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Abstract
Objective: To investigate the clinical features, diagnosis, therapy and prognosis of IgD plasmablas-
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tic plasma cell myeloma. Methods: The diagnosis and therapy of a patient with IgD plasmablastic
plasma cell myeloma were reported, and the pathogenesis, diagnosis, therapy and prognosis of the
disease were discussed in combination with literature review. Results: The patient, a 53-year-old
man, was diagnosed with IgD plasmablastic plasma cell myeloma. Progressive disease remains af-
ter multiple courses of chemotherapy including bortezomib. The patient underwent tumor resec-
tion due to tumor involving the spinal canal, pathology of the lumbar mass showed plasmablastic
plasma cell myeloma, and the patient died within 3 months after surgery, with an overall survival
of 18 months. Conclusion: IgD and plasmablastic plasma cell myelomas were extremely rare.
These patients usually had a poor prognosis. Its pathogenesis remained to be unclear. With
non-specific clinical manifestations, the diagnosis was mainly confirmed by histopathological and
immunohistochemical staining method. Without standard treatment, these patients were treated
with chemotherapy regimens, including new drugs, high-intensity chemotherapy and autologous
hematopoietic stem cells.
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1. 518

% R ME B (multiple myeloma, MM) 2 B 8 25 20 PR 36 58 1 s, Al R R B RN B A B L AR 1) e
MIhEE. MM RIE R MR IPRES 2 £, e LT 65~74 % HIARE[L]. MM F= 255 B 4010 KA s
ARG, TR E5IEH KM LRSI AMAR L A — L ) MM TS, e mdif. £
TEAA. JREEANM . EDAArff . ANARR . ZHEAZNRRE AR BB R AR A 2]. Hh, KRB
1% (plasmablastic plasma cell myeloma, PPCM)j& —Fi 4 2% WL 1) 22 R Ve B0 A 22 A, 4 4o 71
JEREXTELZE[3]s 19D B 2 A 1 B REVR R — R/ DL B BRI R A . HET 19D B 2R B4 - iR 6 A RO .
PPCM 5 H A2 7R, sk SRtk 8 . RSP A R S5 A 5 X 4, IRISATRE S8R
(VRIT o B H 1 B A 70 B S VR SR A R B, B2 W K TR R R T RO TS, (B H T
bR b MM 5 53 2 RGUIAS REE R I PR Eoet T2 RELIA AL, 1gD 2 [h] 78 70 45 2 e S Rg (14 I PR 75 22
N TGRS PPCM AR, FRATEERG1 7 AT iU JEAl_E X PPCM G IR R I, S, sei=fd, 4
ZURIEFRAE V09T LTS J7 T 52 21 7 AR SR -

2. fmBIBTR

BEH, 538, UK, B “MI7AOR 3 K7 T 2017.9.22 kL T 5 M R BE B Rl R
B3 KT IGE , RS INE, TR REAT B CT s Ak i MEAAR . Fi BSOS & B TRAR
SRR B K. BEAE 20 SERTAT I VIBRAR . ABLEE R MM E . B B2 b RSB P . S
B9 % ke A e MLZ0EE 1 104.00 g/L oI B DhREAR W B 7%, M B E AR WL . 17T 79.1 mmv/ht, 4% 2.31 mmol/L,
f2 IR 1 1.96 mg/L; M Bk 1gA < 0.26 g/L|, IgM < 0.17 g/L|, IgE < 17.70 1U/ml, IgG 3.64 g/L|,
B o BRBE0.71 g/, ABRBE426 g/Lt, wlh: 0.17). HIEREE R - M 1g(G. A. M): FE f-y XA AL
PRk R T BRI A Ly PR IE VK (IR): TE B X AT WL — Sk A SRR R EE 4 By B BRI AT KA
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1%. 8. EBEH A 0.4%0) 55 K4, K15 CD38. CD138, Lambda . owfEfik. H Rl
IO B PR P BE LT AL . B BN AW T R (>90%), S AYAR s AR N . e k. CD38 (+). CD138
(+)« MUM1 (+), Lambda+, Kappa—, CD56—. CD20—. CD3-. CD34—. MPO-. FISH: TP53. CKS1B.
CDKN2C. RB-1 AR WS4, IgH JEREHERIYE. YA NIEHAZR . o8 BE. B B ih
HERMIR . SEEFER. BIE. SR EaE RFHECRE, YEek:. ZRETHRE0 B,
DS -3 1 #A A, 1SS 03 1 #, R-I1SS 703 | ). ZRE MR, BEITIM. B HELr4Etl .

