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AHHoTaums

O6ocHoBaHuWe. 3n0KayecTBEHHbIE OMyXxoau 3 obonoyek nepudepuyecknx Hepsos (300MMH) — 3To peakas U arpeccuBHas rpynna capkoM, KoTopble
MOryT BO3HMKaTb CMOPaAMYECKM, nocsie ny4eBoit Tepanuu nubo Ha doHe HelipodmbpoMaTtosa 1-ro Tuna. Cuutaetcs, YTo noTeps GYHKLMM reHoB
NFT, TP53 v CDKNZA He TonbKo cnocofbcTBYeT NporpeccupoBanuio AobpoKkadecTBeHHoN Herpodubpomsl fo 300(MH, Ho v sBNSeTCS NAOXUM NpOrHo-
CTMYECKUM NpU3HaKoM. Bonpoc onTUManbHoro BefieHus NaLMeHTOB C JaHHON NaToMor1el Ha TEKYLLWUIA MOMEHT 0CTaeTCs HEpELLEHHbIM, a TaKKe He
YCTaHOBJEHbI TOYHbIE (PaKTOpPbI NPOrHoO3a.

Lienb. MpoaHanuaupoBatb pesynbraTbl XMpypruyeckoro neyeHus nauventos ¢ 300MH, onpesenuTb nporHocTudeckue GakTopsl, BAMSIOLLME Ha 06-
LUYyH M 6e3peLiManBHYIO BbIXKMBAEMOCTb.

Matepuansl u MeToAbl. B peTpocneKTMBHOE M NPOCNEKTUBHOE UCC/eL0BaHUE BKIIOYEHBI B3POCSIbIE NAaLUEHTbI C FUCTONOMMYECKN NOATBEPH AEHHBI-
mu 300[MH, npoxoamsLimne neyenue B nepuog, ¢ 1998 no 2021 r. B ®IbY «<HMUL, onkonoruv um. H.H. BroxuHa». OnepaTuBHoe BMeLLaTeNbCTBO NpoBe-
AeHo 61 naumeHTy, U3 Kotopbix 38 (62%) eHwmH 1 23 (38%) MyxunHbl. Hanbonee yacto 300MH nokanusoBanuck napasepTebpanbHo — y 22 (36%)
BonbHbIx. [lanee no YacToTe BCTpe4YaeMoCTH Clefl0Banu ONyXonu 3abproLuMHHON Nokanu3auum — 14 (23%). Ha nonto BepXHUX M HUKHUX KOHEYHOCTe
npuwnock 13 (21%) n 12 (20%) cny4aes COOTBETCTBEHHO.

Pesynbratel. [ins onepupoBaHHbix bonbHbix ¢ 300MH MeanaHa obiwueii BexkuBaeMocTu (0B) coctauna 46 Mec (95% AoBepuTenbHEIA MHTEpBAN
26,1-65,9). TpexneTHss u naTuneTHas OB coctaBunm 46 n 31% cooTBeTcTBEeHHO. MeanaHa 6espeunansHoii Bbixueaemoctn (BPB) coctauna 27 Mec
(8,7-45,3), TpexneTHAs u naTunetHsas bPB — 26 n 13% cooTBeTcTBEHHO. MeauaHa OB npu onyxonsx 1-i cTeneHn 3110Ka4eCTBEHHOCTU He AOCTUr-
HyTa, 2 1 3-i cTeneHm 3noKavyecTBeHHoCcTM — 53 u 33 Mec cooTeTcTBeHHO (p=0,033). Meamnana BPB npu onyxonsx 1, 2 u 3-ii cTeneHn 3nokade-
cTBeHHocTH coctasuna 119, 43, 15 Mec cooteTcTBEHHO (p=0,078). Y naumeHToB, nepeHeclumx pagukanbHyio (RO) onepaumio, nonyyeHsl 6onee
BbICOKMe noka3satenu bPB (p=0,006) n 0B (p<0,0001). Mocne paankanbHoii (RO) onepauun MepmaHa OB He mocTurHyTa, mocne HepafuKanbHOM
(R1/R2) MenuaHa cocTaBuna 34 Mec. MepamaHa BPB coctaBuna 124 Mec nocne RO-pesekuun v 48 mec nocne R1/R2.

3akniovenue. Hanbonee sHauMMbIMu hakTopamu nporHosa y 6onbHbix ¢ 300H sBnsioTcA pagyUKanbHOCTb BbINOSHEHHO ONepaLmm U CTeNeHb 310-
KauecTBEHHOCTK. Pa3Mep oMmyxonu 1 ee NoKanu3aLus B HaleM UCCNIeA0BAHUM He BIIUSNIM HA OTAANEHHbIe Pe3yNbTaThl IeYEHUS.
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Abstract

Background. Peripheral nerve sheath malignancies (PNSM) are a rare and aggressive group of sarcomas that can occur sporadically, after radiation
therapy, or related to neurofibromatosis type 1. Loss of function of NF1, TP53, and CDKN2A genes is thought to contribute to the progression of benign
neurofibroma to PNSM and is a poor prognostic sign. The optimal management of patients with this disease is currently unresolved, and specific
prognostic factors have not been established.

Aim. To analyze the results of surgical treatment in patients with PNSM and establish prognostic factors of overall and recurrence-free survival rate.
Materials and methods. The retrospective and prospective studies enrolled adult patients with histologically confirmed PNSM treated between 1998
and 2021 at the N.N. Blokhin National Medical Research Center for Oncology. Surgical intervention was performed on 61 patients, 38 (62%) females
and 23 (38%) males. The most common PNSM localization was paravertebral (22 [36%] patients), followed by retroperitoneal (14 [23%] patients), and
upper and lower extremities (13 [21%] and 12 [20%] patients, respectively).

Results. For PNSM patients with a history of surgery, the median overall survival (0S) was 46 months (95% confidence interval 26.1-65.9). The 3-year
and 5-year 0S was 46% and 31%, respectively. The median recurrence-free survival (RFS) was 27 months (8.7-45.3), and 3-year and 5-year RFS was
26% and 13%, respectively. Median 0S for grade 1 malignancies was not achieved, while grade 2 and grade 3 malignancy was 53 and 33 months,
respectively (p=0.033). The median RFS for grade 1, 2, and 3 tumors was 119, 43, and 15 months, respectively (p=0.078). Patients who underwent
radical (R0) surgery had higher RFS (p=0.006) and 0S (p<0.0001). After radical (R0) surgery, the median OS was not achieved; after nonradical (R1/R2)
surgery, the median was 34 months. The median RFS was 124 months after R0-resection and 48 months after R1/R2.

Conclusion. The most significant prognostic factors in PNSM patients are the radicality of the surgery performed and the malignancy grade. In our
study, tumor size and localization did not affect the long-term treatment results.

Keywords: malignant peripheral nerve sheath tumors, neurofibromatosis type 1, surgical treatment
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Beepnenue

