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Abstract

Objective: To explore the clinical efficacies of splenectomy for children with Gaucher’s disease
(GD). Methods: Retrospective analyses were conducted for 8 type I GD post-splenectomic patients
from January 2014 to December 2017. There were 6 males and 2 females with a mean age of 1
month and 2 years (9 months - 6 months and 4 years). Quality of life was impaired with bleeding
tendency. There were low levels of platelet (40 - 90 x 109/L) and hemoglobin (49 - 80 x 10°/L)
without bone pain and neurological symptoms preoperatively. The average operative age was 6.6
years. Two received enzyme replacement therapy and another did nothing. Results: 8 cases un-
derwent splenectomy. The size of removed spleen was 28 cm * 21 cm * 14 cm to 30 cm * 20 cm * 11
cm. And the specimen weight was 2.25 - 3.75 kg. 6 cases had splenic infarction. Pathological ex-
aminations confirmed the diagnosis of GD and splenic infarction was present in 2 cases. The dis-
charge levels of platelet (120 - 780 x 10°/L) and hemoglobin (87 - 115g/L) improved significantly.
There was no mortality during a follow-up period of 1 - 24 months. Two patients discontinued en-
zyme replacement therapy after operation, but discounted enzyme replacement therapy at 6
months after operation, and the other one continued enzyme replacement therapy at a half dose
Growth development and quality-of-life significantly improved and the levels of platelet (350 - 785
x 109/L) and hemoglobin (100 - 130/L) increased. Conclusions: Splenectomy is efficacious for re-
lieving the clinical symptoms of GD so that it reduces the dosage of enzyme replacement therapy.
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H#: HTBIBRXGIT LEXERIEIRE . ik 2014615 22017412 A ERB 2 KR
HEREZBYIRKISHIE)IL(B e, Z2M)ikiTEIHHES . 8B IFHLERIA~45641H, Fi
R2HBINH, WAIRRGHR, FREBKR A E R B &K A, /MR (40~90 x 109/L). MAEH
(49~80 g/LYETIER, FRMBABRRBEAMERGER. AR FHFERISINA~9S, Fi6 51
H. 2BIARATEZEERIGIT (ERT), 56 B A R & /MR R, 6BIRMIFHRIGTT . £5R8HIE)ILY
ZFRERBITITIEIE. YBBERR/N28 cm * 21 cm * 14 cm~30 cm * 20 cm * 11 cm, FREAEE
2.25~3.75 kg, 6FIEbRAPIIRT] W) ¥ R AT, 2601720 RIAESE, ARG EUE SN XK EHR BF
25, HBERT /MR (120~780 * 102/L). MAEH(87~115 g/L)BRHEXE. MEii1~24M ALK
Bil. RS20 RFEEEMRIBTT, EFERE, 6fIREREHRET. BILEKKERINE, £EHES
F|HERTT, M/MR(350~785* 109/L) XKML EH (100~130 g/L)FHE. it: BUIRT LA REFEX
BHE R LIEARIER, WA EEERIGTT HFIE.
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1. 5|8

X7 (Gaucher disease, GD)J& — P Y o AR B 183 4% 4 9503 » PR =125 Gl (Gaucher Disease). Brady
SE[1] [2]4E 1964 42 H i T-IEBEIA T B B 1 BB (B-glucosidase)kifi, ‘FHEUABEAI A, WA A HIbE
B, X R IR 2 B AE T IR AL B S AR IE . 1989 ARy S M N RIRA AL A in AR EUH p-F b g
(Ceredase) - H TH§ & 1857 (Enzyme replacement therapy, ERT), 7 H.IU1S & & #UR , (HAH 24 Lu ) &2 )L ERT
RORASERAR, ARG, JECA A, e E s m B LTS R . SRR AR B TIRR, LA
o ) LVAETE TR . (HIRTIBR R B2 A A8 WBAAFAER KU Uk E P /A WSSk E S FFRE )
B, HATJLECERIRIT AR T ERT, K BILREZMRENNLZ, AEFTEIRT .. IR
T 4 SRR AT DIBR K 8 B8 LT DA .

