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[FEE] a® FTZEERSHLAR ( pleomorphic rhabdomyosarcoma, PRMS ) [ AR FREFARHE M M FIS W2 o5
Fik I 2008 4F 6 H £ 2023 4F 3 H RN R HE 25 — EBEUGA Y PRMS B MG IR . JRHL2AHRE . fopedk
BRI, Wit IS REUIIRBURF A APIRE M RE LR, 4% S9N 6 1 PRMS (i3, b Bk 5 i, &tk 1
B APl 29~77 %, PIAERE 54.17 &5 RSO0 AT PR AR 2 RS/ TR M. AR AT RNUR S
o 4 BIERTRIERMEE T, | BRI I, SRR 3 BRI TR, T 2 flfE R0, 1R
IR A .l b, 3 0] (50% ) AT EEEMEIRAE, 4 61 (66.7% ) MBI MR, 2 6] (33.3%) L&
RIRRIE A R & o b B R . 6 1 (100% ) WRIEFRIA desmin, 5 f1 (83.3% ) k13K ik myogenin, 4 1 (66.7% )
kEtEIE MyoD1, 1] (16.7% ) kLK SMA; Ki-67 HFH85L 30%~70%. 6 Bl & B2 FARIGYT; 4 HIEE RIS
BBV BT ARG THOTR (50) 4bF7, BRI MR KRR GIET. %4 PRMSTEN—FEILIEESUILA
o, WMERRRE R, PUE 25, SOMSWOC hE R, HAMICH RARIT k.
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Clinicopathologic analysis of pleomorphic rhabdomyosarcoma

MA Yan, GUO Lingchuan, HUANG Shan, YANG Qiangian’
Department of Pathology, the First Affiliated Hospital of Soochow University, Suzhou, 215006, Jiangsu, China

[ Abstract | Objective To explore the clinicopathological features and differential diagnosis of pleomorphic
rhabdomyosarcoma (PRMS). Methods The clinical manifestations, pathological features, immunophenotypes and treatment of
PRMS patients admitted to the First Affiliated Hospital of Soochow University from June 2008 to March 2023 were retrospectively
collected. The survival status of the patients and whether they had local recurrence or metastasis were obtained by telephone follow-up.
Results A total of 6 patients with PRMS were included, including 5 males and 1 female, aged from 29 to 77 years old, with an average
age of 54.17 years. The sites of sarcoma were right upper arm, right renal pelvis, left sinus/neck/lower mandible, right shoulder and
back, right gluteus maximus and nasopharynx, respectively. Of the 4 patients with complete clinical data, 1 showed blood in the nose
and abnormal sensation in the throat, 3 showed progressive enlargement of the mass, and 2 of them were accompanied by tenderness.
Imaging of 4 patients showed space-occupying lesions. Histologically, 3 cases (50%) showed coagulative necrosis, 4 cases (66.7%)
showed typical pleomorphic sarcoma, and 2 cases (33.3%) were mainly atypical spindle cell. Immunohistochemical staining showed
that 6 cases (100%) had diffuse expression of desmin, and focal expression of myogenin (5 cases [ 83.3%]), MyoD1 (4 cases [66.7%])
and SMA (1 case [ 16.7%]) were found. The proliferation index of Ki-67 was 30%-70%. All 6 patients received surgical treatment, and
complete follow-up data were obtained from 4 patients, all of whom received postoperative radiotherapy and/or chemotherapy, and died
after recurrence or metastasis. Conclusions As a rare type of RMS, PRMS has a high degree of malignancy and poor prognosis, so

differential diagnosis is particularly important, but there is still no effective treatment.

[Key Words | rhabdomyosarcoma; pathological feature; clinical manifestation; immunophenotype; diagnosis; differential

diagnosis
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WA, HOB PR R R . BUR B, BAE KRB
R K7 . HAT, [ A4 T PRMS R 3 A
PR HLZ2 G800 B, il AR B X 3200 R = 4 T A A
W, B4 5B RMS ., K51k 28 1% A
(undifferentiated pleomorphic sarcoma, UPS) . £
TP LAY ( pleomorphic leiomyosarcoma )
FoAb A R S UURE 23 A B8 L R ] it PR P e
AR, SBOSWIRXE" o AHFIE [ BE 7
2008 4F 6 H 2 2023 47 3 7 IR R b o — R B
IR 6 5] PRMS, $5 PRMS 91l R BEARAIE |
WARZRI . P RB NS 5, BT
e i R P 1 % i B T o 12 R AR UK -, BT 5
BAERfIZ T . REIRYY, KRR B,

