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AHHOTaUMA

0O6ocHoBaHue. XUpypriyeckuin MeTog, fiedeHnst BosbHbIX AecMoUAHbIM (PbpOMaTo30M NpoAoKaeT 0CTaBaTbCA OCHOBHBIM, 0COOEHHO B rpynMnax naLmeHToB
C CUMNTOMHBbIM Te4eH1eM 3ab0s1eBaHNUs MM B Cy4asx NporpeccupoBanms Ha hoHe BbxuaaTtensHoM TakTky Look and Stay. B cBsiav ¢ peakocTbio 3aboneBaHms,
PasnnyHoIA TOKanu3aLmeit, Henpe/CcKasyeMoCTbI0 KIIMHUYECKOrO TEUeHs, OTCYTCTBUEM OOLLENPUHATBIX YETKUX KpUTEpUEB Bbibopa MeToaa NiedeHus u/unm
nocneA0BaTesbHOCTV METO/0B JieYeHus onpefesieHne NPOrHOCTUHECKMX KpUTepHeB TeueHIs 3aboieBaHus MeeT 60JTbLION HayYHO-MPaKTUHECKMIA MHTepeC.
Llens. M3yunTb HenocpeACTBEHHbIE U OTAANEHHbIE PE3YNbTaThl XMPYPrUYECKOro feYeHus 60MbHbIX AecMoNaHbEIM GMbpOMaTo3oM 3a0pHLLIMHHON
1 aba0MUHaNbHOW OKaNU3aLmnu.

Marepuansl n MeToAbIl. B uccnefoBaHnmu npoaHanuanpoBatbl faHHble 121 nauueHTa ¢ rucTonormyecky BepuduumpoBaHHbIM UarHo30M « 4eCMOnA-
HbI p1BpPOMaTO3 3a0PIOLLIMHHOM M abOMUHANBHON NOKaNW3aLMK», NPOXoAMBLUMX Xupyprideckoe nedeHune B OIBY «HMUL, onkonorumn um. H.H. bno-
XuHa» B nepuog ¢ 1999 no 2022 r.

Pesynbratel. B 89% HabniofeHuit aecMonaHble 0nyxonv ABASIOTCS pe3eKTabenbHbIMM, 0JHAKO ANS NOIHOTO YAaeHNs BCEro onyXoneBoro MaccuBa
yacTo TpebyloTCs Pe3EKLNM CMEXHBIX OpraHoB. YacToTa KOMOMHMPOBAHHBIX BMELLATENLCTB B rpynne abaoMuHanbHoON U 3abpIOLLMHHOI NoKanu3a-
uum coctasuna 7,0 n 60,4% cootBeTcTBEHHO. KneTku onyxonu no Kpato paspe3sa ocTatotcsa y 15,8% naumeHTos, Bkoyas 10% 6onbHbIX ¢ MaKpocKo-
NUYecKu onpeaensieMoi pe3uayanbHoi oNyXosblo. XUpypruyeckoe NieyeHne 6oMbHLIX AeCMOMAHBLIMUA OMYXOIAMM accOLMMPOBAHO C NpUeMnIemMon
4acTOoTOM OCNOXKHEHWIA U 0becneynBaeT BbICOKWE NoKasaTeny obLelt 1 6espeumanBHOI BbkMBaeMocTH. DakTopaMu pUcKa Oe3peLmanBHOI BbIXKM-
BaeMOCTH ONepUPOBaHHBIX BOMbHBLIX ABNAKTCA 3a0PIOLLIMHHAS NOKaNU3aLms, MyNLTULEHTPUYECKUIA POCT ONYX0NW 1 KaTeropus R2.

3aksnoyenue. Jleyenne 6oMbHBIX LECMOMAHBIMU OMYX0AMM 3abPIOLLMHHOI 1 abA0MUHANBHON NOKaNN3aLmMmu AOSIKHO MPOM3BOAMTLCA B CreLnani-
3MPOBaHHbIX KNIMHUKAX, 001aAaloLLMX A0CTaTOYHBIM OMbITOM NPOBELEHUS XMPYPrUYECKUX BMELLATENbCTB, B TOM YUC/E KOMOMHMPOBaHHbIX. TaKTUKA
neyeHnst 60NbHBIX LECMOUAHBIMU ONYXONAMU LONKHA ONpeenaThCA PeLleHneM MyNbTUAUCLMNIMHAPHOTO KOHCMAMYMa 1 6a3upoBaTbCs Ha OCHOBA-
HWM NepCOHaNN3NPOBaHHOT0 OHKONOTMYECKOr0 W (DYHKLIMOHANIbHOT0 NPOrHO30B B COOTBETCTBUM C rPynnaMn NPOrHOCTUYECKOr0 PUCKa.
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ecMOUJHbI puOpoMaTos (ecMOMIHASA ONYXO/b, aTPECCHUB-
HbliT pubpomaros) — 1P — kpaitHe pefKas Me3eHXMMasIbHAas
OIIyXOJIb, 00/IaialoIast arPeCCUBHBIM MECTHOLECTPYUPYIO-
UM XapaKTepOM pOCTa I BBICOKOI YaCTOTOI peLVAMBIPOBAHNUA.
Brarogaps oTCyTCTBIIO METACTATIYECKOrO IOTEHI A Ia IeCMOVIHbIe
OIYXO/IM OTHOCATCA K KaTerOpMM IMOIPAaHIYHBIX Me3eHXMMa IbHBIX
OIIYXOJIeil C HeOIIpee/IEHHBIM /I HU3KMM IOTEHIIMAJIOM 3/I0Kade-
CTBEHHOCTJ COITIACHO KaccuduKaryy BceMupHoit opraHusanym
3apaBooxpaHeHus [1-5].
JlecMouiHBIE ONYXOMNU COCTABAIOT He 6omee 0,01-0,03% cpe-
IV BceX HOBOOOpa3oBaHmMIt U MeHee 3% Cpefu OIyXoyeit MATKNX

TKaHeit. 3abonesaemocts IO He mpeBbIIaeT 4 cTyJaes Ha 1 MITH de-
JIOBEK €XXETOHO [5, 6].