BHPEZ 4 ANTHE PAD HRMIE K. RFHWAE. HZEKM), 2018.2.6 B8, HAEANEHEH
M. AL KT 0.5%) = KA RE, F- 25804 CD38. CD138, Lambda .y fERIA . B #lVE A :
Kl B = R0 WA B A . Qe N BRI, 24 h R 2 REEAFM & 1272.00 mg/24 /M.
IL575 G ] 52 FLK: 7E B-p DX AT DL 4% B o BB 4 By o DR g8 8 FLUK: 7 B X AT L — 4% B o PR i
LGrs RARFRET I Bk . PP SDs BB 4RSS 2 NMTHRE VID (B k. ARG, Higk
KHA)s 3THE VRD TR EK . SRIBEE . HigEKAY); 2018.7.30 B, HEEHA: &H AW
YA AT 32%, FCAHMIMIAAR, TEARAN, oK, EAL, SKIEE, XU IR 2900, AL
JHA . 8. CDA5 P DXIE L 1.3%M 2 4, - %3RiA CD38, CD138, Lambda %% 5 5 & FH
PEo AL 3.3%M S AN e, T #ELIA CD4bstr. CD38. CD138. CD56. CD33, Lambda %% ¥ %
BHE . BBEIGKE: Doy X8 A IR, s sE, SR I, PN IER AL,
FISH & W5 . MG SR « B8 6.4 mg/L, 1 B8t 216 mg/L, x/2: 0.029] . G H & k(i JR):
1y XA WL — 2k B pd AR A A . S218%%: MRIRIHE, I RE . B2 KR EES, FE2R
PEEBER ; CT S e WAE . REME A B 28 R i@ PEBE RV B VB TR, I on ik . VP4l : PD.
b S22 M7 FE VRD T R JE e, BATERKAITRIRG 3 N .

BFT 2018.12.12 LB SR ZIAR, FIRABL. EEREY CT: /. M. . . &
PR, BATHZ . MR: JfE. BEMHE. M RIE 2 RREES, FE2 RKIEEHREERI: T4, 8.
O MEAREE A i, IS RAVEEHT. B RER R WA B4 . 8. 0.8% I HER 4, Kik CD38,
CD138 #/r ik . 24h JR A B4kHE & . 1236.60 mg/24 /N, IILIE 462 [H %€ H 3K 1g (G A M. D): 7F
y DXAT WL — & B 50 % 1gDA 0 PRSP 8 58 FLK 1G (G A M D): 7E A XA H— 45 B e P R B 4 B
BT S5 RS W 2 R M BEIR (1gD-2 BRREAY) . 2 0 TR . EME R AE v . ATk + VAD
TREHERE R HFERR); 11 K5, BRI, KMEREE, £ MRI: T12-L1
ACPHER N S5 55 EMER AT, BB R T Ret:, 2 RMEEBERBEINZIE? BRE. R

Figure 1. Histopathological features of tumors Tumor cells have loose chromatin, prominent nucleoli, round, oval nuclei or
irregular shape; less cytoplasm, and relatively high nucleoplasm. HE, x400

1. MEARRIEFHHE: MEAREERER, %CRE, 2B, HERESEFIAWRE; BERRD, RRE
. HE 38, x400
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Figure 2. Immunohistochemical staining of tumor. (A) CD38 is ubiquitously expressed on myeloma cell membranes, x400;
(B) CD138 is ubiquitously expressed on myeloma cell membranes, x400

E 2. MEREALARERE. (A) BSTEEMMERET 23Rk CD38, x400; (B) BEEEMAAET =ik CD138, x400

BT BF MR VIRAR SALST, IR 200 B2 AR BEIR (O R L) (L1 1) e HAL(ILIE 2):
CD38 (#43r+), CD138 (+), Kappa />#((+), Lambda (+), CD20 (), CD3 (), CD79a (-), MPO #B4)(+),
MUML #53(+), Ki-67 (+)2] 80%; EBER (JRf7Z:%7) (). &3 T 2019 4F 1 H 30 HEZ & = RAZERM, +
KFCIATE + HhIERFA T AT, AT BRI B SR e, WE. 3 KRB iRTT, T 2019.3.17
T, A 18 N H.