1 #ZREFZE

1.1 ARt % WMl 4R 2008 4F 6 J % 2023
A 3 4N R MRS — B BEi2 Wi 6 4] PRMS
SEE TG IR B BRGERE, HFEA TRl -

12 FAME R i B IR 7R
PRB L AR 28RS, ELHEARS . M. AR
RIFEBOL FISARF2 IR, A9 1 s 300 #41 Hl
2 AR AEGORHERL I A% 2 W, SR RIS BT,
Bl N A B EAEAPIRES, AT ke
R, BEUE HI 2023 453 H 31 H.

13 F & FRAH 10% b B EE, W
AL, DL 4 um RS, AT H-E YL,
K H EnVision W 20 ik A7 e e Al A e 8, — it
54 H Dako 22wl 25 8 11 (desmin) | ¥ AILL
MEH (SMA) . HfifMEN (CK) . F K
Pl (EMA) . S-100 25 1 (S-100) . [ 4f ffg 3t
W #HLJE (LCA) . CD20, CD3. [A] 78 1 ik £ 98 ik
g (ALK) , WAt A2 e AW AR A RA
F ) LA iU E (myogenin) . AILIVE P 18 75 8 H1
(MyoD1) . CD99, CD4, Ity EHAHL ( i)
IO A BR 2S5l Ki-67 MR AR AR EY) (HMB-45 .
Melan-A ) o ELRBRAEL TR A% 4850 S iA ik
17, FFEE BTN BHAE XS BE . g3 41 1k B S Ao
MyoD1 ., myogenin £l Ki-67 #5121 BH PE A5 5 & 17
TAMEAZ, S-100 &4 FAIMIAZ L A0H T, EMA
CD99. LCA. CD20 & fii T 41 g i, CD3. CD4
S AL 20 MR B A o, At AR AR ) 34 L T A

JJ5
2 &F B

2.1 WERHHIE S5H (F 1) BIR: 6 6 PRMS &
FHrp, BYES B Lt B, BLHBSs o 15 AR
W4 29~77 %, SEIAERE 54.17 %, HHAIAREIRS 55 %,
2 151 £ A R D R R AR 2 R HAy 4 4
B, 3 A SR I T AR
7 ABE; it 4 B TCEH BB B A E T
B, ZAH AT IR AT G SO R R AR, 9
B 5 R “TC R A R R A T K
FRE . ORWIE S, 2 IO ABE; W6 K
“TCHH 5375 DKL R B R I ( TCTRRRAS . A
Hiel, B ) |, RERFRLLAERT SR AR, PF
F B E ARG 58 3% CT 8 MRI K 2, 1A it B
KN Az 2830, w2 IR P e, 6 5] PRMS
BE BRI A LR A A SR S
/R AR GBI, S

22 JRILFIAE

221 KEHEA 66 PRMS HFRIBR, Mifx
KA 0.5~12 cm, YT K A SOR FE K,
2 B A, 2 BIRHR AT WLIRSE, 1 B 5
222 AL REA MEMKES (K1A), 2
AR (B IB) 5 & PR 55 UL (36,
50%; & 1C) , Hidp 1 B3RS0 3 2 & A 1
BX (E1C) o 2 IS RIBRIE MR E, 52
FOR L RS SCIRHES, )R] UL ECEE 2208 1 R 4 ik
(FE 1D ) o AU 3 5 780 B R 4 1 A s R4
M, HE E gL, okEgr (I 1B) , KK
Z¥. BRI, JeaioihE, 2orRg s i
1E) . 4 FI2MAIN 2R REIEA, R4 fIRIk
AHU, WRRDE . 28 MARIE, F5IE 40
MLy AT I s (& 1F)

