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Abstract

Beckwith-Wiedemann syndrome is a rare congenital overgrowth disorder, characterized by mega
tongue, abdominal wall defects, unilateral limb hypertrophy, abdominal organ enlargement, and an
increased risk of embryonic tumors in early childhood. This article reports the clinical data of two
cases of BWS patients with concomitant embryonal tumors admitted to our hospital and reviews
relevant literature in order to improve the understanding of this disease among clinical workers.
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1. 5l

Beckwith-Wiedemann Zr&4iE(BWS)/E N — M WA S R EIC B WG,  HOR W BAK, (HEI &2 A
BERGNRERE, WRRIERLZHE, WisE &, BFEH . B4 URIMBESRE. KEIGRIEHM
MR, BWS AR T @A RE, R i KU 8, FLBR AR R, BB AR 4L
e B, T R A A R, IR AT BWS & IR A ERE R, SHIR AR SE i B K. Bk
ABRa R 2 BlEFEI AR R BWS EULRIIG IR BRI S ST SCER, DU & I R AR %00
IR

2. IR
2.1. 71

B)lL, 627 H, K “RIBEEHMY 4 K7 NBt. ANBififk: E 125cm, $51EEE 121 cm, fAH:
26kg, kHEI51.5cm. HiEMA, BRRETHIEAREME, M, Ao MM, XU A& A T
FR(E 1), CIMEETSRE, & BEaflfk—IY), £912x13em KN, Ffl, BFRANERE, ThlE. T
JEERIG SR CT 7 /e B 1] SRR S it N WL B R JE SR, SK/he) 13,5 cm x 9.5 cm x 13.2cm, 34584
AN S oAk, RE A B BRI IR AT RO, AR R AT B IR ARG TEVIRR AR, RJFmEUR: (2B
Jo) % T8 BRI . COG R /3 28 . RUFAHZRZEAY, T 3 BERE) Jl TSI HEIR 2 153 o Sy A 45 2R : WT-
1 (+). Desmin (). Vimentin (-). CKpan (-). Pax-8 (+). CK7 (-). p53 (ii4r+). CD57 (). CD56 (+).
CD99 (-) Fli-1 (JA4+). CyclinD1 (-)« ERG (). S100 (-). Syn (-)» Ki-67 (+, #180%), {{&if CCCG-
WT-2019 )L B BRI 2T B o R, )L B BRI ARSE 1103, A7 28780735 9 IR, 545 T DD4A
TIEMIT . AN G2P2, AN, AR 2500 g. KM SIAKIE A RIS L.

il

Table 1. Measurement values of bilateral limbs of the patient in case 1

1 R 1B LU 2 1E

Fi(cm) /- (cm)
i ] 18 17.5
FK 14 14
T3 6.5 6.5
FH 15 15.5
f5HH 5 5.5
N 27 27
ANEE 17 18
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B A

Kb Fl 34 34
i 18.5 18
JiIEE] 18 19

IEA L RUUR e ta 4k 11p15.5 DXIRBRIEENC ARt 1 (ICL) H AL IR,  Hof SRk kG JE R R R B e
RS, RHELIEK .

2.2. &2

BILE, 3%, A “BEKER” ANBt, & HmK, DEEREN FARAE, Mg, 40
JRARE M AR (R 2), ORGSR, MR, Bz, ISR, B, M4 75em, 4L
FERT 2] 13 x 10 cm 9, AR, iEshzE. LREEHEE CT /R A ] W E KIS RS FE, K
/N 119 mm x 75 mm, SESRAG A RIS Rk, TR G SN WS A, TSR, IR R
LR TR, T RS RS, B EK S AR FR KA SRS, I REA R T RE R . AR
TR VIR A, RJGWEL: (G R4 R (e 4 bR, MAREAY, K/ 14.5 x 9.5 x 2.3 cm),
12 LR I, #H AR I0(), B RIAR (+), Joykd: DX 38 m DL B8 &bt i« Fa s 2 4k 45 5 : GPC3 (+) Hepatocyte
(+) AFP (+). p-Catenin (fii+). CK7(-). CD34(-). INI-1(+). CD31(-). Arginase-1 (¥43+). Ki-67 (+,
40%)~ Syn (=) CgA (-). Rl CCCG-HB-2016 JLE BRI 1297 £ IR, B Lz WrohHFRE4H Mg
fadfl, RJETF C5VD J&fbyr. BhfEsE: BJLHAERCMR TR, AW, 17PN R [ 2
Sk 5 7L FLR &) LR TE G 14 AL, 4 O R I IR E AR DI AR T . A G2P2, 2 AHIE
72, HARREE 4200 9o SRS MSKE A R L