HenpenckasyeMoCTh KTMHMYECKOTO TEUEHNS ONTPeieNAeTCs Kpali-
He BBICOKOJ1 YaCTOTOI MECTHOTO PeLAINBa, focTuraoer 86%, u of-
HOBPEMEHHOJ BO3MOXXHOCTBIO K CIIOHTAHHOM perpeccuy Omyxosnmu,
KOTOpas BCTPeYaeTcs, 110 JAHHBIM MUPOBOJ TUTepaTy pbl, B 30% ciy-
yaes [5, 7-9].

Hawu6o01ee nomyisapHeIM MeTOROM JTedeHns 60mbHbIX [ ABnsgeTcs
XMPYPrUYeCKuii, TPy 3TOM YaCTOTa MECTHBIX PEIMAMBOB OYEHD BbI-
COKa. A}IbTepHaTI/IBHbIMI/I OnMOMAMN BI)I60pa COITaCHO MaHHBIM MMU-
POBOJI TUTEPATYPhI MOTYT ABNATbCA MTydeBas TepPaIus, BapMaHThI
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Abstract

Background. The main method of treatment of desmoid fibromatosis is surgical, especially in patients with symptomatic disease or in cases of
progression during the Look and Stay period. Due to the rarity of the disease, different localization, unpredictability of the clinical course, the lack of
generally accepted clear criteria for choosing a treatment method and/or a sequence of treatment methods, the determination of prognostic criteria
for the course of the disease is of great scientific and practical interest.

Aim. To study the immediate and long-term outcomes of surgical treatment in patients with retroperitoneal and abdominal desmoid fibromatosis.
Materials and methods. The study analyzed the data of 121 patients with histologically verified retroperitoneal and abdominal desmoid fibromatosis
who underwent surgical treatment at the Blokhin National Medical Research Center of Oncology from 1999 to 2022.

Results. In 89% of cases, desmoid tumors are resectable; however, resections of adjacent organs are often required to remove the tumor mass com-
pletely. The frequency of combined interventions in the abdominal and retroperitoneal groups was 7.0 and 60.4%, respectively. Tumor cells along the
edge of the incision are identified in 15.8% of patients, including 10% of patients with macroscopically detectable residual tumors. Surgical treatment
of patients with desmoid tumors is associated with an acceptable complication rate and provides high rates of overall and relapse-free survival. Risk
factors for disease-free survival of operated patients are retroperitoneal localization, multicentric tumor growth, and R2 category.

Conclusion. The treatment of patients with retroperitoneal and abdominal desmoid tumors should be carried out in specialized clinics with suffi-
cient experience in performing surgical interventions, including combined ones. The treatment approach in patients with desmoid tumors should
be selected by a multidisciplinary team based on personalized oncological and functional prognoses in accordance with the prognostic risk groups.

Keywords: acinar cells of pancreas, collagen, pancreatic fistula, pancreatoduodenectomy, specific complications after pancreatoduodenal resection
For citation: Turupaev KA, Budurova MD, Nikulin MP. Immediate and long-term outcomes of surgical treatment in patients with retroperitoneal and
abdominal desmoid fibromatosis: A retrospective study. Journal of Modern Oncology. 2024;26(2):218-223. DOI: 10.26442/18151434.2024.2.202750

CUCTEMHOI1 IPOTUBOOITYXO/IeBOI IeKapCTBEHHOI TepaIli U TAKTHUKA
axTuBHOrO HabmoneHua Look and Stay. OHako 4eTKMX KpUTEpueB
BBIOOpA MeTONIA JIeYeH N 1, HECMOTPsI Ha [JOBOJIBHO LLIVMPOKMIT CIEKTP
OILIMIA, OTIMICAaHHBII B IUTEPATYPE, B HACTOSAIIEE BpEMs HET (5,10, 11].

Xupyprudeckoe nederne 60/mbHbIX 1P 3a6pOMIIHHOIL 1 abTOMIU-
HaJIbHOJ JIOKA/TM3AI[UY COIPSIKEHO C PYCKOM BBITIOTTHEHNU A pe3eK-
LMY CMEXHBIX OPTaHOB U IPOTE3MPOBAHNUA MAaTUCTPATbHBIX COCY-
0B, IPUBOAAIINX K 3HAYNTE/IbHBIM (yHKILOHA/IbHBIM Hapy IIEHNAM
M OCTIOXKHEeHUAM [8].

Matepuanbl u MeTogbl

B nccnenoBanuyu npoaHanusupoBaHbl faHHble 121 marenTa c Tu-
CTONOrn4ecKy BepuduunpoBaHHbIM Ayiarao3oM [IP 3a6proumHHOM
(mapaaopTanbHOIL 1 ITapaKaBaIbHOI 30HBI, Me3eHTEPUAIBHON U Ta-
30BOJI JIOKA/IM3ALMM) ¥ abTOMIHA/IBHOI (TepefHss OpIOLIHas CTeH-
Ka) JIOKa/IM3a1{1V, KOTOPBIM BBIIIOJTHSAIOCH XMPYPridecKoe TedeHne
B ®I'BY «HMMUI] oukonoruu um. H.H. broxnua» B nepnox ¢ 1999
110 2022 r. TTofpo6Hast XapaKTepyUCTIKa U3y YaeMbIX IPYIIIT OOTbHBIX
[pefCcTaByeHa B TabL. 1.

YacToTa pasBUTHA HECMOMUIHON OIYXOMNU B 00eMX M3yyaeMbIX
IpyIIIax 0Ka3ajach BBIIIE Y )KEHIIMH, YeM Y MY>KUMH: 65 (89%) marjy-
€HTOB XXEHCKOT'0 I1071a B IPYIIIIe a6OMIHATIbHOI TOKaTU3aLMu I 32
(66,7%) — B rpyne 3a6promMHHON ToKanu3anymu. [Ipy 5ToM B rpyT-
e J® nepepHeit OPIOIIHOI CTEHKY JKEHIVH B 8 pa3 6orblite, 4eM
MY>K4UH, @ B TPYIIIe 3a0pIOLINHHBIX eCMOVUHbIX OIyXOJIelt JKeH-
IVH B 2 pasa 6orblie, 4yeM MyxunH (p=0,003).