223 HEdfh 64 (100% ) 5K £ ik desmin
(EI1G) , 5% (83.3% ) k14 3= ik myogenin,
4 ] (66.7% ) k% % 35 MyoD1 (& 1H) , 1
(16.7% ) k235 SMA, Ki-67 BHE 45458 30%~
70% (F ¥ 50%; K 11) o 55 — 2 F i (CK.
EMA) | 14 (S-100) . Bz (S-100, HMB45,
Melan-A ) K /) [ 48 ff (CD99. LCA. CD20.
CD3. CD4) ZFbrEA Bt
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&1 6% PRMS BEMIGAKTE R RREHER

Table 1 Clinical data and follow-up of 6 patients with PRMS

Case number Gender Age/year Symptoms Tumor location Imaging Follow-up
1 Male 77 Lack of data Right upper arm Lack of data Loss to
follow-up
2 Female 47 Lack of data Right renal Lack of data Loss to
pelvis follow-up
3 Male 29 Progressive enlargement Left sinus/neck/  CT: space-occupying lesion on the 33 months
of submaxillary mass ~ lower mandible left neck, enlargement of the left (lymphatic
submandibular lymph node metastasis)
4 Male 44 Increased mass in the ~ Right shoulder MRI: space occupying with focal 6 months
right shoulder and back and back bleeding (recurrence)
5 Male 63 Increased mass in the Right gluteus ~ MRI: subcutaneous space occupying 18 months
right hip maximus lesion (recurrence)
6 Male 65 Blood in the nose and ~ Nasopharynx MRI plain scan + enhancement: 64 months
abnormal sensation in the lumps with long T, and slightly longer (recurrence)

throat

T, signal, showing lobulation, unclear
boundary with soft palate, and obvious
enhancement after enhanced scan

CT: computed tomography; MRI: magnetic resonance imaging; PRMS: pleomorphic rhabdomyosarcoma.

1 PRMS WHARAFHER RERE
Figure 1 Histological morphology and immunophenotyping of PRMS

A: PRMS occurs submucous in the renal pelvis and is rich of tumor cells (case 2); B: Invasive growth, residual skeletal muscle

(yellow arrow) and scattered macrocellular pleomorphic rhabdomyoblasts (PRMB, white arrow) can be seen (case 4); C: Coagulation

necrosis of the PRMS occuring in area far away from blood vessels (case 5); D: PRMS is dominated by spindle cells, with large

pleomorphic cells (yellow arrow) scattered among them (case 4); E: The tumor cells are polymorphic, showing megacellular PRMB

with mitosis (yellow arrow), and the polymorphic multinucleoma giant cells (black arrow) with large nuclei (case 3); F: Large

vacuoles can be seen in the cytoplasm of PRMB, in the shape of “spider web” (yellow arrow), and transverse lines can be seen in

some spindle cells (black arrow, case 5); G: Diffuse expression of desmin (case 5); H: Focal expression of MyoD1 (case 1); I: Ki-

67 is 70% (case 1). A-F: H-E staining; G-I: Immunohistochemical staining. PRMS: pleomorphic rhabdomyosarcoma; PRMB:
pleomorphic rhabdomyoblasts. Original magnification: X50 (A, D); X 100 (B, G, H); X25 (C); X400 (E); X200 (F); X40 (I).
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23 AR 60 PRMS B E 2 TR
¥7; 4 0 ARAT S MU Ok, 2 ) 1.
Watil 2) Jeio Wi 3 4232 I TR + Sk 45
AR, RIGHATHALT CRARIEEIEE . R
B.IAROEZITFERAST TR |, 2FRE LT
WRLZEFERE s it 4 4232 FARVIBRER G AR S HUT,
RIE3NMAE R, BRFAREER (RKG210H);
Watol 5 ¥ 52 T ARVIBREC & AR JG ey GRS
BE., REHWREZITBRIKAGMTHE) , BR;
Wl 6 2 FARBA YT, RER Kk, LFARUIER
10 R, 4 BB F TR 45~60 Gy, A AEH[H]
6~64 M, BAIFET

303 i

3.1 RMS 4% RMS &5 W R4 U8
Jiigd, B A A TE G 2 Moy TG A ) R, gy
A W7 52 3. 2020 B WHO RMS 43 #8024k 2 1
2013 WL 4 A~ B0 JRiG 7 (ERMS ) | B if 7Y
(ARMS) . ®RIEYNM /LA (SRMS ) £
PE (PRMS ) o ST4FR, — 60 APl i 2l .
Watson %5 $R 38 T —FP 7 i RMS W2, Hfiii) T
BWNEE, FEILTMIE, &R EWSRLY
FUS:TFCP2 % A fil &, BEAWRIE & b EHMIE
A, AR B kA, MRS F bR
¥ (CKE{EMA ) , & ik ALK, # 80 IH2E7E
SRMS 7 %I H1; Agaram 25 RGE T 5 —2H HA
MEIS1:NCOA2 il &3 H B i & RMS,