Table 2. Measurement values of bilateral limbs of the patient in case 2
= 2. & 2 2L AN ZE

F(cm) /£ (cm)

A 155 135
FK 10.5 10.5
F o 45 4.5
F-H 10.5 10.5
BH [ 35 35
/IR 21.5 21.5
/N 26.5 235
PN 36.5 335
i 16 16.5
] 16 16.5

BRI RN 11 5304k HIODMR/ICL HIEALFR RS KT IEH 2514 0.5, KVDMR/IC2 H LT
0.22-0.27 /NT IE# Z%/E 0.5, QB ARIERFLF R .

3. i
BWS K55 % 4] 1/10340 [1], FESYfk 11p15.5 X IR ENC I R Rk oA . %X H) 3L R i
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“CEPIC AN EREIRRG AR AN R, S e S B KA R DR i Rk B B R B . 1%
X IR AL A AN B ENC % X 3. 1C1 (H19/IGF2 DMR): AU Jettfh b i S B ke AE K H T 2 (IGF2)
PRI G, TR R B H19 it K SRS RNA #ifi] IGF2 %&i&; 1C2 (KCNQLOT1/LIT1
DMR): BRHEG A F 1) CDKNIC (pS7KIP2)Hibil 4 i & 3, QB ik ) KCNQLOTL il id Ik gw b
RNA ##i] CDKN1C £ik[2].

F AL AR B e R 5 M A AT CT T, S8 IGF2 1 A B CDKNIC JiBk, 5l A&id 5 A KA ik
IR ARG o FR AL S R R LR, BLFE 1CL SR R DR ) R AL 1 (GOM) AT 1C2 543 26 PR ) R Ak
ZR(LOM), HAh i) RASEFE 11p15.5 75 B A R FLoE AL — 43 #48(UPD); CDKNI1C FE[HIRAE; 11p15
et 5 1] [3]-[51e ANIE 3~ AL LA [ i R 2 AT i 83 XU - 1GF2 i %614 (1C1 GOM B¢ UPD) 5 B
KU~ WAEAER . 1 RESE AR XS A 9% . CDKNLC A58, IC2 LOM 5 B 2 H . B, {H R IR
B . UPD 5 2 358 i T 41 e XU

BWS 2 W7 Al RS IrF 431127, 2018 EFrtbiilm sy 1 BWS I E ZRHEM PR R PERRE[L], &
BURMEAHE BRI ARG P . R S SR R, SR PRI A AR AR T H4ME 2D
PR BEAH MR . FRN B RELE MR . R A . A EEARAE LS 2 4y, BANRORIERRIE S 1 . AR
IGARRI >4 45y, BIRTIEPRIZWT: PPor > 2 BORCEEAT SEDRAG I SRR BIPE > 2 or i, N R
fizWr. R 1 B UFAE SRR, IR A AR, DR s S RER MR, &4 5 40 il 2 L
AR, I R FE AR, P, HAERHRIRE, UL REAIARRE, &5 7 4, HIkRE
Wi BWS.

BWS Jy—Fh AN IR 5 LR -G AE, 10 5 HT MR K 26 8%~10%, H. 2 %5 Hi A i AR 8L mr, i
L F fik 5 25 78 B 4 B R (529%) AR IR (14%),  HL VoA 4 BEAH IR (10%) « RS S0 ILIALIRE (5%) AT
BRI (3%) [6][7]. M1 ICLARH FALZE R, Al H19 Rk 2k, JTIEIEH % IGF2, SEEHE IGF2
BRI A RIS, IGF2 i FERIA, (RiEAuHuIgsE . R T, S hnoR kR L2 [8]. 1C2 iy F AL A S
AIEZM CDKNAC SR, ZHE K gnfid i p57 & (& 40 A7), L3k 5o 2 200 A B A ) 2 2k i
Y TE R, 5 g R MIRE9].

