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Abstract

Familial adenomatous polyposis accompanied by intra-abdominal desmoid tumors is very rare in
clinical practice, and its early clinical manifestations are mostly not obvious, thus it is often diffi-
cult to be detected and diagnosed early, so that timely treatment can hardly be obtained. There-
fore, it is of great clinical significance to improve clinicians’ understanding of this disease and
consciously do a good job in secondary prevention.
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1. BY

ik

M iR 1t JEL AR (FAP, Familial Adenomatous Polyposis) & —# 1 APC 3 Rl F 5 5845 5| i ) s
AR S B AL Y, LA R B DR IR AT T A B R BB e 2T AR,
R KIS, JUT-IA I B E B2 R e s B, WOB e AR R AR (34144 35.9 % [1]) i A AT LB
PEEEGYIRA . FAP B — M SH — S EI, WER. L4, BB . FihmH. oK
PERR IS (5 2 b R N 45 [2] [3]. 1E FAP HIAHSS AL H, BRLT4EJe 2 — s WK AT e & S A i (1) 5 FFE,
et | PG

TELF4E9% (DTS, Desmoid Tumors)tFR 912 Z8 It 4F 4B, J&—Fh LI B A JR 2 28 PRI R 27 4
T, R i A IR 2RI 0.03%. £ 7.5%~16%(1) DTs Kk H T FAP 3, 10%~15%[1 FAP B nl £k
DTs [4]. 1T DTs 7E ABE A A0 RARAK, £9°4(2.4~4.3)/1,000,000, JL4F FAP i3 & 4E DTs Ifals &
B IEH N[ 825 fi%, 1H FAP AFE A FAHRAK(AE] 1/10,000) [3] [5], KUk, FAP ff:k& DTs [ &5k
W T H FAP BFE RN DTs AL EAL TR A[6], #HEA S & R, FEORZEIREZ,
MITASREIRAF BB BITR YT o 9T $5 v I PR T e AR, M “ T~ DAk 1220 1 3 R B
HHIS W FHIVRTT =N 5 T 5T AT S SRR

2. RHRARIR
21 ERERSHSEHLN

TF 41299 (Desmoid Tumors, UL &K DTs)A&—Fp 5 WA LT 4Efa i i R, KA F IR 4,
R i B VB R IR AL R R e ds . I8 DTs KRR 52 FIRNE A O, Wik h(xik
sy A7 S (S T A ) A P IR A B (AR e M) S5 (7] [8]. Sinha [8]38id meta 43T il FAP
BERAE DTs el 2=, S5 R KI5 L HPE R i BBl 2= . 1 Ana SE[9]NA N, FAP £k
DTs HIRARR T 5 APC BRI RAA KA, 38504 N AL I E R 5 A 8 T R e A oK.

BT FAP [BAR 28 5r, H AT IR EXF T FAP 45 BV IRe 1 15 AT 32 BER IS W B DI R ARAE N
TP PEVR YT, LAk o 4 B 00 R A s (BT M 45 W B DIBR R OBl FAP B35 4 DTs [k S7 AU [l
R[10], AL, Rk $eEdE i ARE AR AR 77 A LU AT ek DTs k4. T DTs KIRAEFR AT
FAR MBS ) LR R A OR[11], MWTFAREIG BRI DTs HEEm a2 7 2 60 AN H[12], Bk, 5
P 5% M s Bl A 2 fG PR 2 (e M e s MG SR R R i FAP BB, VP22 203 S0 4ind SR T 1 K i V) B A 1
FARE ], MGIER DTs f&5%([5] [9].

DTs & AE 205 Tl K VIR AN R FAR T s R B K ANE K9], FAP [ITRE R4S I B
VI F AT RAEA 325 2 AR A (total proctocolectomy, TPC)EA [ i A it A . TPC BEA Bl it
LNTE WA AR (ileal pouch-anal anastomosis, IPAA)FI4=4E 7 IR AR B A (7117 B W) & K (ileorectal anastomosis
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TR

IRA) [13]. HHT IPAA Re8 i KR FER/> BRI « BRI & w8 K, wIOREENLT T, ARSI 14
EIHREAXTELF, HASIGINIAR G DTs KAERR[14], ik, IPAA &Ry FAP B3 idT Wi tEas B
VIBRIEE AR [15] [16]. MiREREEFARE GRS, TUABE FAP B T L B VIR ARG KA
DTs BIRES[9] [17] [18], ALk, FEREEE F1T IPAA RTHA FAP B Tl 1445 B YIBR  E ik F A7 &

ST ULEFR, X Ti2 N FAP BEFH (U RER L&), H S ST I w45 B b)
BR8], R = R S5 K AE MG DTs I nl fedt.