2. AREFZE
2.1. IIGRER

2014 5 1 A% 2017 5 12 AAERBESMHT VIR GTT i EL 8 6, BILBZER 9 MH~4 &
6 M, PEI2 8 1A H, Ko 6 B, 22l MUIBRIEEES 4 5 9 DA~ ¥, IR 6 ¥ 5 D
2 GIARFESZ B B AATT (ERT), AHATSA WS I R 2 M MR AR, 6 IR MURF IR IR T -

2.2. IlGPRFRIM
BOLFEERNIEK, g%, AKRERERERIJLHERE, 6 #lE) Lk EEH M)y i, 24
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SRR A B LT B AR RGUREIR o PRI R 28 A0 ™ IR AK S S I, 1 i) JE U LAT A IR M
A PRRERR A9 BLIGAE T AR T2, 8 Bl LAy T RS .

2.3. BITHE

2.3.1. REER

8 1 &) LIM AL 2 IR T 1R (49~110 g/L), 2 Bl T AR Hi iy B £ 4 M 24 TE 3 10 o 2 3] i/ INA G 3 IR AL
6 i LI /MRART IEH, JWAKE 45 x 10°L, RATHEMME. 2 HI& IR ER MDA R, F Lk
5 21 1F gk I B g
23.2. FRAE

8 Bl B LT RRUIBR A, AR WA K, ERELL, 5 BIPER AT WARR T N A, R, 5
FIHZNE, SMUKERE. fFTABSRTW, ERENS . &Mk, HMIFEHERS, B
PR AR — 25 FLRGE ) I A R B W, F D U P B S S LR B Rk, R IR B
B85 7 e B .

3. &R

JEAE KN 28 em * 21 cm * 14ecm~30 cm * 20 cm * 11 cm, ARAE R 2.25~3.75 kg, AFEK, S5FHE
HLURGE, PR MR S . 6 6 &) LMFRARIR T L2 Rk PERESE, 2 ) RAAsE, BYIBRAR G
T BRAGT E IJUE SN R 203 . RJE 3 d f 7 d 43 B A I H AR R I AL 8 1 A L/ SO R R T,
IR T 260 x 10°/L, 2 ETHE%, HEik 1050 x 10°/L, NF7IEMm MRS, 455 DR 2,
8 WL P¥MERLE 8.5 d, HCHIIM. JEMK. B8 KA RGUEIR, AT ERMER ) LA SCEEHE, T
FlHibe. Hbea 8 FlE L ShEYs, BEYTRE 1~24 N H, FHBETT 15 N, BEYTE CIET ],
BN AR L ARG A I OR S IER), AKRE(FE NG & IR E), B RAE,
HIRAMME RGUEIRE . BEVIIAN 2 B34 5REE AT, (ERIER, 6 BIR THRIRIGIT . 4 Fl /M
ThE Y, fe 969 * 107L, 1 IR & T IEH AT, BrA BJLILLE [ S #E 100 g/Ls KK HEAR
RSB0 Bk, AT E AW, ToEMAPE RGUREIR, RYPESR BRI TC B 238, et .

4. g

U A A LA BRI R, A BRI RZAIN 1/40,000~50,000, 5l A] A9 2 2 8K [3]
GDB-1 7 o EF A S 14 I ARG, R AT B VG 1 DR TE 8 BN 5%~25%,  WNIT {3461 BB Fii 7 R AN REK A, 2R
FAT B WA v A4 o 3 B4 M 2k K ThRE 4] TR I 2 DTAR T R A A, B8O T B
GD HTH #2697 4 ERT, MK, A mEE, ZRFEAGAZ, mKMNHZH P RHEE . GD &If
T 2 I 9 (A il 30 ik v R 55 ANHEFE N A ERT [5]. A HRIE ERT ASRE i /MR e 5 800 R, &
LR B S e /R L /NAR /D 5 22 R R D e T B 8, U0 R B AT e 6 /i ks> <

76 ERT WiRM A FIRRZ AT, YIRS R thae ot £ 277, Bi% ERT 1)
R, I HRCREGE, F3 KIEYIRR, LB T MpENG AR DO R AR e, RO 2 I A 2% B
TEEAL, B AR RS I Bk e SR AR [6]. A IR IBR ARG 2 4F PR B ) R
B3, LA ) LB CIIAE ¥ R A2 S s NI N 3 £, 298 7.5% (7], DRICBRVIBR 6T St 52 2 7 W S
PR H AT SCER AR D SR B LTI UIBR A, BRIURIG IR EE A 367 O RR T ERT, 1Z#i8 340
BEEARIGIT XU, SO B LR BB AR R E L2 .