MennaHa Bo3pacTa Ha MOMEHT IIOCTAHOBKY [1arHo3a ABJAIACh
COIIOCTAaBMMOII B M3y4aeMbIX rpynmnax un cocrasua 31 [IQR 25-39]
u 33 [IQR 26-48,5] roga cooTBeTCTBEHHO (p=0,494).

Bcero B nccnenoBanue BKI0YeHb! 99 (81,8%) manneHTOB C Hep-
BIYHO BBIABJICHHOI I€CMOM/HON oIy Xo/bio 1 22 (18,2%) mannenra
C pelMIMBOM JIeCMOMHOI Oy XO/M.

PasMep OIyXo/y CTaTUCTUYECKM 3HAYMMO OKasajcs 6oblie
B TPYIIIIe 3a0PIOLINHHOI IOKA/IM3ALINIL, YeM B IPYIIIe abTOMIHA Ib-
HOJ1 ToKanu3anuu, u coctasun 9,6 [IQR 7-15] u 6,1 [IQR 4,3-9,2] cm
Co0TBeTCTBEHHO (p<0,001).

Hammuume cuMnToMoB 3a60/ieBaHMA NPy MePBUYHOM obpaliie-
HMU K Bpauy 3adMKCupoBaHo y 88 (72,2%) HalieHTOB 06eMX IPyIIIL
B rpynme [I® nepenHeit 6pIOIIHOI CTEHKM 1 3a0PIOIIMHHOI TOKa/IN-
3aIMM CUMIITOMHOE Te4eHMe JeCMOMIHOI OITy X0/ OTMEYeHo y 58
(79,7%) n 30 (62,5%) ma1eHToB COOTBETCTBEHHO (p=0,041).

YacToTa 06HapY>KeHNA Ma/IbIIMPYeMOro 06pa3oBaHMA OKa3anach
BBIIIIE B TPYIIIIE ALMEHTOB C leCMOMHBIMM OIYXO/LAMY IIepefiHel
OPIOLIHOI CTEHKM IO CPAaBHEHMUIO C T'PYIINOI MAIL[EHTOB C JeCMO-
VTHBIMU OITYXOJIAMM 3a0PIOIIVHHOJ TOKaIM3aIMI Y COCTaBIUIA 56
(76,7%) n 6 (12,5%) coorBeTcTBeHHO (p<0,001).

Yacrora Hamnuys 6071€BOro CMHAPOMA Y IALMEHTOB C 3a0PIOLINH-
HOIf JIOKa/IM3a1[yeif 0 CPaBHEHMIO C 60TIbHBIMY IeCMOUTHBIMM OITY-
XOJISIMU TlepefIHelT OPIOLIHOI CTEHKH OKa3ajach BBILIIE M COCTABIIA
13 (17,8%) u 22 (45,8%) coorBeTcTBeHHO (p<0,001).

DyHKIMOHAIbHbIE HAapYIIeHNA BCTPedannch y 12 (25%) maryeH-
TOB B TPYIIIIe 3a0PIOLINHHOI IOKaTM3aLI .

VIHUIBTPaTUBHBLI TUII POCTA 110 JAHHBIM KOMIIBIOTEPHOI TO-
morpaduu (KT) nin MarHuTHO-pe30HaHCHOI ToMorpaduy Ha Ipex-
OIePaIIOHHOM STalle Yallle HaOMIOAA/ICsA B IPYIIIle 3a6PIOITHHOI
JIOKANM3aII TI0 CPAaBHEHNIO C TPYIIION MAI[eHTOB C IeCMON/HbI-
M OITy XO/IAMY a6OMMHATbHOI JIOKQ/IM3aLyM 11 cocTaBmi 23 (48%)
u 14 (19,2%) coorBercTBeHHO (p=0,005). MynbTUIIEHTPIYECKMIT Xa-
paKTep pocTa TaKyKe Yallle BbIAB/IAJICA B IPYIIIe 3a0PIOIIVHHO JIO-
Ka/IM3alyIM 110 CPABHEHMIO C TPYIIIION MAIIEHTOB C JeCMOUHBIMM
OIYXOJISIMY aBJOMIHAIBHOI TOKamM3anmy u coctasui 11 (23%) n 6
(8,2%) cooTBercTBeHHO (p=0,03).

Bce MeguIMHCKIE JaHHbIE NTAIIIEHTOB, BKTIOYEHHBIX B MCCIIe-
ToBaHMe, JeNepCOHATN3NPOBAHDI U IIOABEPIHYTHl CTATUCTHYe-
CKOI1 06paboTKe ¢ UCHOIb30BaHMEM METOOB IIapaMeTpUYeCcKOTo
M HellapaMeTPMYeCKOro aHamn3a. B crydae oTCyTCTBMA HOpMalb-
HOTO pacHpefeneHnsA KOIu4eCTBeHHbIe JaHHbIe ONMCBIBATINCD
¢ momoubio Meguansl (Me) u nHTepKBapTHIbHOTO pasmaxa (IQR).
KonnyecTBeHHbIe II0Ka3aTeIN OLlEHMBA/NCh Ha IPEAMET COOT-
BETCTBMA HOPMaJbHOMY PacIlpefie/IeHMIO C TOMOIbI0 KPUTepus
KonmmoropoBa-CmuproBa. KateropuanbHbie JaHHbBIE ONMCBIBA-
JIUCh C YKa3aHUeM abCOMIOTHBIX 3HaUeHMIT M MTPOLIEHTHBIX HOMeIL.
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Tabnuua 1. XapakTepuctuka 60bHbIX
Table 1. Patient characteristics