S ) LY R R FRHORI T 512 BWS, BWS 1931~ XE B 5 i 2 0 26 B VR i kg 28 R AH O
ICIGOM fihJ8 &9 R dpe e » 29 28%, HIK2 pUPD (16%), 1IC2 LOM 1% (2.6%) [10]-[12]. i ICIGOM
KZ 5 B 5 B fE, 1 1IC2LOM il pUPD K2 & EE4H R, CDKNIC RAZEEH K% 5 B4 BEgH
FOJR[2] [7]. DAt Bof e ol AR B AR e . W b LR h HERE B fs BWS B dE 3 M H T — U
SR LG BWS ARG, B 7 %1, AR HE]E ) LI TR SasEm s e s, sl 1 &
SIS BN S, AR AU AR AR FR . A K R A A R R $E 7R 1C1 GOM 2 BWS;
Wit 2 RIZWO I EE IR G, 456 B LA AR FR . SR, 18 RE L8 LRERIL, HAER
TR . AR, RO s A R R 278 UPD %Y WBS. Maas 25 A[12] /% Mussa 25 A [10]#) 3 &
o, EIHRIR 1ICL GOM BRI iE [ XU B i » 1C2 LOM AR ) XU 5 11, b B RE4 R 2 & T ICL GOM,
FFREA RIS %2 R AT pUPD. BRIk 41, Maas Z5 A [12] 0 SCE AL T 5 NBAFIAR 7T 3L 1971 151 1 & i yeg
(i, Forh RIS o s FR A A DL Ry WA, SRARAEAE FA R AR LA 75 B4R % . Mussa 48 A\ [10]
Mo EHCA T 318 fl s, BV A 33 A i R MR, $8 BWS S A EE R I BE U 2O B
AR A5 L R R e R 1 LR % R 5 E B E 1) — B

BWS & Mg I176 7 7 2 e T 5 B Al £ Mg 1) 7 28— B0 0T B0 B R4 PR (A7 E XU 5 Ja
g (U BWS) i35, SIOP Il COG 443 K F Brim By, DL KRR BEHb IR B B FRAL T R(NSS), 24
FAREAE K2 B2 NSS 1) BWS B RSB E R, PG R AF[13]-[15]. it 1 &5 B4R 11 1,
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B A

2500 5 RE 4R R AR A PE DT AR I AT B A MENOT 1525 L AERET B AT E K . BWS JHF R4 B AT
5 FFEHA R £ 3 2 IRV 7E AL 2 T THIVR A S 25 5, TRV T 77 6 B KBUMIIRI[16] ] 2 S BhH s o
faBIL, SRATFRBEAIT RGBT, (S4B 2 ELER.

K% BWS ¥ A EH R HIZEIR G, WE RS NG K & IREE BWS H R HE . R A7,
EHE VAR T YO I . 5= R B P WA 6 (0 6 R, 1 47 SR L . 2 ) ARG di i ] 5
SR R BRI . PG . AT R ARG BERS . I LA R A R . FRGEA (A . AT R 5 i
R AR R G AMERE . BWS oI I 0 S5 DR 0 A 55 A 4, (R I 4R 1 o 49 3% M 1
RRRAEE . K ZHOCHR R R 3 A LR IUHE 5 pUPD #H126[17] [18]. il 2 8 ) LA77E 535 4%k (pUPD).
0 S 3 (ORI 5 A LR 4 LR PE RO 14 A1), LU L P 7 S AR I . X e R 2 L
1E RIS 2 RGN R BRI T RE, BRI 5 e, 5 EakdE —50.

4, 455
B2, BWS K MMIIRG A, G RS0 IR R DT TRk, (257 98

FAESREAERIUN B 2 5b, H ) LE AT DU AG R AR 15 0 BWS IR B AR I . DRI 5 22l PR R A 41
A, R R BB LR 8 2 Ak, xS NEEAT IR B, 4R B L2 W R Kn @

= A
% 4R EL AR A B S [
S5
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