A G e, RENE R VIR R B AR E TS, I B R R R R AR R e . B T
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FRRERE, HE SR T K LR (2015) (81488 2011 FRAE 1 SR, TARRGEAR AN TIBR VA I7 XA ,
2015 FRILIR A BRI BE - FETGVERESZ ERT BUIGOL N, 100 15 a2k Jee i mp 2% FE IR VI BR[9] o W 9T 7 20%~33%
GD BJIAF/ERRNEI S, JF AL R RS I K38 n, 48K 2408 ) LR RENE 401 35 R DN R F 4k, B
HBEAT ERT, MEREIREHFARRWEE[10], WoRG BRAEZHEAN, BTUOER ATV A BB . falkiE
JUAE A IR L ANBR kD, 55 DK B4 I /NG TE AR, R DAAT IR I DA DS B LA G R [ 11 ] FRATT A 7T
A BTV G E. SEEEnRoet. EEERY BAEMALR, 1 BREHINIT ERT,
AR 2] 30.4% 8 ) LIEHL T /MR T FEIBRMOR 4 /NvaTT s . TRDIBRIG S ERT ML, £ 40%5E
BT EIRVETT BAR[2]. S BIRDIBRA G 7T BE H IR H R SENLZR I I B R, A 2 Ik YRR,
NI FB 3 B U 63 AT DA SR koo I R0, SRS 40 PR T B T AR PR, G B AU of o A s A
B, FRMaHIM, 29 90%MIHE 7 MEUIRR ) LD Bk B IRE 4k 22 A K G R FARRIT[12], BHTRIEAH
RAFARTTA. #8)LFER BRG] TORE R, (REEA S T30 B, HBE R F A
FE, TR ERAE, B N2 A Ok B AL T DI BR &I 13 ]

IR H R IBRMENERS , 7 AR TR IE NE . AR IS B B, B 4 B0,
I HTE AP RGUEIR, WRAFAECL FAERIRI, AT RATIRYIBRF A, © ERT ZCRAHEE: @ B
Dife ek FEUM/ PRI R IZAC, REBIH M, FRERITMAE: @ Mk, Ha MEEK. Mgk
RS, sema B L D RSS2 IR @ MAESE; © &R ETCE#T ERT; © & H ARG,
R 1415 . ARARG], MEITAE R, SR BERMERE, HEEA, I M4 B, 7F
G IRIBRIE NAE o SEBr b, DA ORI R, BREEZEIE AN L, AZH 8 918 LA 6 Bl LI 2 R4t .
] Ay i T R A D7) ok P PPk ¥ 7 L9805 R0 SR A [ 15 ], [RIRE T LA T2t &) LI IR VI BRVA T, AEL I ORI
W RO A ], BRI, R AR TR

M SN SRR DT B 5 58 LRORAAAAE — 8 KUK, 585 461 60 W 7 i - SRR 2R B 0 25 %, AT REInid
FEERE PR, IEIESE28 B R E R, 90 2 Pt 6 s o JRE IR & AR UK, s FE BN, SR
Jiliy BRI RSB ST 2 WIVPAY . GD MZEFRRMER K, FIRT SR R S EG R K ER.
AHBILFARGHY R, Arf 8L R er & A ST &, B i EER i Bk, 1S A
TR, EFRESEE, XA SN AMT ERT (B )L NEE, 2 FIARHT Y B ERT &)L, RfE
1 B2y, 1 Flwca, miEfRE, SoRBUIRIERIT GD A RtE. MR, WM TRITARE A FHRE
ERT 152, A %A MAkSES0j ERT, DUEE— 2 AR R AR HERE I AR . 2R T6VE4%52 ERT, 7 I
X P R R B 34T S HPEAS[10] .

5. &g

S RUIBRR SR R T R LA R, TR TORIRAE, BRI A R S iR T
FBL U LA R % FURERAT ML DIRR, 0250 MUIBR(EIE CR B R, AT KA
HnCfr . AW U E R, BRI, e, WERFHTAIT A, Xi)LE
KUY B

SE
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