32 PRMS 344 PRMS N RMS iy —Fh
LR, i Stout P i . PRMS 2 bR E
e 4 i 2 20 . R FARIE, ] UL LAY
b, HEA ISR . 2500 B AR
FIZ TR SO EEAN (PRMB) |, Hoky i 25 3
MY, B oT F s TRIE PEL, Jokes, ] WK
LR NI, &3 PRMB X} PRMS B 512 i
BT KRR A4 A, Furlong %5 ™ ¥ PRMS
Gy 3R E AL, 1 Rl ‘M PRMS , i ROIR
PRMB 414%, J5 E 40 M Z AR At s W, s 11 g
“BIEAnHE PRMS” , FEH RN KBRSk L
M PRMB ZH A, 5 50 WAR 208 1y v 45 K/
A 1EJE PRMB; TN SE “MJE 41 i PRMS™ , &R

YR S R IE 20 M S22 i SCIR B A HTIR RS, W] L
AR I2 W 40 o PE PRMB, 90958 41 AL TR 18 363k
desmin, [fif myogenin A1 MyoD1 RikJEFR ., AR5
6 i PRMS 1, 4 fi] 5 #L8U (1) Z 00 1 RURTE A 2
BILAS R ARIE AN 3, He)aT DL Eoe 280k
i, Wi ZIAFERS ATt 6 41 (100% ) 3kig
23K desmin, 5 (83.3% ) kt1EF ik myogenin,
4 ) (66.7% ) KAtk MyoD1.

3.3 PRMS & K45 42 PRMS KR, £ Lk4E
F R BRER A LU, g R EUR (e kK Ae 5~
12 em) , WiJE2E, JaiA KRN EE DA A
TEIAA 3 128 AN A A 7.0 AL bk g5
TH T 2005 45 % 2012 452 H 7B M B B i
TR RMS i3, &8 PRMS 5 8.7%. Mk
2 B @ 2 — B B 2008 41 2 2023 AR IR RMS
H 3L 66 ], Hod PRMS Hy 6 ], 5 9.09%. Deb
2 U003 3+ 5 ) SEER B3 7, & BLTEAF &2 Wiks
#ERY 242 1] PRMS & 1, KRZEUFEIRTE 40 2 LU
b, BREZ Tt (Bawsds3 - 2) ;5 bivE
T X TS O SR . ARWFTEh, B
FE R R, BRI 3 29 BARR EE, HAE
Bife 40 # VL b, 5DERIE—3. PRMS Z LT
VU, HROMIR, AF0RT K A TS R s Rk 85
TR HER P R A A AN R T S, TR i
Bupus ok, AT . AN L i BB AR,
RO SEAEIR, 2 MR LI . AR 6
B PRMS 35, 3 & AT U SR+, 2 il &
2 o o L O W0 e S e W

3.4 PRMS#2R B X Jm#ALH  PRMS i I M &
Wbl 2%, BRI, LA RA T fl
H A RMS B B A& R LR B A4S T R A 8
5 RMS iy H AW RIASTR], PRMS B 45 b4
RS sk 32258 . PRMS 62 MyoD1 S 1y
1A 41 Jift 2 75 5 PAX FI FOXO1 i 8 HE, M ix 26 m]
fiE 43 W 7E SRMS 5§ ARMS H A& il 2] ; PRMS A 43
HPUE A, 1 ERMS 1] fig B HERR A A
RMS J&, 43 F it A 2% 1 [ 45 5 mT DL S2HF PRMS
Wi, Goldstein %5 " fiff G A% 70 H 5 L R 20 2%
LRFRT, BFFE T 10 BilJE &M RMS iy (H:
W1 % PRMS) , & Bl PRMS fif 53 1 LAMC2



104 Chinese Journal of Clinical Medicine, 2024, Vol.31, No.l FEIGREY: 2024427 5314 1)
FPAK] (25 FL R M08 28003 ) 5 PRMS R[d7 . (5) ZIBMET- LA RS T ]