3n0KayecTBEeHHbIE OIYXOMM M3 0007m04YeK mepudepnaeckux
HepBoB (3OOITH) - BapumaHT MATKOTKaHBIX CapKOM, IIPOMCXO-
IDAMMNX U3 HEPOSKTOJepMaNbHBIX K/I€TOK YepeITHbIX MIN IIe-
pubepndeckux HepBOB. ITH OIYXOIM COCTABIAIT 5-10% Bcex
CapKOM MSATKIUX TKaHell, OMHAKO B 00Iel] IO Y/ OHM BCTpe-
YaI0TCs PEJKO, eXKerofjHasi 3a60/1eBaeMOCTb COCTaBIIsACT IPUMEp-
Ho 1:100 TbIc. yenoBek B rop [1]. Kak mpaBuio, oHM BOSHUKAIOT
criopagnydeckn (mpuMepHo B 50% ciydaes), Ha GoHe Heitpodu-
6pomarosa 1-ro tuma - HO-1 (20-50%) nubo nocie mpoBeneH-
Holt ny4eBoit Tepanuu — JIT (10%) [2]. Ha Texymmit MOMEHT He
cymiecTByeT efuHbIX cTaHmapToB nedenus 3OOIIH. Cormacho
pexomeHpanusiM EBpPOIeicKoro OHKOIOIMIeCKOro obIiecTBa u
HarnyoHanbHOI KOMITTIEKCHON OHKOJIOTMYeCKOII CEeTU pajiuiKajb-
HOe XUPYpPIMYecKoe yJajeHMe OIYXOMM OCTAETCA «30/I0ThIM
CTaHZApTOM» B BeJ€HNN JAHHOI KaTeropuu 60nbHbIX [3, 4]. Cpe-
o MATKoTKaHbIX capkoM 3OOIIH nMeroT ofyH 13 caMbIX BbICO-
K11 TToKasareseit MecTHOTO peunpusa (40-80%), a oTHameHHbIe
MeTacTaspl HabmofaTcs B 30-60% ciydaes, IIpy 3TOM CaMoil
YacTOjl TOKa/IM3alell MeTacTa3upoOBaHUs SIBIAIOTCA erkue [5].
Ponp nepuonepaunonnoro cucremuoro nedenus u JIT Bce eme
nucKyrabenbHa. ITo JaHHBIM HEKOTOpBIX aBTOpoB, 30OITH, ac-
conuupoBaHHble ¢ HO-1, cBA3aHbI ¢ XyAIIeil BBDKMBAEMOCTBIO B
CpaBHEHMM CO CIIOpajniecKumiu [6], B To BpemsA Kak JpyTue uc-
CJIeOBaHIA He TOKa3a/Iy 9Ty CBA3D [2]. PacxoxieHns TakxKe Ha-
O/110[1a10TCS B OTHOLIEHUM APYTMX IIPOTHOCTUYECKUX PAaKTOPOB,

KOTOpbIE BK/IIOYAKOT, CPEM MPOYETO, IOKAM3ALMIO OIYXONH,
pasMmep, CTelleHb 3/10KA4€CTBEHHOCTHU, a TAKXKE MUTOTUYECKUIA
uHzeKc [7]. XOTA B MHOTOUMCTIEHHbIX UCCIEOBAHMAX COOOIIAIOT
0 TOM, YTO MpOrHo3 y 6ombHbIX ¢ 3OOITH pasnuyeH, BhIKUBae-
MOCTD OONMBHBIX B I[e/IOM OCTaeTCA HUSKOIL.

MaTepMaﬂbl 1 MeToAabl

Bcero B mccnemoBaHye BK/IIOYEH 61 HAaLMEHT C TUCTONOTH-
YeCKM IO[TBEPXK/IEHHBIM JMarHo3OM 3/I0Ka4eCTBEHHON OIry-
Xomu m3 obonodek nepudepryeckux HepBOB, KOTOPOMY IIPO-
BefieHO Xxupyprudeckoe nedenue B OI'bY «HMUI onkonorum
M. H.H. bnoxnna» sa nepuop c urons 1998 mo asrycr 2021 r. I1po-
BeJleH PEeTPOCIIEKTVBHBIN aHA/IN3 PE3yIbTaTOB XUPYPIrUIeCKOro
JledeHNsI, U3YUeHBl M MpPOaHA/TN3MPOBAHBI AeMorpadudeckue u
KIMHUYECKMeE OKa3aTe N, HeIOCPEICTBEHHbIE U OT/la/leHHbIE Pe-
3y/IbTAaThl XMPYPrudecKkoro nedenus. [IpoaHanmusupoBaHbl HaH-
Hble 6OJIBHBIX: IIOJI, BO3PACT HAa MOMEHT IOCTaHOBKM [MarHO3a
u craryc HO-1; nepBu4HOIl OIyXo/mu: pa3Mep, CTeleHb 37I0Kade-
CTBEHHOCTH, TIOKa/IM3AIIVLS; JIOKAIM3alM A METACTa30B (eC/y nMe-
I0TCS), @ TAKOKe XapaKTep JIeYeHNs [0 oOpallleHNns B Hall LeHTP.
bonee Toro, Mpl monyunnu gaHHbIE O TUIE Y OHKOJIOTMYECKOM
pagMKanyu3Me XMPYypPrudecKux BMeNIaTeIbCTB, IlepronepanioH-
HBIX XMMMOTEPANeBTUYECKIX PEXKMMAX, IPOBEAEeHHBIX 60TbHBIM
C JIOKa/IM30BaHHBIM ITPOIIECCOM, A TAK)Ke PeXXMMAX MONUXIMIO-
tepanuu (IIXT), mpoBefieHHbIX B Ma/UIMATUBHBIX Lenax. Obmas
BbDKMBaeMOCTb (OB) paccumThIBamach OT AaThbl XMPYPIrUIeCKOTro
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JledeHns 10 TOCTIefHero HabmiofieHNs (LeH3ypupOBaHHBIE [JaH-
Hble) 60 cMepTy 6OIBPHOTO 110 T060i1 HIpuunHe. bespenuans-
Has BbDKMBaeMocTb (BPB) paccumTeiBanmach OT [JaThl Olepaiun
O JaThl Pa3BUTHA MECTHOTO PEIMANBA, IIOCTIeTHET0 HAOMIOfeHIA
60rpHOrO (LieH3y pHpOBaHHbIE fJAHHBIE) 1160 CMEPTH [AL[MEHTA.

Bce crartmcTmyeckye aHamM3bl IPOBEAEHbBI C MOMOIIBIO CTATH-
cruyeckoii mporpaMmel IBM SPSS Statistic 26. [luckperHble me-
peMeHHble CyMMMpPOBA/IVCh B BUJIE 4MCET U HPOLEHTOB, HeIpe-
PBIBHBIE — C MCIONIb30BaHMEM CPEJHMX 3HAUEHNI U AMAIIa30HOM
B C/lIy4ae HOPMAJIbHOTO DAcIIpefiefieHNa MINM C MeJMaHOM, KOI-
Ja pacnpefiefieHVie OTIMYaNOCh OT HOpMasbHOro. JlnA mocrpoe-
HIIA ¥ OLIEHKVI Pa3NN4Mii BBDKMBAEMOCTH VICTIONb30BAMVCh KPVBbIE
Kammana-Meitepa, Tect log-rank. Pasmrums canranuch craTucTu-
weckyt 3HadmMMbIMy 1pu p<0,05. Ha I aTame mpoBezer ogHodaxTop-
HbIJT aHA/IN3 C HOLIATOBBIM BK/IIOYeHMeM pakTopos. Bee daxropsr,
mocruriye p<0,1 B ofHOMAKTOPHOM aHa/M3e, BK/IIOYEHB B MHO-
rodaKTOpHbIiT aHamu3. A mpoBefeHnsT MHOTO(aKTOPHOTO pe-
TPeCCMOHHOTO aHanM3a 1o KoKcy Mcronb3oBaH METOf IOLTaroBOro
UCK/TIOYeHN A GaKTOpOB 110 Babay, MMEBIINX HEOCTOBEPHOE BIIN-
snye Ha OB 110 JaHHBIM OTHO(DAKTOPHOTO aHA/IN3A.

Pesynbrathl
XapaKkTepucTuKa naLueHToB

B wuccnemoBanme BKmoueH 61 manuenT: 38 (62%) >KeHINMH
u 23 (38%) myxumHbl. CpegHMiI BO3pAacT Ha MOMEHT IOCTa-
HOBKM [IMarHO3a cocTaBua 51 ron, memmaHa - 47 7neT, MUHU-
MyM 17 net, MmakcumyM 84 ropa. Y 11 (18%) 60nbHBIX pasBUIUCH
H®-1-acconnmposannsie 300ITH, y 2 (3%) — pafoMHAYLIMPOBaH-
HbI€ OITyXO/N, B OCTa/IbHBIX 48 (79%) c/y4asax BCTpedaanch Cropa-
nyrdeckye popmal.

Ormyxonu pacronaraauch napaBepre6panbHo B 22 (36%) cmydasnx
(UeiiHbII, TPYAHON M HOACHUYHO-KPECTIIOBBII OT/IE/bI COCTABUIN
1,6, 15 cTy4aeB COOTBETCTBEHHO), 3a0PIOIINHHO — B 14 (23%), B HIX-
HMX KOHEYHOCTSIX — B 12 (20%), B BEpXHMX KOHEYHOCTSX — B 13 (21%).
PacrpepienieHyie 60bHBIX B 3aBYCMMOCTH OT JIOKQ/IM3ALIMN TTEPBUY-
HOJT omyxonu oTobpakeHo Ha puc. 1. CpefHnil pasMep OIyXOmu
coctaBun 107+30 MM (Menmana — 90 MM, MIUHUMYM — 10 MM, Mak-
cumyM — 450 mm). Y 6omprbix ¢ HO-1 (n=11; 18%) cpenuuit pasmep
OITyXO/IM COCTABUII 95 MM, B OCTa/IbHBIX CTy4yasax — 109 Mm.