Jlokanusaumsa 1®

MNpusHak
o61was rpynna (n=121) EEpeatss ?ﬁ:}';"a” CIEHKD 3abpiowwmHHas (n=48)
flon a6c. (%) MyxcKon 24(19.8) 8(11) 16 (33) 0,003
on, abc. (% ,003*
HeHckuit 97 (80,2) 65 (89) 32 (66,7)
Bospact naumeHToB, nosHbix net, Me [IQR] 32 [26—41] 31[25-39] 33 [26-48,5] 0,494
Bug onyxonm MepBuyHas 99 (81,8) 62 (85) 37.(77)
npu obpaLleHuu, 0,061
abc. (%) PeunaveHas 22 (18,2) 11 (15) 1(23)
Pa3mep onyxonu, cM, Me [IQR] 76 [5-12] 6,11[4,3-92] 96 [7-15] <0,001*
Hanuumne cuMnToMHoro TeueHus, abe. (%) 88(72,7) 58 (795) 30 (62,5) 0,041
Hanuuve nanbnupyemMoro obpasoBatus, abe. (%) 62 (51) 56 (76,7) 6(12,5) <0,001*
Hanuuve 6onesoro cuHapoMa, abe. (%) 35(29) 13(178) 22 (45,8) <0,001*
Hanunuve dyHKUMOHaMBHBIX HapyLLeHwiA, abe. (%) 12 (10) 0(0) 12 (25,0) <0,001*
Jlokann3oBaHHbIiA 22(18,2) 18 (24,7) 4(8,3)
Tun pocta, abe. (%) | WndunsTpaTusHbIi 3731 14(192) 23 (48) p 093 50*3*
12 Yy
CMeLuaHHbIN 20 (16,5) 11(15,1) 9(19)
XaparTep pocta MoHoLeHTpUyecKui 89 (73,6) 58 (79,5) 31 (64,6) -
abe. (%) MynbTULIEHTpUYECKHit 17 (14) 6(82) 123 '
*3necb v aanee B Tabn. 2, 3, 5: pa3nnuma nokasarteneii CTaTUCTUYECKY 3HauMMbl (p<0,05).
Tabnuua 2. HenocpeacTBeHHble pesynbTathbl
Table 2. Immediate outcomes

Mokasarens, abc. (%)

o6was rpynna (n=121)

Jlokanusauusa

nepeaHas 6p|ou.|Ha;| CTeHKa 336p|OLIJVIHHBH (n=48)

(n=73)
Pe3sekTabensHocTb 108 (89) 72 (98,6) 36 (75,0) <0,001*
RO 93(83) 67 (92) 26 (54)
PapukanbHocTb** R1 7(5,8) 3(4,1) 4(8,3) <0,001*
R2 12 (10) 2(27) 10(20,8)
IepuonepaumoHHbIe 0CTIOXHEHUS 13(10,7) 4(5,7) 9(22) 0,015*
KoMBuHMpoBaHHbIe BMelLaTenbcTea 34(28) 5(7,0) 29 (60,4) <0,001*

**13 aHann3a UCKIt0YeHbl AaHHbIe NALMEHTOB C HEPESEKTaﬁeﬂbeIMVI 0nyxonsamu, nepeHecLUnX cMMNToMaTuyecKkue w/vwnm 3KCniopatnBHbIe onepauun.

CpaBHeHMe IPOLIEHTHbIX J0JIell TPV aHa/13e MHOTONO/NbHBIX Ta-
61111 COIPSKEHHOCTH BBIIONHANOCH C TOMOIL b0 KPUTEPU A XU-KBa-
npar [Tupcona. Pasnmumsa cunTanuch CTaTUCTUYECK 3HAYMMBIMM
mpu p<0,05. [Ipu aHanmM3e OTHANCHHBIX PE3Y/IbTaTOB Oe3peLi/1B-
HOIt BeDKMBaeMocThio (BPB) cumracs nepuog ot oneparuBHO-
TO BMeNIaTebCTBA JI0 IIOABJIEHNS IPU3HAKOB PeLM/IMBa OIIyXO/N
JIN TIOCTIeHETO HabMIofeH st 60IbHOTO; 0011Iell BBKIMBAEMOCTBIO
(OB) - epnof OT OIIEPAaTHBHOTO BMEIIATE/IBCTBA [I0 CMEPTH I10 /0~
60¥1 IpUYMHE U [0 ITOCTIeHETO HaOIoeH A,

HaxkomneHne, KOppeKTHMPOBKa, CUCTEMaTU3aIMA UCXOTHON NH-
(dbopmanmy IpoOBOAMIIICD B 9/IEKTPOHHBIX Tabmuuax Microsoft Office
Excel 2007. CraTucTidecKuit aHaM3 OCyLIeCTBIIS/ICS C MCIIONb30Ba-
HMeM ITaKeTa CTaTUCTudecKux nporpamm IBM SPSS Statistics (bI-
myck 26.0; IBM, Ynxaro, CIIIA) u StatTech v. 3.1.1 (paspaboTumk —
00O «Crarrex», Poccus).

Pesynbratbl

1151 OLieHK M HEMIOCPE/ICTBEHHBIX PE3Y/IbTATOB XMPY PrIUYecKOro jie-
YEeHMA UCCTIET0OBA/INCDH CTICHYIOILU/IC IIOKa3aTe/nn: pe3eKTa6eTIbHOCTb,
paI[I/IKaTII)HOCTb, HepI/IOHepaI_U/[OHHI)Ie OCJIO>KHEHU A, Hepmonepaum—
OHHasI JIETA/IBHOCTD, YaCTOTA KOMOVHVPOBAHHDBIX XVMPYPrUYECKIX
BMENIATENbCTB (TalL. 2).

TTokasatenb pe3eKTabeTbHOCTH B pyIIIle abIOMMHAIBHON 1 3a0pro-
LIVMHHO TOKanusanuu coctaBun 98,6 (n=72/73) u 75,0% (n=36/48)

Ta6bnuua 3. CtpykTypa nocsieonepaLyoHHbIX 0CN0XKHEHUIA
Table 3. Structure of postoperative complications

CreneHb
0C/OXKHEHMs M0
Knaccudukaumm

Clavien-Dindo,
aéc. (%)

3abpiowwmHHas
NloKanu3auus,
n=9 (22%)

NepepHss 6prowHas
cTeHKa, n=4 (5,7%)

