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CapKoMbl MATKMX TKAHE — pefKo BCTPeYaloLasca reteporeHHas rpynna conmaHblX onyxoneil, NPOMCXOAALNX U3 Me3eH-
XUMbI U COCTaBASIOWMX NNWb 1 % BCEX 3N10Ka4YECTBEHHbIX HOBOOOPA30BaHMii y B3pocnbix. CornacHo coBpeMeHHOM KIMHU-
Ko-Mmopconormyeckoi knaccuduKaLmm capkom MATKUX TKaHel BcempHoi opraHu3annm 3apaBooxpaHeHus HacuuTbiBa-
etcs 6onee 100 hopm 3TUX HOBOOOpa3oBaHuii. HeitpodmbpomaTos — rpynna HacnefCcTBEHHbIX @yTOCOMHO-JOMUHAHTHBIX
3ab0oneBaHUii, XapaKTepU3YIOLWNUXCA PAa3BUTUEM MHOXKECTBEHHBIX OMYX0NEBbIX 06pa30BaHuii, Yalle J06OPOKAYECTBEHHBIX.
B HacToswee BpeMs paznuyatoT 3 Tuna Helipodubpomarosa: Heiipodmbpomaros 1-ro, 2-ro TUNOB W WBaHHOMaTO3. Mpea-
nonaraemblit pucKk pasBUTUA capkoMmbl y nauueHToB 30 net ¢ Heilpodubpomatosom 1-ro Tvna coctasnser 25,1 %,
k 50 rofgam oH Bo3pacTaet 0 38,8 %. J/leyeHne CApKOM MATKUX TKaHe, aCCOLMUPOBAHHbIX C HelipothnbpomaTo3om, ocy-
LecTBAsETCA NO peKoMeHAauuam HauuoHanbHoit Bceobuieit oHkonoruyeckoit cet (National Comprehensive Cancer
Network, NCCN) CLUA, AmepukaHckoro obuectsa knuHudeckoi oHkonoruu (American Society of Clinical Oncology, ASCO),
EBponeiickoro o6uwectsa MeauLmMHcKoii oHkonorum (European Society for Medical Oncology, ESMO) u Poccuiickoro obue-
cTBa knuHMYeckoi oHkonorun (RUSSCO). B MepuunHCKOM paamonornieckom HayqHoM LieHTpe um. A.@. Lipiba — dunuane
HauuoHanbHOro MeAMLMHCKOTO UCCNe[0BaTENbCKOTO LEHTPA PaaUoNorum — 3a nociegHue 15 net noay4unnu neveHue 6onee
190 nauyMeHToB C MEeCTHO-PacNpPOCTPAHEHHbIMM, BbICOKO3/IOKAYECTBEHHBIMU CAPKOMaMKU MATKUX TKaHei, y 5 U3 KoTopbIx
OblIM CApKOMBI, aCCOLMMPOBaAHHBbIE C HelipodnbpomMaTo3oM. B cTaTbe npefcTaBneHbl KNTMHUYECKUE Cly4au IEYEHNs CApKOM
MSATKUX TKaHe#, acCoLMMPOBAHHbIX C HelipodnbpomaTo3om.
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Soft tissue sarcomas are a rare and heterogeneous group of solid tumors originating from the mesenchyme
and accounting for only 1 % of all malignant neoplasms in adults. The modern clinical and morphological World Health
Organization of soft tissue sarcomas classification includes more than 100 forms of these tumors. Neurofibromatosis is a group
of hereditary, autosomal dominant diseases characterized by the development of multiple tumor formations, often benign.
Currently, there are 3 types: neutrophibromatosis type I, neurofibromatosis type II and schwannomatosis. The estimated risk
of developing sarcoma in patients with neurofibromatosis type 1 at age 30 years is 25.1 %, and by age 50 years
it is 38.8 %. Treatment of soft tissue sarcomas associated with neurofibromatosis fully complies with the standard
recommendations of National Comprehensive Cancer Network, NCCN (NCCN), American Society of Clinical Oncology
(ASCO), European Society for Medical Oncology (ESMO) and RUSSCO and does not have its own peculiarities. Over
the past 15 years, at the A.F. Tsyb Medical Radiological Research Center — branch of the National Medical Research
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Radiological Center, more than 190 patients with locally advanced, high-grade soft tissue sarcomas have been treated,
including five patients with sarcomas associated with neurofibromatosis. The article presents clinical cases of treatment
of soft tissue sarcomas associated with neurofibromatosis.