BonpmmHCTBO omyxoneit — 3-i1 CTeNeHN 37I0Ka4eCTBEHHOCTH,
26 (44%), G2 puarnocTuposanbl y 21 (34%) n G1 -y 13 (22%) ma-
L[MEHTOB. 3JI0KauYeCTBEeHHas TPUTOH-OIYXOAb C pabmoMmobia-
crideckolt auddepeHINpoBKOI 06HapykeHa ¥ 2 (3%) OOMbHBIX,
SMUTETNOMIHBIN TOATUII ONYXOMM — y 1 MaljMeHTa, B OCTasb-
HBIX CTy4YasX TUCTOJIOTMYECKMil MOATUII He ykaszaH. OOpaiaer
Ha cebst ToT (aKT, 4To B 8 (13%) Cry4assx M3HAYa/IbHBII AMATHO3,
YCTaHOBJICHHBIIT II0 pe3y/IbTaTaM COr-6MoICuy, Mocie MpoBefe-
HIA TIepecMOTpa TUCTONOTNYecKuX npenapaTos B PI'BY «HMUIL
oukonornu um. H.H. BroxuHa» He moxrBepaumics (daie BCero
v depeHmanbHas JMATHOCTHKA IPOBOAMIACH C CHHOBUATIBHO
capkoMoit — n=4; 50%). Mepuana MHpeKca ponndepaTuBHOI aK-
tuBHOCTH Ki-67 s 3OO0ITH cocrasuia 22,5% (MyuHuMyM — 2%,
MakcumyM — 90%). Io cragusam 61 manuent ¢ 300ITH pacnpepe-
eH crepyomuM obpasom: 1A cragus - 4 (7%), IB - 7 (12%), II -
4 (7%), ITIA - 20 (33%), IT1IB - 21 (35%), IV — 4 (7%). Kparkas xapak-
teprctuka 6ompHbIx ¢ 30OOITH npencrasieHa B Tabn. 1.

JImarHos BBICTAaBIANCA TOCPEACTBOM TPOBENEHUA COI-
Ouoncun y 24 (39%) 6ONbHBIX, B OONBIIMHCTBE CIy4aeB IIOX
YIBTPa3BYKOBOIl HaBuramueit, y 4 (7%) mpoBefieHa OTKpBITas
6uoncus onyxonu. OnepaTuBHOE BMEIIATEIbCTBO Y 57 MallMeH-
TOB IPOBEJEHO OTKPBITBHIM CIIOCOOO0M, B 2 CTy4asX TalapocKo-
IMYECKUM 1 B 2 CITy4asix KOMOMHMPOBAHHBIM focTyoM. Cocy-
mucTas MHBa3usA Habmoganacs y 8 (13%) 60/IbHBIX, B 2 CIyYanx
MIPOU3BOAMIOCH IPOTE3MPOBaHNUE COCY/OB (B OJHOM CIyd4ae —
peseKLMs NMpaBoli MOAMBIIIEYHOI apTepuu C ee IpOoTe3nupoBa-
HIEM, B JPYTOM — Pe3eKINsA CyNpapeHaNbHOTO OTAeNa A0pPThI
C €ro IpOTe3NpPOBAHMEM, Pe3eKIiieil IPeBHOTO CTBOMA, PEUM-
IIaHTaLueln obleil eYeHOYHOI apTepun, pe3eKueit u Ia-
CTUKOIl BepxHeil OpbDKeeuHOlt apTepun), B 2 (3%) crydasx —
OJHOCTOPOHHSAA pe3eKUMs 000X BHYTPEHHUX IIO[B3IOLIHBIX
COCyZOB, B 1 ciy4ae — pe3eKuus BHYTPEHHEN IOAB3/OIIHON
BeHBI, B 1 crydae — pe3eKIys HIDKHel OpbDKeedHOl apTepus,
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Puc. 1. Jlokanusaums nepeuyHoii onyxonu (%); n.
Fig. 1. Localization of the primary tumor (%); n.
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Puc. 2. Knunnueckue nposienenus (%).
Fig. 2. Clinical manifestations (%).

TlokanbHas bonb ——

— Manbnupyemas onyxosns

CeHcopHble HapyLLeHnst —

MoTopHble HapyLueHns —————
—— Papkynonarms
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Fig. 3. Type of disease progression (n).
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Fig. 4. The number of R1/R2 resections depending on the location of the tumor (%).
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KOHEYHOCTU on on on on NIoKanu3aumsa

B 1 cnydae — peseKuus IpaBoii AMYKOBOJ BeHDI, B 1 cayyae —
SATPOTeHHOE TOBpeXieHMe OeIpeHHOIT apTepuu C ee IIACTUKOIL.

3aboneBaHue MpoTeKano 6eCcCUMITOMHO Y 4 (7%) 6ONbHBIX
U 06HapyIKeHO B BUfe CIydaitHON Haxoaxu (puc. 2). Yaime Bce-
ro 6onmpHble OOpallaauch B nedebHOe YUpeXJeHNe 10 MOBO-
Iy MecTHOIt 60mu (n=46; 75%), manpnupyemoit omyxonu (n=31;
51%) u pagukynomaruu (n=19, 31%). Takxxe HaOMIORANMNUCH CEH-
copHble (n=5; 8%) u MoTOpHbIe (15%) HapyueHus, y 1 601bHOTO
OIpexessIICh Ta30Bble PACCTPOICTBA. VIHTepecHO, 4To 2 1 60-
Jlee CUMITOMOB Habmofanoch y 32 (53%) manueHTos. YacToTa
npossnernsa cumnromos 3OOITH npexncrasnena Ha puc. 3. Io-
Clle ONepaTMBHOIO BMeEIIATe/IbCTBA PaJyKYy/IoNaTys Habofa-
nacby 5 (8%),y 2 (3%) — 4yBCTBUTENbHBIE HAPYLIEHNUS, ¥ 1 60/Ib-
HOJl COXPaHWIOCh CHVDKEHME [IBUIATETbHON aKTMBHOCTYU B
[IpaBoIt pyKe, Hab/TIOfjaBIIIeeCs] 1 10 OTIEPAL[MI B TOM Xe 0ObeMe.