0,015*

v 0 0

**|11A cTeneHb, KOPPEKLMS OCTIOKHEHUI C NOMOLLbI0 BMeLLaTeNbCTB 6e3 0bLLeit
aHecTesuu.

€o0TBeTCTBEHHO (p<0,001). VIHGMIBTpaLst KPYIIHBIX COCYAOB, He-
PBOB, CMEXXHBIX OPTaHOB, IIPM KOTOPBIX JOCTUXEHME BU3Ya/IbHO
PajiMKaTbHOTO XMPYPrUUeCKOro Kpas CONPSKEHO ¢ ABHOM QyHK-
L[IOHA/IbHOJ HEMIEPEHOCUMOCTDI0, HAMM OIPefleNANach Kak Hepe-
3eKTabe/mbHbIIT Oy X0/IeBblii polecc. B rpymme JI® abomunanbHoi
JIOKA/IM3aIVy Hepe3eKTabebHBIM OITyXOJIeBBIM ITPOLIeCCOM IIPU3HAH
1 crydari manmeHTa, B aHaMHe3e KOTOPOTO MME/IOCh 5 XMPYPrudecKux
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Tabnuua 4. Bnusnue daktopos Ha BPB
Table 4. Impact of factors on relapse-free survival

Cpok aoxwutus (BPB), Mec

®akTop pucka Kateropus
Me+SE [95% U] M+SE [95% AM]
MNepenHss bpioLLHas cTeHKa - 193+11 [171-214]
Jokanusauus 0,003*
3abpioLwmHHas 86+19 [48-123] 118+19 [80-156]
JloKann3oBaHHbI# - 16147,6 [126-156]
Tun pocta WHUnbTpaTUBHBIN 38+28,6 [0-94] 110+22,8 [65-155] <0,001*
CMeLLaHHbIA - 160+29,9 [101-218]
MoHoueHTpryeckuit 186** 174+14,5 [146-203]
XapakTep pocta <0,001*
MynbTULEHTPUYECKII 19+18 [0-55,6] 66,8+16,4 [34,7-98,8]
RO - 176+14,6 [148-205]
CraTyc Kpas peseKLum R1 - 119+18,4 [84—155] <0,001*
R2 36+13,9 [8-63] 59+18,8 [23-96]
Jlo5 - 97+6,8 [83-110]
MWHMManbHBIN OTCTYN OT Kpast
Pe3EKLM, MM 5-10 186+83 [21-350] 180+20 [140-220] 0,374
Bonee 10 - 214+20 [173-255]
Jlo 5 186** 158+14 [130-186]
MakcuManbHblil pasmep onyxomm, CM 5-10 = 16716 [135-199] 0,340
Bonee 10 - 103+11,7 [80-127]
MpuMeyanue. Me — MefinaHa cpoka poxutus (PB), M — cpeaHee 3HaueHue cpoka foxutua (BPB), SE — cTaHfapTHas owwnbka, IV — foBepuTenbHbIiA MHTEPBaN; *BAnsHUe dakTopa
Ha BPB ctatucTuyecku 3Haummo (p<0,05); **MeanaHa BbIXKMBAEMOCTW AOCTUTHYTA B CllyYae € HaubonbLuMM CpoKoM Habnioaenms, SE=0, rpaHuubl 95% [IM He onpepensauce.

BMeEIIATENbCTB 10 ooy [P mepenHelt OPIOMIHON CTEHKM, BbI-

Puc. 1. TpexneTHss BbDKUBAEMOCTb B 3aBUCUMOCTH OT JIOKaNU3aLum
TIIOTHEHHBIX I10 MECTY JKUTEIbCTBA. HpOI‘peCCI/IpOBaHI/Ie 3abo07eBa-

ZAecMouaHow onyxonu: o — Kpusasi 0B no Metopy KannaHa—Meitepa B 3aBucuMocT1

HUS B BUJle IPOPACTaHNs1 IECMONAHOIL ONyXO/Y B OPraHbl Gpiol- 0T JIOKaNM3aLmMm AeCMonaHow onyxonu; b — kpusast BPB no metogy Kannaxa—Meiiepa
HOJI IIOJIOCTYI, MAJIOTO Ta3a C BOBJIeYeHVeM MaTICTPaIbHBIX COCY/IOB, B 3aBMCHMOCTM OT JIOKaM3aLMN ECMOVAHON OMYXONN.
BbIsABIeHHOE 10 AaHHbIM KT ¢ BHyTpUBEHHBIM KOHTPACTUPOBAHU- Fig. 1. Three-year survival rate depending on the localization of desmoid tumor:

a — Kaplan-Meier 0S curve depending on the desmoid tumor site;

eM, ABUTIOCD TIPUHIMHOI HepesekTabenbrocTu. [laiyenty Hastade- b - Kaplan-Meier RFS curve depending on the desmoid tumor site.

Ha KOM6I/IHI/IPOBaHHa}I JIEKapCTBEHHAA TEPANNA. HpI/I KOHTPOJIbBHOM
O6C}'I€JIOBaHI/II/I qepe3 ron 3a(1)1/11<c1/1p03a1-1a CTa6I/ITII/I3aLU/IH Imponecca.