Keywords: sarcoma associated with neurofibromatosis, soft tissue sarcoma, neurofibromatosis, surgical treatment,

radiation therapy, chemotherapy
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BeepeHue

Capkomnbl markux Tkadeir (CMT) — penko BcTpeda-
OIIAsICSI TeTepOTreHHAsI TPYIITIA COJIMIHBIX OITYXOJICH, TIPO-
UCXOISIINX M3 ME3CHXUMBI M COCTABISIONINX JIMIIb
1 % Bcex 3M0KayeCTBEHHbIX HOBOOOPA30BaHMiA B3pOC/IbIX [1].
Yamie Bcero CMT BcTpeuatorest B Bo3pacte 45—70 e, He-
3aBUCcUMO OT nosa. Kaxmprii rog B CILIA BBISIBISIFOT OKO-
g0 11 280 crygaeB CMT Ha 100 ThIc. HacesieHUs, ob1Ias
CMEpPTHOCTh OT JaHHO# naTojioruu cocrasisieT 3900 ciry-
yaeB B roa. I1o mocneqnum onenkam, B 2022 1. 8 CIIIA
y 13 190 yenmoBek 0buM muarHocTrpoBaHbl CMT, mpu 3TOM
JIeTabHBIN ncxon otMeueH B 5130 cayyasx [2]. B Poccun
CMT BoisgBasior y 3500 yenoBek B rof, okoo 3000 601b-
HBIX €KETOIHO YMUPAIOT OT 3TOTO 3a00JIeBaHNSI.

Knaccndmkanusa capkom Msrkux Tkaneii. CorsiacHo co-
BpEMEHHOI KJIIMHUKO-MOP(hOIOrMIecKoii Kiaaccupukaum
CMT BcemupHoO# opraHu3alny 3ApaBOOXpaHEHUS Ha-
cuutbiBaeTcs 6osee 100 popm 3THX HOBOOOpa3zoBaHMii [3].
Hau6onee yacro BcTpevatommecst opMbel CMT — Hegud-
(epeHLpoBaHHbIe capkoMa (28 %), munocapkoma (15 %),
neiiomuocapkoMa (10—20%), cuHOBMaIbHAs capKoma
(10 %), pabgomuocapkoma (5—6 %), 310KauyecTBeHHas!
OIIYXOJIb 13 000JI0UKY ITeprdepuIecKux HepBoB (5—6 %),
¢dubpocapkoma (3 %). AHTMOCAPKOMBI, BHECKEIETHASI cap-
koma FOuHTa, ocTeocapkoMa, SIUTETMONIHAST, ATbBEOJISIP-
Hasl, CBETJIO-KJICTOYHAsT CApKOMBI, XOHAPOCAPKOMA U APYTHe
BUIbI capkoM cocTtaBistior 1—2 % [1]. Haubonee pacrpo-
CTpaHEHHBIMU TTEPBUIHBIMU JIoKau3anusiMu CMT saBiist-
10Tcst KoHedHocTH (60 % ciy4daeB), TynoBuiie (19 % ciyda-
€B), 3a0pIOIMHHOE IIPOCTPaHCTBO (15 % ciydyaeB), roioBa
u west (9 % ciaydaeB) [4]. DT HOBOOOpa30BaHMS Yallle BCe-
ro METacTa3upyloT B JIETKHE, OITYXOJIM, BO3HHUKAIOIIME
B OpPIOIIHOM MOJIOCTU, — B II€Y€Hb 1 OPIOLLIMHY.

Heiipogudpomaros. Heiipopropomartos (HP) — rpym-
1a HacJIeICTBEHHbIX 3a00/IeBaHUIA, Yallle T0OpOKaueCTBeH-
HBIX, XapaKTepU3YIOIINXCS Pa3BUTUEM MHOXKECTBEHHBIX
ONyXO0JIeBbIX 00pa3oBaHUil, B TOM YHUCJIE LIEHTPaJIbHOMI
U Tiepudeprudeckoit HepBHOM cucTeMbl [5]. JlaHHyIO ma-
TOJIOTUIO IIPUHSITO OTHOCUTH K (DaKoMaTo3aM, WM Heil-
POKOXHBIM CHUHAPOMAaM, ITOCKOJIBKY OOJIBITMHCTBO KJIH-
HUYECKMX IIPOSIBICHUN KacarmTCS HEIIOCPEICTBEHHO
TKaHeH, Mpoucxomsnmx u3 akronepMol. Bce HD saBistior-
Cs1 ayTOCOMHO-IOMMHAHTHBIMM 3a00JIEBAHUSIMU C TTOJTHOM
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IMeHETPAHTHOCTHIO. [JTaBHBIM 3THOJIOTMYECKIM (haKTOPOM
Pa3BUTHS STOM IATOJIOTUM CIyKAT MYTAllMX B aCCOLIUU-
POBaHHBIX TeHax-oHKocympeccopax. [Iporcxomut Kak
HacJIEIOBAHUE Ka3yaJIlbHOM MYyTAallMU OT POAMUTEINIEH, TaK
1 pa3BUTHE CIIOPaAMYECKO MyTaLuu [6, 7]. OTMEYeHO, 4TO
JUTSI TIAITMEHTOB C TAKMM MO3aYHbIM (DEHOTUIIOM XapaKTep-
HO MSITKOE TeUeHUe HacJeNCTBeHHOI maronoru. MHorma
00IMraTHbIC KJIMHUYECKIUE PU3HAKY MOTYT He Ha0J/II01aTh-
Cs1, UTO CO3MaeT 3HAUMTEIbHBIE TPYIHOCTH B CBOEBPEMEHHOM
JMMarHOCTHKE U BepU(UKALINH 3200 IeBaHNS.