BonpminHCTBO marimeHToB — 59 (97%) rocnuTanusupoBaHsl B
CBSI3YI C IIEPBUYHOIT ONTYXO/IbIO0 6€3 IPM3HAKOB [IOPAXKeHVISI TVIM-
daTudecKux y3noB U OTHANCHHBIX MeTacTasoB. Y 2 (3%) 6071b-
HBIX HA MOMEHT [TOCTAHOBKY [MArHO3a MMENIUCh METACTasbl B
JIETKUX, B [Ja/IbHEIIIIIEM MM IIPOBOJUIOCH KOMOMHMPOBAHHOE JIe-
geHne (omepanus + IIXT). Becero peunans passuica y 26 (43%)
60/IbHBIX, IIPU 9TOM HanbojIee YaCTO HAOIOHAICA MECTHBII pe-
uupns (n=10; 16%), y 14 (23%) OONbHBIX Iy fa/nbHeIIeM Ha-
6moeHnN 06Hapy>KeHbI OTHA/TICHHbIe MeTacTasbl: B 5 (8%) ciy-
Yasax B Jierkue, B 8 (13%) B yierkyue u KOCTU B COBOKYITHOCTH C
MECTHBII peliuiuBOM, B 3 (5%) OTZa/leHHbIe METacTa3bl APYroi
noKanusanuu. TUII IporpeccupoBaHms IpefiCTaB/IeH Ha puc. 3.
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ITepuynoe xupyprudeckoe nedenne B PI'bY «HMMUI] onko-
norun um. H.H. Broxuna» nposoanaocs y 33 (54%) 60/MbHBIX,
npu 3ToM paprkaabHyio (R0) peseKijuio yAanoch BbIIOTHUTD B
26 (79%) cnydaAx, MeCTHbI peunaus pa3Buica y 6 (18%). Bee
6 60/IPHBIX B [Ja/IbHETIIIIEM IIOBTOPHO IIPOOIIEPUPOBAHBI B HAIIEM
LIEHTpe, TPV 3TOM B 5 C/Iy4asiX YAAI0Ch BBIIONTHUTD PaJjKajIb-
Hy!o (RO) pesexiuio; 28 (46%) mauyeHTaM IPOBENEHO IEPBUY-
HOe XMpyprudeckoe nedeHue o obpamenns 8 PIBY «HMMUIT
onkonoruyu uM. H.H. broxnnar. VI3 Hux MecTHBI peLlnuB pas-
Buics y 18 (64%) 6onbHbIx. OmepaTiBHOE BMELIATEILCTBO IIPO-
BOAM/IOCh B OCHOBHOM B XMPYPIUUeCKMX OTAE/ICHNUAX IO MECTY
xurenbcTBa. Obpaiaer Ha ce6s1 BHMMaHNUe, YTO IIPYU OIepaIi-
AX, BBIIIOJIHEHHBIX HEePa/IMKa/IbHO, Yallle BCETO OIYXO/IM PacIIo-
JIarajayuch napaBepTeOpanbHO B HOACHUYHOM (15%) U KpecTio-
BOM oTfenax 1mo3soHouHuka — OIT (22%), a Tak>Ke 3aOPIOLIMHHO
(22%). Pexxe — B meitHoM (19%) u rpymaoM (7%) OII m HM>KHUX
KoHewHOCTAX (15%). HepamnkanpHO HPOBENEHHBIX OIEPALINil
Ha BEpPXHMX KOHEYHOCTSAX B HallleM MCCIIeIOBaHIY He OTMEYEHO.
KonnuecTBo HepaguKaabHBIX ONl€pAaLlNii B 3aBUCUMOCTH OT JIO-
Ka/IM3alMy IePBUYHOI OIIYXO/IN MPEACTaBIeHO Ha puc. 4.

IlepronepauyoHHas nydeBas/XUMUOTepanus IpPUMeEHSNACh
y 33 (54%) 6ompubix. Ilepronepanuonnas JIT mpoBoanmace y
19 (31%), HeoangbloBanTHas JIT — y 6 (10%), mocieonepannoH-
Hag JIT - y 13 (21%). CpenHaAA cyMMapHas o4aropas jo3a s
nepuomnepaunonnoit JIT cocraBuna 48 I'p (MuHuMyM — 22, Mak-
cuMyM - 60), /I Heoa ' bIOBAaHTHON M afbioBaHTHON JIT cym-
MapHas o4arosas fosa coctaBuia 41 u 51 I'p cooTBercTBeH-
Ho. Bcero y 14 (23%) nu1 npoBoawnachk HeoagbloBaHTHas [IXT
(HAXT). Pexxumsl, ucnonbzosasuveca npu HAXT: poxcopy-
OUIH B MOHOpeXMMe — 2 (4%) malueHTaM, JOKCOPYOUIVH I10
75 Mr/M> B BUjie BHYTPUBEHHOI 72-4acoBoit uHysun/mdpocda-
MUz 1o 2500 Mr/mM*> B CyTKM BHYTpUBEHHO B 1-4-it gun (Al) -
9 (15%), remuutabun/momerakcen (Gem-Tax) — 1 (2%). Himke
MBI IpPeACTaBUIN NPUMEHSABIINECS CXeMBbI, B HACTOSIINIT MO-
MeHT He ucnonbsyomuyeca npu HAXT: nuxmodochamup mo
300 mr/m? BHYTPUBEHHO B 1-7-if IHM KaXkfible 6 HeJ/TaKTUHO-
MuuyH 1o 0,5 Mr/M> BHYTPMBEHHO B 1-5-i1 JHN/BUHKPUCTUH
o 2 mr/m> BHyTpuBeHHO B 1 u 8-it guu (VAC) - 1 (2%) maunu-

Tabnuua 1. 061 xapaKTepucTUKa U3y4yaeMoi rpynnbl nauueHToB (n=61) Tabnuua 2. Knaccudukaums nocneonepaumoHHbix ocnoxHeHuii no Clavien-Dindo
Table 1. General characteristics of the studied group of patients (n=61) Table 2. Classification of postoperative complications according to Clavien-Dindo
Bo3pact 60nbHbIX, net Crenets Konwaecrag
= TMocneonepauuonHoe ocnoxHeHue HabnoaeHuiA,
<47, abe. (%) 25 (41) 0C/IOXHEHUI abe. (%)
>41, abe. (%) 36 (59) | MoBepXHOCTHas paHeBas MHGbeKLMA 6(26)
Mon, aéc. (%) | HeBponatus 6eapeHHoro Hepea 29
Myxckoit 38(62) | BTopuuHbIii BepXHENNeYeBoii NNEKCUT Cripasa 1(4)
HHewckuii 2338 | Paaukynonatia S| HepBHbIX KOpeLLKOB 1(4)
Jlokanu3aums nepeuyHoi onyxony, aée. (%) | JIumcopes nocne NOAMBILLEYHO IMMPOANCCEKLMM 1(4)
Bepxtvte KoHe4HoOCTH 1321 I [eMoTtpaHcdy3uoHHas Tepanus (NepenvBanye 209)
HukHMe KoHeYHoCTH 12 (20) SPATPOLIMTaPHO/ Macchi)
MNapasepre6panbHo 22 (36) Il YacTnyHas TOHKOKMLLEYHas HeNpoOXoAMMOCTb 2(9)
3a6pIoLLMHHaA NoKaNM3aLMA 14 (23) Il Tpom603 ryboKuX BeH roeHu 29
PasMep onyxonu, a6c. (%) llla JIMKBOpES M CONYTCTBYHOLLME OCNOKHEHUS 1(4)
sBay 2% (39) llla MoyeBas uHbeKums 1(4)
B M 37 (61) b WHduumpoBaHme aHponpotesa nosicHuyHoro Of 1(4)
CreneHb andxbepeHLyupoBki, ate. (%) llb A6cuenvpoBaHmue MArkux TKaHeii npasoro beapa 1(4)
Grade 1 13(22) (DopMupoBaHHe MOYEBOT0 CBULLA, MPONIEXEHb
lllb B 06/1aCTH KPecTLa, YacTMYHas TOHKOKMLLEYHas 1(4)
Grade 2 21 (34) MexaH14ecKas HenpoxoaMMocTb
Grade 3 26 (44) CWHAPOM AMCCEMMHMPOBAHHOTO BHYTPUCOCYAUCTONO
IV cTeneHb | cBepTbIBaHMS, pa3sBUBLUMICS HA POHE MaccMBHOM 1(4)
Noarun, a6c. (%) KpoBonoTepu
Cnopaguyeckue 48 (79)
H®-1-accoLymupoBaHHble 1 (18) eHTy, pakap6asud no 900 Mr/mM*/Koxcopy6uuuH mo 60 mr/m>
B BUJe BHYTPMBEHHOIl 72-4acoBoit wHOysum/mbocdammy
PaauouHayApoBaHHbie 26 110 6000 MI/M* B Bijie BHY TPUBEHHOI 72-4acoBO HHPY3MM/Mec-