. a QyHKUMM BLDKVBAHMA
B rpymne 3a6poOIMHHOIL IOKAIN3aLUU Hepe3eKTabe/IbHble OIIy- 0 ﬂsgsgnZilégﬂonyxw
XOJIEBbIC Hpoueccm SapeI‘I/ICTpI/IpOBaHI)I y 12 ITAIIVIEHTOB. Ha JOO0IIe- W n
- 1 llepeaHas 6p|0LLIHaR CTeHKa
PalilMOHHOM 3Tall€ 110 JaHHbIM KT n MariuTHO-pE€30HaAaHCHOM TO- p=0,07 —1 3a6pHoLUMHHAN NOKaNM3aLust
4 M [§] -
Morpaduy ¢ BHyTPUBEHHBIM KOHTPACTUPOBAHNUEM Y 4 MALEHTOB 80 = oy OB HAGTINERA
or _ 3abpioLLnHHan NoKanu3aums —
OIyXO/b paclieHeHa Hepe3eKTabeIbHOI. Y 8 IaIlMieHTOB MpeAnpyu o
HsATA IIOINBbITKA BBINOMHEHMA R-1 XI/IpypI‘I/I‘IeCKOI‘O BMeIIaTe/IbCTBa © 60
B CBA3M C COMHMTE/NIbHOI MH(GOPMaIMeil 0 pe3eKTabe/IbHOCTH Jie- o
CMOVITHOJI OITyXOJIN IO IAHHBIM IIpefOIepalMOHHON AMarHOCTH- 40
KU, OMTHAKO B X011 I/[HTpaOl'IepaLU/IOHHOIM/I PpeBU3MN BbINNIOTHUTD RO/
R1-onepamnuio He npencTaBIANIOCh BOSMOXHBIM IO IIPUYNHE HBA- 20
3N B 6HVI3KOpaCHOHO)KeHHbIe OpFaHI)I u/vinn MaFI/ICTpa)'IbHI)Ie cocy-
IbI. B cB431 ¢ BBICOKMM PUCKOM BbIITIOTHEHU A R2-0nepau1/m, pucCKoM 0
BBIIIO/THEH A BBICOKO TpaBMaTI/I‘{HOI/I OHepaLU/II/I C HeO6XO}II/IMOCTbIO 0 50 100 150 200 250 300
IIpOTE3NPOBAHNA MarI/ICTpa]'IbeIX COCynioB, pI/ICKOM HapymeHuna Cpok HabntopeHus, Mec
(bYHKILMOHATBHOCTH PELIEHO OTKAa3aThCs OT BBIIIOJIHEHIIS 3aBeH0- b OYHKUMM BIHMBaHNA Nokamsaus

MO HepajINKaIbHOTO BMEIIATEIbCTBA.

VI3 72 nauyeHTOB, IIepeHECUINX XM PYPrudecKoe BMelaTe Ib-
CTBO I10 IOBOAY JeCMOMAHOIT OIIYXO/IN HepefHeil OPIOIIHOI CTeH-
KM, pagukanbHas onepanua (RO) BoimonHeHa y 67 (72,0%), Mu-
kpockonudecku (R1) u makpockonnyeckn (R2) HepagukaabHas
onepauus - y 3 (42,9%) u 2 (16,7%) mareHTOB COOTBETCTBEHHO.
B rpynme mamnyeHTOB C IeCMOVAHBIMY OIIYXO/ISIMY 3a6PIOIINHHOM
noKanu3anuu cpeny 40 MaieHToB, MepeHeCINX XUPYPrUdIecKoe

[LecMouaHon onyxonu

_ MNepennss bpiolLHan cTeHKa

— 3abploLMHHas N10KaM3aLms

1 Mepeansas bpioluHan CTeHKa —
LieH3YP1pOBaHHbIe HabniofieHma

4 3abpioLWMHHan NoKanM3aLma —
LieH3YPUPOBaHHbIe HaBNIofeHMA

BPB, %

BMeEIIATe/NIbCTBO, pafiMKajIbHbIe Ollepally BHIIIOTHEHBI B 26 (65%) 204
cnydanx, R1- u R2-pesexiun - B 4 (10%) u 10 (25%) cnyyasx co-
OTBETCTBEHHO.

9 ‘ ‘ ‘ : ‘ ‘
HOCIOISOI'[epaIU/IOHHbIe OCJIO>KHEHM A 3aPerUCTPUPOBAHbI Y 4 6(5,7 %) i T A R T
u 9u(22 %) TIALIVIEHTOB C J_ICCI\iIOI/I/IHbIMI/I OIIYXOJIAMU IIEPEHEN OpIOLI- Cpok HaBmogenns, Mec
HOJI CTEHK 11 3a0PIOIIVHHOJ TOKaTM3aLMy COOTBETCTBEHHO. YacToTa
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Tabnuua 5. HesaBucumble daktopbl pucka 6PB
Table 5. Independent risk factors for RFS

MHorocaKTopHbIN aHanu3

95% AU
3abpioumteian 2,65 135 5,20 0,005*
NoKanu3auus
WHdunbTpaTUBHLIA TUN 149 0,90 245 0.12
pocta
MynbTULEHTPUYECKUA .
XapaiTep pocTa 3,9 1,81 8,59 0,001
Makpockonuyecku
NONOXKUTENBHBIN Kpan 2,14 1,47 3,13 <0,001
pesekumu (R2)
NpuMeyanue. OP — oTHocuTeNbHbINA puck, Bl — BepxHss rpanuua IW, HI — HkHas
rpaquua AN,

U CTPYKTYpa HOC/IeOepaliIOHHbIX OCTIOXKHEHMII IO KIaccuduka-
1uu Clavien-Dindo mpepcTaBieHst B Ta67L. 3.

Cy4aeB IeproIeparHOHHOII IeTaTbHOCTH He OTMEYEeHO.

B 28% (n=34) cy4yaes moTpe60BaNOCh BBIIIONTHEHIEe KOMOMHIPO-
BAaHHBIX XMPYPIUUECKIX BMEIIATEIbCTB.

OTaaneHHble pe3ynbratbl

Hamu nmposepen ananus OB no metony Kannana-Meittepa B nsyda-
€MBIX I'PYIIIaX AIMeHTOB B 3aBUCMMOCTH OT IOKanu3aluu. Mennana
Habmoenusa cocrasuna 73,5 mec [IQR 34,5-108].

Tpexnernaa OB npu mokanusanum feCMOUIHON OIYXOIN B Iie-
pepHeit OpIoIIHOIT cTeHKe cocTaBua 100%, mpy 3a6pIOLIMHHOI JI0-
Ka/m3anuun - 92,3%. B rpyIne nanueHToB ¢ 3a0pIOLIMHHO IOKaIN-
3al1eit 1eCMOMITHOI OITyX0/y 3a(VMKCMPOBAHO 2 JIeTa/IbHBIX MCXOJA.
B opHOM cry4ae meTanbHBI MCXON HE CBA3AH C IIPOSABIEHUAMM OC-
HOBHOTO 3a00/IeBaHI, B [PYTOM CMEPTb HACTYII/IA BCTEACTBIIE IIPO-
IpeccHpOBaHMsI OCHOBHOTO 3a60/IeBaHNs Y MAIMEHTa C Hepe3eKTa-
6e/bHOII [IeCMOMIHOI OITYXOJIBIO.