Winan %5[19]UA4h i B As 25 R A 2 Friz Wi it DTs S5 R IRk FAP (IR .. 455 %I, 7F 626 {5 DTs
BE T, 26 BIiZW N FAP. DTs &35 1 HA DUT DUANRRIE# 5225 5 42 Wi th A S8 FAP: 48 < 40
% RN TGRS B G « R R 2 A SRS X BN T M DTs & kK FAP 1) LA fE R A
FL LU, X2 DTs (8, A B DL VOANRRE %, BLAT 45 B At 2 K i e B L IE & FAP.,

22. BRSNS EALI

DTs )& 5 CTNNBL 5 APC J K RAZHH IC , {H X P A 584 AN [F] I & A4 . Amandeep [7]9A 4] 85%
i) DTs /&Ml &R 1, FREgmAD B-catenin 25 Y CTNNBL LR K4 T RS KA 5%H DTs 5 APC 3t
D] 5% A% FH DR TR A a0 3 S e 1 e 8 5L PR (FAP) R » FAP £ % DTs 1 APC JE K 5832 5 2 [4], APC %
A T Yetifk 5921 &, 4afid il 2843 N FEFRAL R APC H [3]. 1MI55T APC FEH AR N7 AT I 7L,
Voytek %5[20]F 2015 4E#fiE /& DTs 1 FAP BHIERM H5ERAI LR meta 00T, ZERERE
1310~2011 %5 H5 72 50 W) APC JERI AR [X . Ana Z5[9]iA A, APC JERI A5 (#AL 5 FAP ff)™ B L
FERN DTs BIRAESAA o A T 2055 1309 A 1) RAZ SECHS I B A <, {5 DTs R A 525 i o

M FAP ££% DTs B R AWk E, H APC LR RA A A B W R 25, BIkRE K
SRANL R T AR T 5. 14 A1 15, 1 Lot B () APC JE D] (1 3 A g Y [X Sk G 9848« etk kA DTs
(AL B, S RARN AT, 1T 53 P R AL 52 AR A7 a5 (2 I B K [21]

Rk, M 55 ) FAP S (E R RS E R I APC JE RAH B f A SR, RIgEAT 3 — 25 (1A
KGR, IREWIRIL. R SR T DTs.

3. BHEiSHR

H1 T FAP #5% DTs f5 5 M RIFE SR E AL IR rh 8 = al B K AL M0 250, SBOLIS W LRI IR XE
DTs A=WAT JyXE AT, RIS LRI e, FINEE A2 SRAEIR, I REILAABOR MR
RAETRENE, ¥2 2R RFBEAEK, IR0 R BEECHARES, 5 R BRI S I8k P s i
JaRIMERREY], REOBRMSGEEAESS, WE. MRS, BRE LSS, W5 s
[22]. HpREREFA[23]. WAEEESIRKIE 6], tIUIME . AEE R, AR, 2oL, M SFImRIE S, UL
REMESE . TR UE SR L. BRI, 24 FAP JE35 (Rrol 2 B AT TR 45 B VI BR AR 1) 838t BLAS B T )
FIRERE | P . BRI IR G A4 S VIR AR AE S, B0 AT A T A 25 DA W /2 5 A2 AE MR A DTs

HEIEN DTs HUABL, WAT I ZAE B S A Bk, CFEif A (U1S), BEILIRUZ(MRI), 115
LT ZH3(CT), 1B FRFBZEARMPET) M X &l RARISH T ERBEER[4]. AT REREA
DTs HEBAL. WAL, SIEEEMEE N AR RS, I8 CT R EERE, EROEM MR
HEEAR. Oy T IR N DTs MPERT, AIAERES 51 & TATARE 5 RIS A 4L 0R B & .