Ha 1o 100-120% gossr udochamupga (MAID) - 1 (2%). ITocne-
onepanyonHas IIXT mposenena y 8 (13%) 60/bHBIX, dallie Bce-
ro ucnomnb3oBaauch cxeMbl Al m Gem-Tax. locnuranbHag, a
TAaKOKe MOC/IeONepal[OHHas JIeTabHOCT B HaIlell paboTte co-
craBumu 0%. ITocneonepanoHHbIe OCTIOXKHEHUA BCTPEYannch
B 38% (n=23) cnyuaes. Bce xupyprimyeckue oCoXXHeHNA KiIac-
cudpunuposans! no cucreme Clavien-Dindo: I - 11 (55%), IT -
6 (30%), ITla - 1 (5%), IIIb - 3 (15%), IV - 1 (5%). ITocneonepa-
LMOHHBIX OCTIO>KHeHMII V cTeleHn He Hab/ofanoch. Yauie Bcero
BCTPEYa/loCh HaTHOEHMe IOC/IeONEePalIOHHON pPaHBI: IOBEpPX-
HocTHasA nHpek1usa (n=6; 26%), rnybokas (n=3; 13%). ITpu sTom
TO/MBKO B 1 cnyvae mpomsounnuio MHQUIMPOBaHUE MeTa/IOKOH-
crpykunn (moscumunelit OIT), koTopas B JajibHelilIeM yHare-
Ha. B 5 (22%) cny4asx HabMO#anoCch pa3BUTHE WM IPOTPeCcCu-
pOBaHMe HEBPOIOTMYeCKOro Aedurinta (yXy/iieHue ToKasaTess
o mkane Openkensa nocie onepauun). TakxKe CTOUT OTMETUTH
pasButTue paHTOMHBIX 60/Iell Y 4/6 MaLMeHTOB, IIepeHeCIINX Ka-
Jleqaliye omepanyy (4 MeX/TOIMAaTOYHO-IPYAHBIX aMITyTaluM,
1 Me>XIIOfB3[OLIHO-OPIONIHOE BBIYIEHEHNE, 1 aMITyTaIMsI HIDK-
Heit KoHeyHOCTH). CTPYKTypa IOC/TeOIepaljMOHHbIX OC/IOXKHe-
HUII IIpeficTaB/eHa B Tab. 2. VIHTpaoepaloHHo y 1 manmeHT-
ku ¢ 300ITH LV kopemixa npy MOOMIN3a LMY OITYXOIU Pa3BUICA
HedeKT TBepHOil MO3rOBOJ 060TOYKY CIIMHHOIO MO3Ta, KOTOPbIIt
YUINT, TPOUIAKTIYECKN YCTAaHOB/IEHA CHCTEMa Hapy>KHOTO fipe-
HIPOBAHIS IMKBOPA C TIOMOA/TbHBIM KATETEPOM.

06wias u 6e3peLuamBHas BbKUBAEMOCTb

MepnaHa Hab/TIOfEHNS B O0Lell IO Y/IALUY 6ONbHBIX COCTA-
Bua 34 mec (95% noBsepurenbHblit nHTEepBan — OV 38,8-77,4).
CpenHee BpeMs OT MOABJICHUs CUMIITOMOB /IO TOCTAaHOBKY [~
arHosa - 5,3 mec. Meguana OB y 60nbHbIX ¢ 300IIH cocTaBuia
46 mec (95% U 26,1-65,9). OmHoneTHssI, 3-eTHSA U 5-IeTHAA
OB ¢ 300ITH coctaBuna 77, 46 u 31% cooTBeTCTBEHHO. Menua-
Ha BPB - 27 mec (8,7-45,3). OnHONeTHASA, 3-1€THAA U 5-IeTHAA
BPB - 49, 26 1 13% coOTBETCTBEHHO.

Ilpu cpaBHeHUM pe3ynbTaToB jedeHus 6ompHBIX ¢ 3OOIIH,
nepeHecunx  pagukanpHele  (RO)  wiam  HepaauKajbHBIE
(R1/R2) onepaiuy, MolTyyeHbl CTATUCTUYECKN 3HAUMMbIe Pas/in-
4yms B nokaszarenax OB (p<0,0001) u BPB (p=0,006). ITocne pa-
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OPUrMHAJNIbHASA CTATbA

IuKajabHOI omepanum MepnaHa OB He
TOCTUTHYTA, IIOCIe HepaJiMKajbHOIl OIle-
pauun menuana OB cocraBuia 34 mec. ITo-
clle paiMKa/IbHOI onepanuu MeguaHa bPB
cocraBuia 124 Mec, mocjie HepajMKajb-
HOVI — 48 Mec. Bimanue pagyukanbHOCTI
xupyprudeckoro nedennuss Ha OB u BPB
IpefcTaBIeHo Ha puc. 5. B saBucumocTtu
OT PACIIONIOKEHN TEePBUYHON OIyXONM
He OTMEYEHO IOy YeHHBIX CTaTUCTUYECKI
TOCTOBEPHBIX Pa3IMuMii B pe3yabTaTax
OB (p=0,123) u BPB (p=0,566); puc. 6.

CreneHb 3N10Ka4eCTBEHHOCTH

IIpn aHammse 3aBUCUMOCTY CTeIIEHU
3nokadecTBeHHOCTH (Grade) omyxomu Ha
OB u bPB nony4ens! cnegyoniye pesyib-
TaTel: MeimaHa OB mpu omyxonax 1-7i cre-
IIeHM 3710KaYeCTBEHHOCT) He JOCTUTHYTA,
npu 2 u 3-if CTeIeH! 3/10Ka4eCTBEHHOCTI
coctaBmima 53 u 33 Mec COOTBETCTBEHHO
(p=0,033). Mepnuana BPB npu onyxonsax 1,
2 u 3-i1 CTeneHM 3710KAaYeCTBEHHOCTU CO-
craBuna 119, 43, 15 mMec COOTBETCTBEHHO
(p=0,078). Busiame cremenu puddepen-
uuposku omyxonu Ha OB u BPB oTpasxe-
Ho Ha puc. 7. IIpu cpaBrenun OB (p=0,244)
u BPB (p=0,512) y 6onbubix ¢ 300IIH B
3aBUCUMOCTM OT cTaTyca H®-1 Taxxe He
OOHApY>KEHO CTATMCTUYECKM 3HAYMMBIX
pasmuunit (puc. 8). [laree mpoBeeHO cpaB-
HEHJe Pe3y/bTaTOB /IeYeHNs y aI[eHTOB,
TIepeHecIINX MepBUYHOe XMPYPIUIecKoe
nedeHue B pedepeHcHOM lieHTpe (PIBY
«HMMNII onxonorun um. H.H. Broxuna»),
U GONIbHBIX, KOTOPbIM paHee Y>Ke BBIIOJI-
HEHBI OIlePaTVBHbIE BMEIIATENbCTBA B He-
MpOQUIbHBIX JIEYeOHBIX YIPEXKEHMUSIX.
IIpoBeneHne omepauuyu B CHeLUATU3U-
POBaHHOM LIEHTPE JIEMOHCTPUPYET Cylle-
CTBEHHOE pasjnyue B IoKasaTensax BPB
(p=0,033), oprako B OB (p=0,134) He mo-
Ka3aJI0 CTaTUCTUYECK!U JOCTOBEPHOII pas-
Hupl. Menuana bPB B rpyne nepBuYHbIX
OITyXo7ief cocraBunma 78 mec m 42 mec -
B rpymnie penuanBHbIX. [Tpu anammse OB
TIpY IEPBMYHOM U PeLMIMBHOM XapaKTepe
OITyXOJIEBOTO ITpOIiecca MeiiiaHa COCTaBH-
71a 43 1 11 Mec COOTBETCTBEHHO.

Takke IpoaHa/MM3NMPOBAHO BIUAHUE
pasMepoB NepBUYHON ONYXONM Ha ITOKa-
sarenu OB u BPB. [IpoBopnnoce paspene-
Hite GO/BHBIX Ha 2 MOATPYIIBI IIPU pas-
Mepax omyxomu 6ojnee WM MeHee 8 cM
(4TO CoM3aMEpMMO C MefMaHOIl pa3sMepoB
30O0IIH). Pa3mepsl omyXomnu JOCTOBEPHO
OKa3bIBa/iM HeraTMBHOE BiusiHue Ha BPB
(p=0,032), ofHAKO CTATUCTUYECKU 3HAUM-
MoOJt pasHuIIbl B okasaternsix OB (p=0,272)
He focTurayTo. Meguana OB npu pasme-
pax omyxomu 8 CM ¥ MeHbIle COCTaBM/IA
73 Mec u 43 Mec — ipu pasmepe 6oree 8 cM.
IIpu onienke bPB menuana cocraBuia 46 u
17 Mec cooTBeTCTBeHHO (puc. 9).

CornacHo pesynbTaTaM IIPOBEJEHHOTO
ananusa nokanusanus 300ITH nHe aBus-
€TCsI IPOTHOCTUYECK 3HAYMMBIM (aKTO-
powm, BnusomuM Ha BPB (p=0,841) u OB
(p=0,151). Meguana OB u BPB npepcras-
7ieHa B Ta0I. 3.

