TFIEESGE LVEGE ST L, SEk22FE 1 Ao
NRTREIE - IEESIE AL L 72, VEGE & FRE I
L, IEPICTIgG- A 2389 7. [E4E 4 A FhE
fE - BE SR D B A58, POMESIE R O
MREEZ H ) F=A FONIREBG L7, FiEiR
WELD, HU) <A FOEELEZ SNBIER
LHIED, TfEo LUONFEORERMS L, 5 Higik

H22%1A8

Thalidomide 100mg/day N

BAET - -

FE L‘

4340

VEGF

.

2710

X2 EP20iEER

H20%38 118

Dexamethasone
40mg= 14days ‘

CY 2.0g/m?

L-PAM
100mg/m?

H2143R

PBSCH

PBSCT

(H21/3/17)
(CD34+#fif 7.9x108/kg)

HAHET ;

S A

VEGF pg/ml 6150

80

X3 Ef3 oFBER

737



VOL.30 NO.1 2010

HL 7.

fEG] 3 o6k Fvk (X 3)
(BEEAE] BB EREDRAEE CERL64F)
((EPRE20)|

SERI6AEEA & 0 ARigEbic L 2 0 2 HRE L 723,
TVESS T 4 —CTEFEE Dot PRI9EETLA
& 0 e MREFEEZR Y, 0hils - %
EAHIL 72, P20 3 H X vl FEFIET -
i T BREIE 2320, 6 Hicfibbiic T2 sskhiE b
IgA- A typekZWrant. & 51T, 8 HITRINEG
VEGFE#E « MR EESEE N (R - hbEEE
E) 2, POEMSERE &2z, 1171
MM NFHC ABE L, 2R EHEIZA type
Stage Tak#ZWi L/, HHREAHMTILH XD
DEX K&ER Lz bG%R, MREEIEEREL, 56
FhlTHMEMROK N 2D . F gk
(LA, BEIEE 8P L, SPRk214E 3 Hizauto-
PBSCT % }EfT L 72. Day 9& 0 38°CLI Lo & &%
ft, LA, MRSHBIL, BEFEERFEEZ o0
7273, PSL 30 mg/ HE 51 L 0 ER 3K EL 2. 5
J1IZ (FPOEMSHE 57 o B RAEIR $° [ VEGF i 13
FHICEE L, DB M CRE L Tw s,

MERI 4 48s% Stk (X 4)
(EEEHE] © >R
(PR ] SPR19ME 4 H £ 0 SRR IR 5

12R8 H2143A
Dexamethasone
40mg= 14days ‘

CY 2.0g/m? II

R R TR BRI T

FaEHEL, UBH SR CEREHIT L kR, F
% 20 4£ 8 H 1T Castleman #§ (hyaline vascular
type) ELZWranr. T OBRBRALICHKE - AL
HAEHLHELIL, 12H2 5 FPUREFE - Lo - i)
KNS HBIL., ARBAORE, M&EQDMIE
(IgG- 1) « ZIEMFELR « IEVEGFE S E 2 o,
POEMSEMRREE E2Wr L 7. k214 3 H £  DEX
REEEZNETL, 5 Hicauto-PBSCTZJEfT L 7.
Z DRVEGFEDK N 2380, M rEdE &
EHmAAonte, LB EMHERL TV 5,

Il. #& ES

Z2WTHEP 1 ~ 4 O ERT. REGNSHNE 3 f,
TYELPITH D, FlnF4R 5565% (s 1)
TdH - 72. 2flHDispenzteri & D POEMSIE o B
DLW A 72 LTz, MER 2R 18T,
L Bl REsbiE S L, 2 fIAMGUST, 1
B3I ABITH - 2. auto-PBSCTH#% O VEGF(#E, ##
FEREIR, ADL, PSI3AfeksE % /R L 7. PBSCHRIN
HERIFIST Y FES Y, LRI RV FTITL,
U535 O CD 4G AR T & /2. oAbk
2Pl A O NI, ER 1 TR 2ELL, HTH
BRL, ) P~ FOEG LI, EM 2 TE24E1
y ATHBL, 4 ) F=A Mk b REE%E L
bODOREWFHIC L D NIRFFWIL, LY F=A Fic
ZHLTW5D, BT X D AEIERE 2D 7O f]

5A

PBSCH

PBSCT
] (H21/3/17)
s, || 5

7.9x108/kg)

HHIET k

L U T T
zn ..