4. RRRRTT SN

W RRIE, A 5%~10%1 DTs o] B KRS, 30%HIMEM S K IEAL T, 50%i2 WG L4814k,
HE 10% S a4 K IR AR B [24] [25]. Kk, WA DTs 6 BEALERIE. 51 R
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A TEIBIT

JEERA DTs BRI TR, MR TR DTs, FAEERE R LIETRK, FARAIFAR &4
ST, NAREHERAMIGIT: WRRAE AR, FAREREMNIERE[26]. M DTs —HRE KB R
IR EZ KM, WBARNAT B VIR, 1T RE T B8ORS 1 URBE 5 1 M 4i A AE . IRk,
AN BRI AR AN B RN R AR T B8 S 2R BRI iR O s AR T RRRR B AR s, 2 — R IR S| 1)
HIT IR DTs B AR E[9]. AT, XFFARBARE RS KK, Hl R BRI 5 kAT .

fEEN DTs 2R 2 808YT, BREFAR. ESEIEAY. WEBITRT . BE 804G
MY, AR N 45.5%, PRSI 72.7% [27]. Thibault [28]i\ %t T-HEfE A DTs, fLjr
FERCH RUIRIT 7578, MEA R EY DTs f& R A dnid, Wn] LS FARIEN G477, Turina [29]
RINFARE S F ARV KR DTs, K4 K B4HA T (Radiotherapy, RT) 5 i B B i 46 T
(Brachytherapy, BT) B4 V677 Al 3545 B 47 (0 R B35 H] . Tayeb Z5[301iA A5 FAP AH¢ DTs FOSF R/ T H
FE R AL E AT R A FERRE AR, FARRKE K, MR, Fit, EdXZm-HER, FR
TEARKREFE L O A ORI BTl . IR R AR (F B8 e . RAEe. 7588 e. fif
Ble. BB RE) CERRHIITH, FEESCE T EEW LT RAGF TR, BT DTs BE s
T EHRYEZM, Kk, 6 I T BRI 0B 0] B8 — A SRR T R . X FAP AHICHERE N DTS (iR
J7, LwRER T M K, A RH T RIRMRREIRIT T, BTSRRI R
WEL) AERER RIS WIS 1058 — N 3 A H M — B 44 25 (CT 8k MRI), 58 —4E4 6 N H il— X,
Z IR A — K [4].
5. &5

LR LA, FAP PRI DTs MR BIRAS I, 2 X0 R EITXT HIGRAE, Ik DTs 284K
e, FWIRARRIZ UG, RAEL TR, BHZRIFRENRAINRZ . Fit, 2 FAP B H
DUAERE . SRR . PR A L. PSRRI o FLASRIRAE R, Ak H B 7™ o e e e DA S 4
B RGSs, EHIERREAH FAP FEAMEIE A DTs AT 8E. F RTAH SO K0T 52 LEBLI IR 2, FAP B K
4= DTs Hitfe . FARGIGAN b SE LM RA K. BLTTHEZES APC FEFRAA K TR E
W 5 FAP B AT I T K DB T AR 5% TN 70 WA TR R 22 15 F8 3 1R P9 O E IR A5 (B e 8 e 1)
AR, 5156, TR BIIRENCRE SR 8 H it 2, JIEHE SRS PR 83 R A ME R 1 2B i %2
RE WO IR AR A A [31], AIMIfEEE FAP & & DTs. DRI, XTA7AE BL 25 PR 2 i 1 B K%
AT A, DA TR INEZ . HAr, R CT =B a kI, 2 Wbl &
{2l DTs M E R & Tk IREDE A 51 3 T AT 40E o7 R4S T W i ik i

FEF RIS -, NE S BRI E T %% HET FAP R IR DTs (3677 5k
BIREFARDIBR . BUHETT PO EIA)T - AR AR DTR 25 (NSAIDs)IBTT « IS AL T RO TR T 45,
B4 RIATT T35 F R BRYERIAMR Z2 e, DRI 7 AR R B0 B AR 1 St MR ie T o7 5. i T
DTs B HA HRME, AEHETAR, BUTEE LGP N7 T WU 2 RIFON R AL, Rk,
FEFFRRER BN RIAITE DL, REBCK A ™ @ W S, AR —FET R
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