AHaJIOTMYHO TIpM aHaJAM3€ BAUAHUA
agproBaHTHOI Tepanuy (IIXT, JIT) va OB
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Puc. 5. 0B 1 BPB B 3aBUCHMOCTY OT paAVIKa/bHOCTV XUPYPrUYECKOTO JIeYEHUS.
Fig. 5. 0S and DFS depending on the radicality of surgical treatment.
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Fig. 6. 0S and DFS depending on the location of the primary MPNST.
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Fig. 7. 0S and DFS depending on the degree of tumor malignancy.
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(p=0,124) u BPB (p=0,477) He nomy4eHO
CTaTUCTUYECKN IOCTOBEPHBIX PasIIumit
(pnc. 10). Tak, 5-neTHsIA MefMaHa MOCTIe
nposefenns agbpooBanTon JIT coctaBuia
42 Mec IpOTUB 53 MeC B IpyIIIe JUHAMMU-
yeckoro Habmwonennsa. Menuana BPB mo-
cie nposefenns IIXT cocraBuma 17 mec,
23 - mocne JIT u 32 Mec B rpy1nIe fuHaMu-
YeCKOTO HaO/MIOIeH .

Il onpeneneHnsa BO3MOXKHBIX IPOTHO-
ctudeckux ¢paxkropos OB mpn momou pe-
rpeccuoHHOro aHanusa 1o Kokcy merogom
006paTHOro IOIIATOBOTO MCK/TIOYEHMsSI 110
Banppy npoBeneH OofnHOGMAKTOPHBI aHa-
nu3. O1eHNBaNoCh BIUSHME TaKUX IOKa-
3arerielt, KaK 11071, BO3PACT, TOKaIM3aLA 1
pasMep OIIyXONu, CTETIeHb 3/10KaueCTBeH-
HOCTH, Kpall pe3eK11i, XapaKTep OIlyXxoJe-
BOTO IIpoljecca (IepBUYHas WA PELUIB-
Hag omyxonb), craryc H®-1, mposenenne
HAXT u agbroBanTsoi JIT (tabm. 4).

B mepBylo odepenb HpoBefieH OfHO-
daxkTOpHBII aHAIN3 C MOUIATOBBIM MC-
K/IOYeHNMeM He3HaYMMbIX (aKTOpOB.
B cooTBeTCTBMM C MONMy4EHHBIMMU PE3YTIb-
TaTaMU pajMKaJbHO IpPOBEJEHHOE XU-
pyprudeckoe BMemaTenbctso (p=0,022,
IO 95% 0,072-0,811), a Tak>ke cTeneHb
37I0KauecTBeHHOCTH omyxomu (p=0,01,
W 95% 2,050-17,452) aBnanuch pakro-

paMy, CTaTUCTMYECKV 3HAYVMO BIMAIO-
mumu Ha OB. Pe3ynbratsl ogHObaxTOp-
HOTrO aHajau3a MpefCTaBIeHbl B Tabm. 4.
Janee mns MOATBep>K[ieHNS 3HAYMMOCTH
MIPOTHOCTUYECKUX (PAKTOPOB IPOBELEH
MHOro(aKTOPHBIN aHAIN3, IIPU KOTOPOM
MIOATBEPK/ICHO BINAHME KpaeB pe3eKINN
(p=0,023) u cTeneHn 37T0Ka4eCTBEHHOCTH
onyxonu Ha OB (p=0,006); Tab1. 5.

06cyxaeHue

B pabote mpesicTaBIeHbl pe3y/IbTaThl XU-
PYPTUUECKOTO JIeUeHMsT CaMoil GOTIbLION
koroptbl maryenToB ¢ 3OOIIH B namreit
crpase. HecMOTps1 Ha peTpOCIIEKTUBHBII Xa-
paKTep MCCIeOBaHMs, IIPOBEJEHHOTO B yC-
JIOBMAIX OIHOTO IIEHTPA, OHO MOYKET [IOMOYb
PacIIVpUTD 3HAHNUA O JIEYEHNY U IIPOTHO3e
IaHHOIT Kateropuu 60/mbHBIX. Tak ke, KakK 1
BO MHOIMX IIPOBENEHHDBIX VCCIETOBAHUSX,
TIOCBSIIEHHBIX JIJAHHOI TeMe, Pe3y/IbTaTbl
JIeYeH VS Y BBDKMBAEMOCTb MareHToB ¢ 30-
OITH ocTatoTcs HeyIOB/IeTBOPUTENTbHBIMIA.

300IIH - arpeccuBHas Tpymnma MAT-
KOTKaHBIX CapKOM, Ha [0/ KOTOPBIX
npUXOAUTCA OT 5 Ko 10% oT mx obuiero
yucna [8]. 3abonmeBaeMOCTb COCTaBIAET
0,1-0,5:100 Tbic. yenoBek B rof [9]. Cpep-
HsIsl IPOJO/DKUTENBHOCTD JKM3HM MALy-
entoB ¢ 300ITH - 32 mec [10]. Menua-
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Puc. 8. 0B 1 BPB B 3aBucuMocty ot ctatyc HO-1.
Fig. 8. 0S and DFS depending on the status of NF-1.
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Puc. 9. 0B u BPB B 3aBMcMMOCTH OT pa3Mepa onyXosu.
Fig. 9. 0S and DFS depending on the size of the tumor.
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Fig. 10. The effect of adjuvant chemotherapy on 0S and DFS.
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Ha BBDKMBAEeMOCTY C MOMEHTA YCTAaHOBKM
IUarHO3a, 110 JaHHBIM pAJja aBTOPOB, CO-
crapyser 9 mec [11]. IIpnunHamu cmepTn
HAlMEeHTOB ABIAIOTCA, KaK IIpaBUJIO, Me-
TacTasbl B JIETKMeE U IeYeHsb [12].
HecmoTpa Ha umerommecsa CcOBpeMeH-
Hble OHKOJIOTMYeCKUe CTaHJapThl, Ie4eHre
3OO0IIH sBnAeTCA CIOKHON 1 HepelIeHHO
3agadeit. OTCYTCTBYIOT eVHBIE aITOPUTMbI
IOVIATHOCTUKU Y TIPOTOKOJIbI JIedeHM s JaH-
HBIX 00pa3oBaHMIL. JTO CBA3aHO C IO3[-
HEJ JVIATHOCTUKOJ TaKMX OIyXOJIeN U OT-
CYTCTBVEM CIel(pIYECKOTO JIeYeHUs TIPU
reHepaM3anuy mporecca. BbDK1BaeMOCTb
6O/IbHBIX, HECMOTPsI Ha IIPOBEfiEHNE KOM-
OMHMPOBAHHOTO JIEYEHNMsI, OCTAETCS Kpait-
He HU3KoM. B Hameit pa60Te OB (5-nernsas,
31%) comocTaBuMa C pe3y/IbTaTaMy Ipefibl-
IYLIMX MCCTIEfIOBAHMIA, B KOTOPBIX 5-TIeTHAS
OB mpu NpoBOAIIMOM JIe4eHUY BapblpYeT B
npepnenax 30-60% [12, 13]. Cnenyer y4ecTb
Gorblilee YMC/IO MAIVIEHTOB C OLYXOJSIMMU
BBICOKOII CTeleHN 3/T0KavyecTBeHHOCTU — G3
(n=24; 44%), yem G2 u G1, 4TO, BO3SMOYXHO,
MMeeT CBsI3b C 6o/iee HUBKOI BHIKMBAEMO-
CTBIO HCCTIEAyeMbIX OOTbHBIX.
HepemenHbIM 1O celi ieHb OCTaeTcA BO-
npoc nedeHns 6onbHbIX ¢ HO-1. Y manHOI
KaTeropuy OONBbHBIX, KaK IPaBU/IO, pas-
BMBAIOTCSI MHOTOYMCIIEHHBIE OOpoKade-