IIpuHuMas Bo BHMMaHMe ocobeHHOCTHU TedeHus [IP u BbIcokue
nokasatenu OB B obeux rpymmnax, Hanbojee IIOKa3aTeTbHON Xapak-
TEPUCTUKON, TO3BOJIAIOLIEN OLIEHMBATh OHKOMOTUYECKIE PE3yb-
TaTBI JIeYeHN GOTIbHBIX IeCMOMIHBIMY Oy XO/AMY, siB/sieTcs: BPB.

Tpexnernsaa bPB B rpyniie manuenToB ¢ 1eCMOMIHBIMY OITYXOTAMI
Tiepe/iHel OPIOIIHON CTeHK U 3a0PIOIIMHHOI TOKA/TM3aliieil COCTaBy-
n1a 83,4 1 72,5% coOTBETCTBEHHO, 5-n1eTH:AsA bPB B rpynmne naijuentos
C IeCMOVIFHBIMY OIIYXO/LIMU IIepe/iHeTt OPIOIIHOI CTeHKM 11 3a6pIo-
VHHO moKanu3saiueit — 80,4 1 63,4% coorBeTcTBeHHO. Menmana bPB
y HALIMeHTOB 3 IPYIIIIbI I6CMOUFHBIX OITYXO/Iel [IepefHe T OPIOLIHOI
CTEeHKM He JOoCTUTHyTa. Menuana bPB y maieHToB ¢ 3a0pIOIIMHHbBI-
MM JIeCMOVTHBIMM OITyXOJISIMY COCTaBMIa 73 Mec (puc. 1).

Hamn mpoBefieH aHa/m13 MOTeHIManbHbIX paKTOpOB porsosa bPB
(ta6m. 4). YcTaHOB/IEHO, YTO 3a0PIOLIMHHAS JTOKA/IU3ALMS IECMOU-
HOVI OITyXO/Y, MHOWIBTPATUBHBILI THIT POCTA, MY/IBTULIEHTPUYECKIIT
XapaKTep poCTa ¥ MaKPOCKOIIYECKY TTONOKUTENbHBIN Kpali pesek-
LUV CTATUCTUIECKM 3HAYMMO yXyamaroT bPB.

B pesynbrare IpoBeeHHOr0 HaMJY MHOTO(DAaKTOPHOTO aHAJIN-
3a BbIsIBIIEHBI HeaBucuMble pakTopsl pucka BPB (tab. 5, puc. 2).

Hanuune 3a0pIolIMHHOM IOKaIN3ALUY TeCMOMHO OMYXOMN
yBENMUMBAET PUCKM PelyayBa B 2,65 pasa, Hamu4me MyIbTUIIEH-
TPUYECKOTO XapaKTepa pocTa IeCMOUIHOI onyXonu — B 3,94 pasa;
Ha/In4ye MaKpOCKOIIMYECKY OTIOXKUTENIbHOro Kpast pesexumu (R2) -
B 2,14 pasa.

06cyxaenue

Xupyprudeckuit MeTog, nedeHns 6onpHbIx 1P mpogomkaer ocra-
BATbCsI OCHOBHBIM, OCOOEHHO B IPYIINAX MAI[EHTOB C CUMIITOMHBIM
TedeHneM 3a60/IeBaHYISI W B CTyYasiX IPOTPecCUPOBAHIS HA poHe
BBDKMJaTeNNbHOI TakTuKY Look and Stay [11, 12].

B cBasu ¢ pasnnyHoii T0KaMM3aLmell, HEIPeJCKa3yeMOCTbIO K-
HIIeCKOTO TeYeH s, OTCYTCTBIEM OOIEeNPUHATHIX YeTKIX KpPITe-
pueB BbIOOpa MeTOZia JIEUEeHIsL I/ VT IIOCTIE[OBATE/IBHOCTY METOTI0B

Puc. 2. YpoBeHb BPB B 3aBMCMMOCTH OT loKanu3aLmMm onyxonu, Tuna

1 XapaKTepa pocTa, MaKpOCKONMYECKM NOSI0KUTENLHOIO Kpas pe3eKumnm:

a - kpusas bPB no MeTopy KannaHa—Meliepa B 3aBUCMMOCTY OT NI0KanU3aLum
ZAecMouaHoi onyxonu; b — kpusast BPB no Metosy Kannana—Meiiepa

B 3aBMCMMOCTM OT TWNa pocTa eCMONAHOI onyxonu; ¢ — kpueas bPB no mMetopy
KennaHa—Meiiepa B 3aBUCHMOCTM OT XapaKTepa pocTa AeCMOUAHOM ONyXonu;

d - kpuBas bPB no Metopy Kannaxa—Meiiepa B 3aBuciMocTy T cTaTyca Kpas
peseKumu.

Fig. 2. Recurrence-free survival rate depending on tumor location, type and
growth, macroscopically positive resection margin: a — Kaplan-Meier RFS curve
depending on the desmoid tumor site; b — Kaplan-Meier RFS curve depending on
the type of desmoid tumor growth; ¢ — Kaplan-Meier RFS curve depending on the
nature of desmoid tumor growth; d — Kaplan-Meier RFS curve depending on the
surgical margin status.
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JIe4eHN OIIpefie/ieH e TIPOTHOCTUYECKMX KPUTepHeB TedeHN s 3a00-
JIeBaHVA MMeeT OOJIBILIOI Hay YHO-IIPAKTUUeCKMIT MHTepeC.

B rexy1ieM MccefoBaHNM HaM YAa/I0Ch YCTaHOBUTD HeO/IarOIpH-
ATHbIE GaKTOPBI IporHo3a BPB, K KOTOPBIM OTHOCATCA 3a0PIOLINH-
Has JIOKa/IM3alusA TeCMOMIHOI OIyXOMy, MHOUIbTPATYBHBII TUII
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pocTa, MyIbTULIEHTPUIECKMIT XapaKTep pOCTa IeECMOUIHOM OITyXO0-
71, @ TAK)KE MAKPOCKOIIMYECKM TTOTOKMUTENbHbIN Kpali pe3eKIn.