VEGF pg/ml 3170

293
193

X4 ER4 DOFBER



VOL.30 NO.1 2010 FERA PR TIRBERT 7R
=2
FEF 1 fiEf512 fiEf513 FEF 4
S - M 53k Nk B 56/ S 485 B
T REBR RIEFR-REKE. IEFRHEMCV EFR#HEMCV LR c BRE-\
(FHEXD BERR tRiE 21.5m/sec 29.0 m/sec HERE thi B H R BE
B AREE RE#HEMCV RE#HEMCV
33.0 m/sec 26.2 m/sec
ZHMBER AFRICLUN B BFRIELUN -/ mFrFRICLTR - B FRHDIET
(BREER) HIETF - HIET WmAIET HITIES
ADL By bl BHEF
[EE DN FFRERE FFRERE FFRERE FFRERE
A EE ACTH 1851 ACTH 2451 FIRIRBEERTET FXMXFOV
Cortizol 2211 VRFOFSVARE 1361
MZE A [MiE lgG 1 & lgG 1% lgA 1% lgA 1%
RERE BIE (+) mMFICHEHERI{L BFELE BEEDEHRE
(+) BE (+) RECEIE - -BE
(+)
FE mFE (+) mTFE (+) mTFE (+) mFE (+)
Bk (+) Kk (+)
DER (+)
BREDHE i i ERREEIC i
RHEEEES
BHFOEEME 23% (B BEZFRIR) 10.2% 1.9%
(%)
A= 1750 4340 6150 3170
V E G F (pg/ml)
BIiAEERE ¥ -grobrin PSL60 mg /H DEXXE DEXXE
KE-FRE — B —RERER IR —fERER R
DEXKE—-ARE
Onset—#HEE T 15100 A 2E2H H 15 2FE1H A
PBSCHZA i& CcYy VP 16 CcY CcY
29/ (500 mg/nf (29/nt 29/m
X 2H)+G-CSF X 3H)+G-CSF X 2H)+G-CSF X 2H)+G-CSF
CD 34+ 7.1 9.8 7.9 6.8
FRARE(x 106/kg)
PBSCTHILE L-PAM L-PAM L-PAM L-PAM
100 mg/m 2 100 mg/m 2 100 mg/m 2 100 mg/m 2
X2H X2H X2H X2H
HEREIREE i i F (PSL{ER) i
BHERVEGF 817 pg/ml| 276 pg/ml 80 pg/mll 193 pg/ml |
Ttk D HIRAER BFRELUN - EFR#HZEMCV B FRELUN - mTFRZEONE
AT OtE 31.6 m/sec AT OtE
RE#HEMCV
50.0 m/sec
BiEZRDADL NENHTT BiI%H1T BT BiI%H1T
PBSCT#& D14 2511 s BRBHB— 2515 ARBH%— i3 i3
YU RTA FED HU R4 FEIER
BLFYURTAFR
EE
BHERAEFEM 65545 A 251145 B 1484 H 1466 5 B

MCY: TV FEFH Y VPIBEZ PRI F L-PAMXILT 75V



VOL.30 NO.1 2010

30d, B OB E AN AY10.2% & ME— 15 i
IZE4 L, WIZHEINE VEGFEA6150 pg/ml & fthd
3PN ELERTEMETH - 7.

I\ z

A a3 Utz 4 fEF 28 U, POEMSHE BRI X
T 5 auto-PBSCTHS R #IFE 278 & DIEIR % 35 %
L, BEOQOLAF LA LS8 5 T EMNHLME
5 - 7.

£ 2R TRAERICVEGFESME RN LTV A T &
75, auto-PBSCTIC & W VEGFEAEK N4 5 2 &
TIHREN RS FHET 2 EE2 005, Lo LEDS
4T OPOEMSHERFFAE F1] 12 3 W Tauto-PBSCT A
WIS &8 20T, FR0F AT TRIBS
N 7z POEMSTEREE D iE Rt E T3, 65mLI T T4
B IRAER I 75 iEP T I3auto-PBSCTHS g 51, —
7566kl b F 7o ISR EHREEARRIGER T > Y B
<A FAEREE NS