CTBEHHBIE OITyXOJIN, BK/TIOYasA yXKe CyIIe-
CTByIOLIVe HeipoduOpOMBI, MO3TOMY B
K/IMHUYECKOIl TIPaKTMKe 3a4acTyI0 C/I0X-
HO auddepeHINpoBaTh BHOBb pasBUB-
HmIMecs 3/10Ka4eCTBEHHbIEe OIYXO/MN OT Jie-
JKAIIMX B UX OCHOBE JOOPOKaYeCTBEHHBIX
obpasoBaumit, cBsizaHHbIXx ¢ HO-1 [2, 14].
Ions manuentoB ¢ HO-1 B HaleM aHa-
nuse cocraBuia 18%, 4To HUXKe B CPaBHe-
HUY C pe3y/IbTaTaMM NPefbIAYLIIVX VCCTIe-
IZOBaHUIL, IIPU KOTOPBIX OHA HAO/II0fAaIach
B 22-42% cnyuaes [15, 16]. JanHoe umc-
JI0 MOXeT OBITh YMEHBILEHO BBUJY PeTpPO-
CIEKTMBHOCTY HALIEro MCCIIENOBAaHUS U
HeaJleKBaTHOTO OTPa)keHUs CUMIITOMOB
OonesHn PexnmHrxayseHa B MeIMILIMH-
CKUX KapTax. J/IMeroTcs JaHHbIE O TOM, YTO
y 60onbabIx ¢ HP-1 yale BO3HMKAIOT OITY-
xoru Gonburero pasmepa [17]. Her epm-
HOTO MHEHMs O IpOrHo3e 3abo/eBaHIUs,
casanHoro ¢ H®-1, B oguux Tpypax [18]
coofIjaeTca 0 XyJAUINX pe3ylbTaTax, 4eM
IpY CIIOPafMYeCcKOM THIIE, B TO BpeMs KaK
B Hamreil pabore, Kak u B Apyrux [19], ue
06HapY)XeHO CYIIeCTBEHHBIX Pa3ININIl.
Bompekyt MMeOIMMCS  COOOIIEHNAM,
CBUJIETE/ILCTBYIOIVIM O PasHOM IIPOTHO-
3¢ IpU OIIyXONAX IeTepPOreHHOM JIOKaIn-
3anuM, a Takxke Oojee OTaronpusATHOM
IPOTHO3€ Y NMAIMeHTOB C IOpaKeHMeM KO-
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HEYHOCTEl, YeM Y GONIBHBIX C OIyXOMSMHU,
Ppacnono>XeHHbIMU B Tynosuie (16, 17, 20],
MBI He OOHAPY>KM/IM KaKOV-1160 3Ha4MMOIt
pasuuibl. CrrefyeT OTMETHUTD, YTO B HALIIEM
UCCTIEIOBAaHNY  OTCYTCTBOBA/IM OITyXO/IN
ronoBsl 1 1ey. CyMMapHO pacIoJioXeHye
OIIYXO/IV B KOHEYHOCTSIX OKa3a/I0Cch Hanbo-
Jlee pacIpOCTPaHEHHBIM Cpefy HAIIUX IIa-
11eHToB (n=25; 41%), 4TO KOppenmpyer ¢
IDAaHHBIMY APYTUX MCCIenoBaHmit [6, 7, 15],
B KOTOpPBIX IOpa>KeHMe KOHEYHOCTell Ba-
prupoBano B npenenax 40-50%.

Jlo cuX TTOp IPOBOASATCS JUCKYCCUU OT-
HOCUTETBHO IIEPUOIIEPALIMOHHOTO  XU-
muonydesoro nedeHus 3OOITH, npuyem
HEKOTOpble paboTHI PeAIIONATaIOT ee 110-
JIOKUTENbHYIO POTIb, B TO BpeMs KaK Apy-
TVl 9TOTO He MOATBepP)KAaioT. Mbl He 06-
Hapy>Xmnu, uro ncnonb3opanue HAXT n
agproBanTHON JIT unu IIXT umeer cra-
TUCTUYECKN [JOCTOBEPHOE BJIVMsHME Ha
OT/ja/lleHHble pesynpraThl jedenus. Of-
HAKO TaKye JaHHble MOTYT OBITb MCKa-
JKEHbl JICIIONb30BAHMEM IIE€pUOIepaL-
OHHOTO JIeYeHNs IPYU OIYXOMAX BBICOKOII
CTelleH) 3/I0Ka4eCTBEHHOCTH, YUCIO KO-
TOPBIX IPEBATMPOBAJIO B HALIEM MCCIIe-
IOBaHMY, a TAKXKe B YCTIOBUSX, KOT/Ia O-
CTIDKEHIE PafMKaTbHbIX XUPYPIUIECKUK
IpaHMIL] pe3eKINU 3aTPYAHEHO W/IN HEBBI-
HOJIHMMO. BO/BIIMHCTBO MMEIOIMXCS JINU-
TepPaTypPHbIX JAHHBIX TAaKXKe He CMOITIO
mokasarb 3¢ ¢pexTuBHOCTS JIT B BBIKMBA-
emoctu 6onbubIx ¢ 300ITH [21, 22]. Egu-
HIYHbIe cO0061IeHN [15] JeMOHCTPUPYIOT
CHIDKEHJe MEeCTHOTO PeLV/VBIPOBAHNS
npu fobasnennn K omepauuu JIT, ogHa-
ko BnusiHust Ha OB mpu aToM He oTMede-
HO. B TO e BpeMms MTa/lbAHCKas IpyIIa
npopeMoHcTpupoBana cBsasb JIT u Honee
BBICOKOIl CMEPTHOCTM 0e3 BIMSHUS Ha
MECTHBII pelN/UB U OTHAJIEHHbIE MeTac-
tassl [17]. B HaleM MccnefoBaHUM pafyo-
Tepanmus accouuupoBanach ¢ xypueit OB
u bPB, xak MbI cunTaeM, B OCHOBHOM M3-
3a MICIIO/Ib30BAaHNA 9TOTO MeTOfia Npu 60-
Jlee KPYIIHBIX U arPeCCUBHBIX ONYXOJIAX.

Haium BbIBOIBI OTHOCUTENBHO 6oriee KO-
POTKOII BBDKMBAEMOCTM Y IAI[VIEHTOB C
OIIYXO/sAMM BBICOKOI CTeNeHM 3/I0Kade-
CTBEHHOCTYI COI/IACYIOTCS C APYTUMU ITy 071~
Kauyamn [20, 23]. BeposATHOCTD pasBuTHsA
peunpuBa npu omyxomsix G2/3 B cpaBHe-
Huy ¢ G1 yBenudeHa 6oree 4eM B 5 pas, a OB
xyxe B 3 pasza. HecMoTps Ha 3T0, IpAMOIt
3aBJMCUMOCTH OT PasBUTHSA OTHA/ICHHDBIX Me-
TACTa30B U CTENeHU 3/I0KaYeCTBEHHOCTH
OIIyXO/N B Halllelt paboTe He BBIABIIEHO. VIH-
TEPECHO, YTO B GONIBILINHCTBE MCCTIeTOBAHMIT
TaK)XXe He COOOIIAIOCh O CBA3M MeXAY pas-
BUTHMEM JIOKQJIBHOTO PeL{iiViBa 1 OTHA/IEeH-
HBIX METAaCTa30B B 3aBUCHMOCTH OT YPOBHS
nudbepeHIPOBKY, 32 UCK/TIOYeHeM pado-
TbI M. Anghileri u coasr., [17] rie maryeHTsI
C onmyXonAMM 3- CTeNeHM MMEIT B 2 pasa
BBIIIIE PUCK PasBUTUSI OTHAIEHHBIX MeETac-
Ta30B, YTO, MO-BUAMMOMY, MOXKET IOBJIN-
ATh Ha OTHAJIEHHBIE Pe3y/IbTaThl JIeYeHMs.
ITpy 5TOM BaXKHO UCIIO/Ib30BATD EAUHYIO CH-
cremy Knaccuguxaryu (FNCLCC nmm NCI)
ISl TIpeRyHpeXeHns 3aTPyRHEHU Ipu
CpaBHEHUM MCC/IEOBaHMIL.

COBPEMEHHAS OHKOJTOMWA. 2022; 24 (4): 446~453.