3. e RCEE S

A B DR B PRI, e [ UK IR 4 BREEAL, DS /-9 1 A A, ISS J R-ISS 43
WIN | 1, EmEfaite%Rw, EEXKD)E K mSMART Gl EX NG, BEHRZHIGITHE, J7
R IRIR 22 s Bt JE J5 22 71 BAA 19D 284 G2 [ i MK A, 7E p X P W — & BB B 1gDA &5y, B2
W2 W MM (IgD-2 B4) o DRI PR 24 PR 45E B 6988 120 Wi - LA I 375 B30 AR o A 10 280 sl G 00 81 0. e e
B, AL A B RS AELE 19D B IgE HEBE R E[4]. AREIERE, VNS TR SMEAR AR —
AL DIE 8 i 52 AR, WA S W2 MM (L 5557, DS 7331 1 11 A, 1SS 4311 1 3, R-ISS
S ZRE IR, BT, EEEL 4k .

IgD £ MM & —Fh /b DL B s 2R 8, [EAMRE &5 2% A4, B 9 #kiE 19D 2L 2.0%~8.9% [5].
IgD ! MM KHRZHAL, ML AREEANE, M. BHEHE . @ MAE. LDH Jhis A RSN &5 I R R I
R, ZAERE t(11; 14) [6] [7].  H AT HIEBERIE R 7 R G0 Tl MM 85 I UG 3R B2, (RIX L5y
W RSB AHE 19D H BEIRI[8] - X 75 W MM JE Y rf ELAN PR T30 DR 2R AT S0 & F T I PR VA7 1 B4 [9]
2000 FJ5 MM 677 b TR 254X, IR VoK SRR B2 R S50 245 1 LR A MM B85 (197 RO Tl = 49
P E ME[10]. ABIEETG 208 DS | ] A, 1SS | ], R-ISS | 3], 4% {8 4 i 382 4% 2 XU 23 J2 A1
MSMART f& [ 43 =35 KT SR CEAE A A 5 B VoK L RIS FE 53 245367 i A% vh (1 B (97 240k SD,
HHFHANIET:, BB R A E S IR GO 7 B RGP T AU TS o Ak, AR ETE
AR T B] PR 175 I AL, 5 5 A S S B2 B B R T R A AE AR ORI R R o

PPCM S HR N BEAN M 7R 35 20 i, & - £l Bart [11]7F 1982 SEHZH, K1 a0 4 i 43 A 3% RE40 A
ORISR AN Y . Greipp 45 1985 4F- 44 HEAH B TR 25 SOKE B Bl IR 40 0 73 58 R AR B RERE 40 M L oo ) 284 - e
YA AR AR B B R A LRI S R R R A, e P R BRI BE A AR > 2%, mTS
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W7 R REA BRI [3] . SAILER Z5[12]/545 1 153 B, MK BEANE > 30%H i %5 i 8 PPCM. J&
K, [ P ANIIE 7T 3w TS P B OA () S BRI AL . PPCM I BEAR T S S A0 N O R B bA . A%
HAE > 10 pm Bit%AZ > 2 pm. JBTEUD . BTHCEGE BRI — A 2 AR M I RE 2 R R A
JUFEAS, PPCM 32 BAK 5297 B 2 J G s HAUE 244G B AR12[13] [14] [15]. AHLLEF-3E PPCM, PPCM fifA]
TRINEE, FERIRMERRE, 2RI, FIgeA4, =M, RKMEEsim, X
AR ICTRE(PCL) AN 2Tk iR By, R L /KFRUIC DL R BB 7RI [15]« % TR M AL PPCM,
AR ATIRT Z 10 Jeidk 4T F-FDG-PET #£5[16] [17].