DU N A K GLI (it R 7 ) B2, AR
PRMS [ & A= 00 S A LG B . 4 BB 2005 5
S WESEEE 2 3, Machado 25" FH Ptchl ™/
ETV7TG "™ /)N [k ¥4 # PRMS #E A, &% 51 e 1,
AR BEAGEE 1 B D RERRAR, B BRI HE
VB I3 0 (e e 356 Joi 240 7 Tl AR AH S 2 19 1
FR AR AR ), HBEARSBUE LA Rt
— W5, LR R AL IR A 4228 (CGH) A il
F| 8 AN FBEY B 1Y X 8k 1p36.1-p36.2, 1p31-p32.
1921-q31. 8ql2-q21. 8q24-qter. 11ql2-ql13.
12q13-q14 F1 18q12-q22, /R Z /DA 849 1
(0 B0 L I T BE 2 5 PRMS & L B AN, TE
PRMS & & 1 4 2UHE < 1, MyoD1 Hl myogenin
i) mRNA &5 #351  ER B 58 %) PRMS B9 %
PLH AR ER, BT A N H TG R 2 Wi
BT R, R AR S 2 T 1A ST R T A i
(MSCs ) M HATAMME RN S5 b fE, A
AL A TFiE— AR5

3.5 PRMS % %1% W PRMS 7 5 HiAt 7 ) RMS
%M . (1) ERMS, RMS 58 UL, 4
EFISZUT, BLpi14 1, ZHF%LH
W IR . ARG, BURRLr, 8% ERR
/N R A A — o oAk . LA e R It T
IR ANME . AaRIE AN, M, g s s HE
G FR, SnT WK B AR B . (2)
ARMS, KT 10~20 £ /4E, WA FIIT,
ZW TR, WG A8 e rEr J5an
FiIeg A, R A IRITE, 2T 1A 1) B A 240 i 43
=, R, REd4k desmin 5 FHYE, myogenin
FilMyoD1 ¥rigsmBHME, (3) SRMS, 47k T24)
L. ILERBAEN, 201k & U, 48
R —BUR K ACIRHE R A, T LB AR
(OREAL I X I, 17 PRMS 2808 2, Bz ffifhIX
. (4) PRMS 5K ZIEHERIE (UPS) &
B, SR, HUPS ok Wg R 41 i i i
LnzsyiR, Hool WS, B E R A AR
A0S, T PRMS K FE R P PRMB iS5 P4 7] DKL K
25U, 5K R kY UPS RN
desmin Ja kL FH P, 1 myogenin fil MyoDI FAE, 5

WZTEEAN A, T LS AL UL R AR AE, L
H A 2 2H 4k /s MSA . SMA FH P, 1 myogenin Fl
MyoDl 1. (6) FEA RSN/ T Kz K [
W 5P R TR, A R oA AR D IR L B R
BH NI . Sertoli-Leydig 4 i U8 . &4 41 & b 25
BB A5, LIS R ] DL Y g R RMS X3k, T
ALl PRMS, FLA AN Soe 214k, S0 RMEAR
Ko %F PRMS FEULHEERISWIR 4%, o400 B0k
WERRIZ W AL, WAL R R T 20 F G
3.6 PRMS &7 AT PRMS EHFEE R, BE
AEAFRAR,  HRTIG PR i JoARE R RS AIRIT Tk,
Z R FARVIBREC A A2HIRYY, R 7 U K
", Liu% " 4R35 T 144 PD-L1 FH 419 PRMS
B EHEZ IEIRIT IR R 45 A A E & AEA7
B, S RENRYT B 8 PRMS HE A B06 9T iR
&, H PD-L1 &3k K& T 40 it 3= 31 0] GE 5 & PRMS
BRI T DAL AW e AR bR B

ZE LTk, PRMS Lk R, WEHK2%E. 5
TP R NI . R REE, TG e R
WAy, &I PRMB X} PRMS EA 12 & X, Hassd
A BT 552 W, ELI AT 4 B AP A I, 4R
2k .

feEER .

MR FrafEHE P IAAFAEN S R

EETTM SR BOTEEIE . RE P
i, EICE; R ERREEY R R
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