JOURNAL OF MODERN ONCOLOGY. 2022; 24 (4): 446~453. 451



OPUrMHAJNIbHASA CTATbA

https://doi.org/10.26442/18151434.2022.4.201776

Tabnuua 3. Pesynbtatbl OB u BPB nocne xvpypriyeckoro neveHusi B 3aBUCUMOCTH
0T JIOKaIU3aLK NepPBUYHOIA ONyX0u

Table 3. Results of 0S and DFS after surgical treatment, depending

on the localization of the primary tumor

P (log-rank) Jlokanusaums 50;':::2 n Meﬁvelgua,
BepxHue KoHeyHocTH 13 N4
HikHWe KoHeyHocTH 12 60
LLleiHo-rpyaHon O 7 104
0B (p=0,151)
MosicHn4HbIi O 7 38
KpecTuosbin O 9 29
3abptoLwnHHan nokanusauns 14 32
BepxHue KoHeyHoCcTH 13 43
HuxHmMe KoHewHoCTH 12 48
LLleiHo-rpyaHom O 7 41
BPB (p=0,841)
MosicHnyHbin O 7 2
KpecTuosbin O 9 26
3abptoLnHHan nokanusauus 14 15

B HacTos1IIee BpeMsl, IO MHEHMIO OO/IBIIMHCTBA aBTOPOB, Pajy-
Ka/IbHOE yja/IeH}e OITyXo/u en-bloc ¢ focTiKeHneM oTpuLaTeb-
HBIX KPaeB Pe3eKINI OCTaeTCA KpaeyroNbHBIM KaMHEM JIeUeHI S
OO/IBHBIX KaK C JOOPOKaueCTBEHHBIMM, TaK M 37T0Ka4eCTBEHHBIMM
OIyXOJLIMM U3 0607104eK mepudepndecKux HepBoB [24, 25]. Oc-
HOBBIBASICh HA HAIleM aHA/NN3e, XUPYPrdecKue Kpas pe3eKIun
ABJAIOTCA OFHMM U3 HanOo/lee Ba>KHBIX (DaKTOPOB, BIMAIOLINX
Ha pe3y/IbTaThl TeUeHM A ¥ BbKMBaeMoCThb nanuenTos ¢ 300IIH,
YTO MOATBEPXKAAIOT PE3Y/IbTAThl OO/BIINHCTBA 3apPYOEKHBIX aB-
TOpOB [26-28]. B muTeparype oTMedeH BHICOKMI IPOLIEHT HOCTIE-
OllepallMOHHOI MHBATMAN3AL VY, BbICOKOE YMCIIO OCTIeONepaIy-
OHHBIX OCJTIOXXHEHMII ¥ PELMANBOB, IPOABIAIINXCA TPyObIMU
HEBPOJIOTMYECKVIMM PacCTPOMCTBAMM, 3a4aCTYI0 MMEIOI MMM He-
ob6parumblit xapakrtep [29]. BoimonHeHye paguKamIbHOTO XUPYP-
ruveckoro nedenns 3OOITH B ennHOM 6710Ke Tak>Ke 3aTPYAHAIOT
Takye GaKTOpPbI, KaK PaCpOCTPAaHEHHOCTb ¥ MHOXKECTBEHHOCTb
OITyXOJIEBBIX Y3/I0B, YaCTOE BOB/ICYEHNE B HEOI/IACTUYECKMIL IIPO-
1jecC BHYTPEHHUX OPTaHOB U cOCyHoB [30].

TTopBogs utor, MOKHO cKa3ath, uTo 3OOITH saBnsgercsa cmox-
HOJl M HEpELIEHHON 3a/iayeil, 4YTO CBA3aHO C arpPeCCUBHBIM IIO-
BeJleHMeM U TIJIOXO U3Y4eHHOI 6mornorueii omyxonu. OCHOBHOM
LIe/IbIO JIeYeHM A ABJAETCA IPOBefleHNe PajiMKalbHOM XUPYpPIi-
yeckoil pesexnyy. OTCYTCTBUE ONYXOJIEBBIX K/IETOK IO TUHUM
pe3eKLum U cTeneHb AudQepeHINpoBKU ABIATCA Hanbomee
Ba>KHBIMI IpOTHOCTMYeCKUMM dakTopamiu. Ponb nmepuonepanu-
OHHOJI pajiiio- UM XMMMOTEPAIIMM OCTAETCS He IO KOHIIA OHAT-
HOII ¥ O/DKHA ObITb IIOATBEP)KAEHA B JabHENIINX UCCIE0Ba-
HIAX, KOTOPbIE TAK)Ke MOTYT CIOCOOCTBOBATh paspaboTKe HOBBIX
BapUAHTOB JIeYEeH A ¥ Yy 4YLICHNIO BbDKMBAEMOCT ITAIVIEHTOB.

3aksnoyeHue

CaMpIMU 3HaUMMbIMM (aKTOpPaMU IIPOTHO3a B HallleM MCCIIe-
noBaHun y 60nbHbIX co 30O0ITH BbICTYynMIN pafuKaabHO BBI-
TIOJIHEHHAa s OIepalus U CTeNEeHb 3/I0Ka4eCTBEHHOCTY OIIyXOJIN.
Jloxanusanysa INepBUYHON OIYXO/N, Pa3Mep OIYXONM M Halu-
yye HD-1 He BMMANM Ha OT/ja/IeHHbIE Pe3y/IbTaThl JIEYeHA.

PackpbiTie MHTEpecoB. ABTOPbI [EKIAPUPYIOT OTCYTCTBUE
ABHBIX Y IIOTEHLMAIbHBIX KOH(INKTOB MHTEPECOB, CBA3aHHBIX
¢ my6MKalyelt HaCTOAIIel CTaTbH.

Disclosure of interest. The authors declare that they have no
competing interests.

Bknapg aBTOpOB. ABTOPBI IeKTapUPYIOT COOTBETCTBME CBOE-
TO aBTOpCTBa MexXgyHaponHbIM Kputepuam ICMJE. Bce aBTo-
PBI B PaBHOII CTEIIeHN Y4aCTBOBAINU B IIOATOTOBKE IYOMMKaLIVIN:
paspaboTKa KOHLENLMN CTAaTby, MOTydeHNe M aHanmu3 GaKTu-
YeCKMX JJAHHbIX, HAIIMCAHUE U PeJAKTUPOBAHME TEKCTA CTAThH,
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Ta6nuua 4. 0aHodakTopHbIV aHanu3 OB nauneHToB o 3/10Ka4ecTBEHHbIMU
onyxonsMu obonoyex nepudepuyeckux Hepsos

Table 4. Univariate analysis of the 0S of patients with malignant peripheral nerve
sheath tumors

OTHowweHue N 95,0%
3HauuMocTb PUCKOB
(p-value) (hazard HWXHAS  BepxHAs
ratio) rpaHyua  rpaHuua
TMon (MyCKOM/EHCKUNA) 0,909 1,050 0,456 2,417
Bospact 0,876 1,002 0,974 1,031
CreneHb 3710Ka4YeCTBEHHOCTH
Grade 1/2-Grade 3 0,001 5,981 2,050 17,452
H®-1-accoummpoBaHHbie/ 0,601 1303 0,483 3511
cnopaauyeckue
Jokanusaums
KoHeuHocTu/pyroe 0,519 1,315 0,572 3,021
RO-pesekums 0,022 0,241 0,072 0,811
gacstepbl onyxonu Gonblue 0,907 1,055 0428 2,403
HAXT 0,377 1,484 0,618 3,566
ApnbioBaHTHaa JIT 0,555 0,734 0,263 2,050
TepBuYHble/peumanBHbIE 0,154 0,662 0817 1079
onyxonu
Ta6nuua 5. MHorodakTopHbiiA aHanus OB nauueHToB co 3710Ka4ecTBEHHbIMU
onyxonsamu o6osoyek nepucdepuyeckux Hepeos
Table 5. Multivariate analysis of the 0S of patients with malignant peripheral
nerve sheath tumors

N 95,0%
OTHoweHue
PUCKOB

3HaunMocTb

(p-value)

HUXHAA
rpaHuua

BepXxHAa
rpaHuua

CreneHb 3/10Ka4eCTBEHHOCTU

Grade 1/Grade 2, 3 0,006 5,661 2,131 16,838

RO-pe3ekums 0,023 0,336 2,835 23,414
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