Pe3y/nbTaThl HAallleToO MCCIEOBAHNUA YKa3bIBAIOT Ha 60Jee BbI-
COKYIO YaCTOTY PeLIUJIBOB y OOMBHBIX IeCMOUHBIMYU OIYXOJI -
M 3a6PIOMINHHOI IOKaIN3aL I 10 CPABHEHUIO C 6ObHBIMIU [ie-
CMOUJIHBIMM OITYXO/IAAMM IIepefHelt OprourHoit crenku (50 1 20,5%
COOTBETCTBEHHO). Ilo/TyyeHHbIe TaHHbIE COINIACYIOTCS C Pe3yb-
TaTaMU UCCTIE[OBAHNUA 3aPYOEIXKHBIX M OTEIeCTBEHHBIX aBTOPOB,
KOTOpBbIe OTMEYAIOT, YTO YACTOTA PELM/IMBOB IIPU 3a0PIOIINHHOI
JIOKaIM3aI UM MOXKeT JOCTUTaTh 40%, a Y 60TIBHBIX JeCMOUJHbI-
M OIIYXOJLSIMM IlepefHelt OPIOIIHOI CTEHKM BapbUPYeT B Ipefe-
nax 10-30% [13-17].

VHOUABTPaTUBHBII TUI M MYIbTULIEHTPUIECKIIT XapaKTep po-
CTa, ONpefieNiAeMblli 110 JAHHBIM BMU3Ya/nbHON AMATHOCTUKY, TaK-
e SABJIAI0TCA HeOIaronpuATHBIMU GaKTOpaMy IIPOrHO3a MO faH-
HbIM Halllero MCClefoBaHmsA. Mbl cunTaeM, 4T0 MHOUIBTPATUBHBII
TUI ¥ My/IBTULIEHTPUIECK I XapaKTep POCTa KOPPEIUPYIoT ¢ 6ojee
HI3KOJ YaCTOTOJ BBITIO/THEHN A PaAMKa/TbHBIX XMPYPrUYeCcKIX BMe-
marenbcTB. Onpesienenne ¥ MHTEPIIPETALMSA JAHHBIX BUSYaTbHBIX
METOJ[OB IMaTHOCTUKM Ha JOOIePaIlIOHHOM 3TaIle, Ha Halll B3ITLAf,
IOJDKHBI YYUTBIBATCS B IPUHATUMN PellleHNs O BBIOOpe TaKTHKe Jie-
JeHM s GO/bHBIX IeCMOUTHBIMMU OITYXO/ISAMIL.

HecmoTps Ha mosiB/IeHMe BCe GO/MIbLIETO KOMMIECTBA HAYU-
HBIX COOOIIEHMIT O JeCMOUIHBIX ONMYXO/NAX B TeUeHMe HOCIef-
HIUX 5 JIeT, B MUPOBOIf TUTepaType OTCYTCTBYET KOHCEHCYC IO
MHOTYM BOIIPOCaM, CBA3AHHBIM C JIe4eHNeM 6OMTbHBIX ZaHHBIM
3aboneBaHMeM. B 4acTHOCTM, /1O HACTOALEIO BPEMEHMU OCTaeT-
Csl IUCKYCCUOHHBIM BOIIPOC O BIMAHUM HONOXUTENBHOTO Kpas
pe3eKIuy Ha YacTOTy MECTHOTO peuuausa [15, 18-23]. Anannus
pe3y/bTaTOB HAIETO UCCIelOBAHNA He BBIABIU/I 3HAYMMBIX pa3-
anynit Mexxay rpynnamu ¢ RO- u R1-xpasamu pesexumit, ogHa-
KO CTaTyc Kpas pesekuun R2 focrosepHo cBasan ¢ xypueii bPB
(p<0,001). VI3 mony4eHHBIX Pe3y/IbTATOB C/IEfYET, YTO MAKPO-
CKOIMYecKM HepapiukanbHble (R2) pesexunuy HeraTMBHO BIUA-
10T Ha IPOTHO3 TeYeHN:A 3a00/MeBaHyA U JO/DKHBI HPUMEHATCA
TOJIBKO B CJIyYasAX CUMIITOMATIYeCKOTO ledeHI A QYHKI[MOHA b~
HBIX HapYIIEHMIT, 0OYCTOBICHHBIX IPOrpeccUpoBaHMeM 3a60-
7IeBaHNA, IPY HEBO3MOXKHOCTH JocTykeHus RO/R1-pesexknumn.
B OCTaNBHEIX CTyYasaX JOMKHBI OBITH PACCMOTPEHbI KOHCEPBa-
TUBHbIE METOJbI IEYEHU .

3aknoyeHue

Heqeﬂme 60]IbeIX OECMOUTHBIMU Ol'IyXOTIFIMI/I 3a6pIOI.HI/IHHOf/'I
7 a6OMIMHATTBHO JTOKA/IN3A LM JO/IKHO ITPOM3BOUTHCS B CIIELI -
alII/ISI/IpOBaHHI)IX KINMHUKAX, 0611a11a101111/1x JOCTAaTOYHBIM OIIBITOM
HpOBeJIeHI/IH XI/IpypI‘I/I‘IeCKI/IX BMeIIaTe/IbCTB, B TOM YUC/1e KOM6I/I—
HI/IpOBaHHI)IX. TaKTI/IKa JIeYeHUu A 6OHI)HI)IX OEeCMOMITHBIMI OHyXO—
JIAMU DOI’)KHa onpenenmbcn peH.IeHI/IeM MYH])TI/II[I/ICLWIHTII/IHE:IPHOI‘O
KOHCI/ITII/IYMa n 6a31/[p0BaTbCﬂ Ha OCHOBaAaHUMN HepCOHaTII/BI/IpOBaH-
HOTI'O OHKOJIOTUYECKOTO " beHKIU/IOHaJII)HOI‘O HpOI‘HOSOB B COOT-
BETCTBUU C rpyrmaMM HpOI‘HOCTI/I‘-IeCKOI‘O pI/ICKa.

PackpsiTie HHTEPECOB. ABTOPHI IEK/IAPUPYIOT OTCYTCTBYE SIB-
HBIX J IOTEHIIMa/IbHBIX KOHQ/INKTOB MHTEPECOB, CBA3AHHBIX C IY-
6/1MKaIel HaCTOALLEH CTaTbU.
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