METRER L7z AGERI 0 5 B, BIEIRA 2 %
A 2EFITOFN TR ERD LT LD S,
auto-PBSCTHR O MMM ME &L 725, HIAL 72 2 4E
FlTiE, WENLH Y F<A F100 mg/ HHARIC & -
THERIEIR DS E FED . + ) KA FREFEM
BREICB O TSRS EDLNE &0
AT 7 5 VIREICKIEB AR T H - 72 POEMSHE
BEROBHICH ) F<A RS NEL51c-
fz. BUEH ) F <4 NiZauto-PBSCTO MG & 75 5
WSS DAL O IR D5 EG OiakiEE & L TER
INBTENZOM, Y N F+FFH 25
VEREASHERNGE S T AR b IThNTE D,
IBEEED» 5 1~ 3 » AOMIIMEVEGF I 1C
KL, MEKPEHEONES A SN, KT
WHREE S > TW5B, Lz ->TES%RIEY ) F<4
R+7F 4 £ 8 VEESHFEPOEMSHE BERE O &
RS AL E 15D, FEIR OB %R > Tauto-PBSCT
AEREFT B &0 D IEREEE BB & 75 > T K ATRE
b Lhin®,

— 5T, EF2DLS1cH ) F=4 FORIFEM
(R L) Itk AlREFIEE S 5 21580
BE&bHO, ) <A FZDbDIT L BRI
PEENEE LSS5, HEY ) F<A FOFERTH
2L+ F<A FHPOEMSIERERHCHERITH B &
WHOHERHD, LF ) F=A FEYY F<4 Nk
D HREIWEHORENSEVEEZ SNTVWEIY), &

767

R R TR BRI T

%Yy Y F=A FIictbd D POEMSHEEEE D iR O3
REL & 75 2R 57,

X [

1) Dispenzieri A, Kyle RA, Lacy MQ,
POEMS syndrome: definitions and long-term
outcome. Blood 2003; 101:2496-2506.

et al: Peripheral blood stem

with

et al.

2 ) Dispenzieri A,

cell transplantation in 16 patients
POEMS syndrome, and a review of litera-
ture. Blood 2004; 104 (10) :3400-3407.

3) Dispenzieri A, et al: Peripheral blood stem
cell transplant for POEMS syndrome is asso-
ciated with high rates of engraftment syn-
drome. Eur J Haematol 2008;80 (5) :397-406.

4) Imai N, Kitamura E, Tachibana T,
Efficacy of autologous peripheral blood stem
cell transplantation in POEMS syndrome
with polyneuropathy. Intern Med 2007;46:135-
138.

5) Imai N, Taguchi J, Yagi N, et al. Relapse
of polyneuropathy, organomegaly, endocrino-
pathy, M-protein, and skin changes(POEMS)

syndrome without increased level of vascular

et al.

endothelial growth factor following success-

ful autologous peripheral blood stem cell

transplantation. Neuromuscul Disord
2009;19:363-365.

6) R, =EEFARMMPEEE Crow-Fukase
REEEE O FEG Y. Annual Review i
2007;2007:214-220.

7) Dispenzieri A, Klein CJ,
ML: Lenalidomide therapy in a patient with

POEMS syndrome. Blood 2007;110: 1075-1076.

Manuermann



VOL.30 NO.1 2010 FHRR TP BT TR

Four cases of POEMS syndrome treated with
autologous peripheral blood stem cell transplantation

Tomoko Shimodaira, Noboru Imai, Nobuyasu Yagi,
Ryo Kuroda, Takashi Konishi, Masahiro Serizawa,

Masahiro Kobari, Jun Taguchi'

Department of Neurology, Japanese Red Cross Shizuoka Hospital
1) Department of Hematology, Japanese Red Cross Shizuoka Hospital

Abstruct : POEMS syndrome 1s a rare, multi-system disease associated with
polyneuropathy, organomegaly, endocrinopathy, M-protein, and skin changes. Although
chemotherapy or corticosteroid therapy is applied to patients with POEMS syndrome, no
standard treatment regimes have been established. Recently, autologous peripheral blood
stem cell transplantation (auto-PBSCT) is reported to be effective in patients with
POEMS syndrome. We herein reported four cases (3 men, 1 woman) of POEMS syn-
drome who underwent auto-PBSCT. In all cases, clinical symptoms improved following
auto-PBSCT. It was associated with reduction in serum VEGF. Two of the four cases,
however, showed signs of relapse more than two years after the auto-PBSCT. In the re-
lapsed cases, administration of thalidomide was beneficial in improving the symptoms. If
eligible, auto-PBSCT should be a therapy of choice for the treatment of POEMS syn-

drome.

Key word : Polyneuropathy, organomegaly, endocrinopathy, M-protein, and skin changes
(POEMS) syndrome
Autologous peripheral blood stem cell transplantation
Relapse
Thalidomide

Lenalidomide

AR R R AR
T420-0853 HHRITHZEPGEFMI8-2 TEL (054) 254-4311

777