2000 LAk, [ H A CHRIRIE PPCM AN EHGER D>, STk PPCM £ NIRIRFFIE . Sy R AL R4S
PR T X PPCM VR TT LA AR GBI Fo A SO E #0/b . H 2000 4F LLSRE N 4R 56T PPCM A
ZARIE 19 B BB AT 1A S A 1 BIFE A B3R BEA R BRI SL T 20 B, etk T B, SRR
13 5, FESATAE 35~83 X/ . 80% (16/20)BFHFwE < 65 . 11 BN A& I REAR B %898, 8 5 4k
RAEK AN B #6081 BHZWiAT PPCM 528 BN Btk B0 2 I JEVE B, (R Pl BRI T IRIT A
3% . 55% (11/20) 35 Fi-A 71 1L, 50% (10/20) 35 F1A RSN - 75% (15/20) & A T 1K - 19G 7 35.3%
(6/17), I1gA 5 17.6% (3/17), 1gD 5 11.8% (2/17), 1gM 1 5.9% (1/17), 1gE 5 5.9% (1/17), AE53ik 5 5.9%
(1/17), « BHERY Y 11.8% (2/17), 1 BBERL 5 5.9% (1/17). 10 BB BaE AP TE, S5 At
WAL A 52.5% (20.67%~100%) . 9 1 53 Ki-67 AP, 15>90%. s slibss 15~ CD38 BH: &
100% (9/9), CD138 [H 4 93.8% (15/16), CD56 FHE 66.7% (6/9), CD20 B4 86.7% (13/15). 13 FIH ¥HIT
WM EE T, 12 48 F B2 A5 8 O B A ) 70 B A 2 A 15 A N I & FRBUBULST, 1 B
ARG 4 WU EBATRAGYT, Hb 1 BB a &M B oK. EHRKBIENITEE T
7 M BT AR M GRAF T I AEAT), 1 1452 B0 R AR KA W IR 7 N B AR 40 i A% 1 GRS 58
iR, SAEAAEN 67 S H).

PPCM & B AR &M SR A MM A, FORBALEIRE S, HurE LN ="W: 1) Yaccoby
PR B AN R B0k [18]: 2) WENLHITTAE S ras SEASAIMLIE Al vATE IL-6R & >[15]; 3) WhES
MM 778 X3 575 M4 95[19]

PR L5 W5 PPCM AHAB0 A 5% REAH A 7bk B2 983 (plasmablastic lymphoma, PBL). 18] 254 3% 41 A i Hié
J& (anaplastic plasma cell myeloma, APCM). IE#H A %% 4y CD38+ CD138+ CD19+ CD56— CD117—
CD20-, MifEVFZ MM KA+ CD19 FiA I KB 2 F£{K, CD20. CD56 i CD117 FiAF=i[20], Tfi PBL
Yol RAVEFIE )L P55 PPCM A, PPCM JE45 B PBL AHBL, {HIEH A EBV (k. PBL /& —Fh{Z 281k
B MUk ER, ZRAET RS /MRIRESE, HIV REA EB RapE Qe A, A% L, PBL BRI
REGHM S AR AR A B8 PBL 2&—Fh B 4HAUMkER, Rk Kafuf4nfusy CD138, CD38 F
MUM1+, {HARZEIE B 40 FREY CD20 il PAX-5 [21], EBV ZHUNBHE. APCM &2 WL I HES
e, FREEE N, B2 N I1gA B, GRIUBEIMAL, WHE A 1921 8L 17p (p53)Eh2k, t(4; 14)
FEL 13 Sk, TUGIER 2. APCM LRI Z B, AI{EBR W R R I[22].

A PR ST — RS P AL WS R PR . B AR S YA TR e A R S N T R
B S AEIRTT DU BT AR . B KRR R S R A R A AN R S T R 7 [23], R
TEMAAE A F] LA iR PPCM ISR A A A7, {H PPCM 1752 MM Hh il 5 i 22 12K 14[24] [25] [26]-
BOOWF AR, T e KRR B B A IR FEIATE . IRJERA . KFEH. FRBEIE AR 5 2% (EPOCH) 16T
PBL JE AT RIALM[27]. [Rltk, FRATHEWT EPOCH 75 % EAYRIT PPCM 78 /1. A3, #1249 1gD
B PPCM J&, @UUEAB A RAAMNIT, 1T AR R EBE, &0 avrEol M7 CAR-T 4t
L, BT EERMNEZE, ELIRIT.
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e P F AN ZH S0 B R 20 A R A TR BRI W . TR R AN TR SR T IR L, U R KB
A AR AESE W R AR RV B B R . AR R R, ek BN RSE, RE RN EE
B V2K B R PEE AR N B 24507 5367 BRI BT, RIS I 19D MR BEAH I i Ah S A i
TRFIE R B PG ZE . RSIRIR D IR GEARY KT 19D WRLRHEA, PRI BA VIR 5 2Kt 5t
IgD . SRERRAR 0 A A5 DL BRI AR AR AR, TR 2 AOIRIE LR AR SR o BER AR Rt R
B RN, AR R AR AR I SRR RN B, AR T RCR R, — B2 PPCM 5,
AT IR BT, PR S AN RIS PUEBERG)T, LRI AR ) LT
ARIGST, JCHN TAER RS P B R s R PG T AR i, 60 R VFRB L AT CAR-T 41 %
BTk, MEHAHEK .,
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