B Teuenue nonroro Bpemenu guarHoctuka H® ocHo-
BBIBAJIACH MCKJTIOUMTEILHO Ha aHaIM3e (DeHOTHIIA MMalll-
€HTa, HO IIPOTpecCHUpylollee pa3BUTHE 3a00JIeBaHUS
1 YaCTUYHO MEPEKPHIBAIOIINICS CHEKTP KIMHUYSCKUX
MPU3HAKOB 3HAYUTEILHO YCIOXHSIOT U depeHIna b-
HYIO JUAaTHOCTUKY 3TOM MaTOJIOTM1, OCOOCHHO Ha HaYaJlb-
HoOI cramuu 3abojeBaHus. CeromHs nuarHoctuka HP
OCHOBBIBAETCS Ha KIIMHAYECKUX IIPOSIBJICHUSIX U PE3YJIb-
TaTax MOJICKYJISIPHO-TEHETUIECKOTO aHaIM3a.

B nacrostee Bpems Boiaensior 3 Turma HO: HD 1-ro,
2-TO TUTIOB U IIBaHHOMAaTO3. OCHOBHBIMU TUaTHOCTHIEC-
kumu Kputepussmu H® 1-ro tuma SIBISIOTCS KPUTSPUHN
Legius (2021), 2-ro Tuma — Manchester diagnostic criteria
(2016) u Evans recommendations for molecular genetic
testing (2019), mBaHHOMaTO3a — KpuTepuu International
Schwannomatosis Workshop (2013) [5].

HeiitpocdubpomaTos 1-ro Tuma gBisieTcss Hanboee
pacnpoctpaHeHHo popmoit HD, yacrora ero BctpeyaeMocT
cocrapysteT 1:3500. 3aboneBaHMe Yallie TMarHOCTUPYIOT B IET-
CKOM Bo3pacTe. 3a pa3BUTHE JaHHOTO KIIMHUYECKOTO (DeHOo-
THUIIA OTBEYAIOT TepPMUHATUBHBIC TeTEPO3UTOTHBIC BHYTPUTCH-
HBIC MyTalluu, IIPUBOISIIME K IToTepe (hyHKIMY B TeHe NF1,
pacnojioXXeHHOM Ha JUIMHHOM Iuieye 17-i XpOMOCOMBI,
a TaKKe KpyImHbIe aesteinu (Mukponeneru NFT), oxBaTeia-
fomme reH NFI u ero ¢pnankupymoomye odaactu. Mukpo-
JIEJICLINMH XapaKTepU3YIOTCS 0oJiee TSKETbIM KIIMHUIeCKIM
¢deHOTUTIOM, YeM BHYTpUTeHHBbIe MyTaunu NF1.

Knnnanyeckasg kaptruHa H® 1-ro Tuna xapakrepusy-
€TCs TOSIBJICHNEM CIIeHIMMUICCKUX IIITeH Ha KOXKE IIBeTa
Kode ¢ MOJIOKOM, HAIMYMEM BECHYIIIEK B IIOAMBIIIICYHBIX
BHAIMHAX M ITAXOBBIX CKiIagkax (cumirroM Kpoygea), MHO-
2KeCTBa OITyXOJIEBBIX Y3€JIKOB (MHOXXECTBEHHBIE Hepodu-
Opombl, y3eaKku JIuia), miekcrudopMHBIX Helipodhropom
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(30 % ciyyaeB), aHOMaJMil pa3BUTUsI KOCTHOM TKAaHU
(BasbrycHasi cromna, (popMupoBaHUE JIOKHBIX CYCTaBOB,
WCKPUBJICHUE JUIMHHBIX TPYOJIaThIX KOCTEH, CKOIMO3, TUC-
IUIa3KsI CKYJIOBOIM KOCTH, MaKpolieaans), BaCKyI0IaTHi
(OoJIe3HD MOISI-MOIAsT), a TaKXKe 3a00JIeBaHMI, 00YCIOB-
JICHHBIX HapyIlICHUEM Pa3BUTHSI HEPBHOM CHCTEMBI (pac-
CTPOICTBA ayTHCTUIECKOTO XapaKTepa), U KApIUOIOTMIeCKIIX
MaTOJIOTHI (KapauoMUoNaTus, mwencust). Kimmamaeckue
TIPU3HAKM TTPH TaHHOM 3200JIeBaHUN CHJIBHO PO3HSITCS: KOM-
OouHaLMS (PeHOTUIIMIECKIX ITPOSIBJICHUI U CTEIIEHb MX BbI-
PaXXeHHOCTH MOT'YT MMETh 3HAYMMBbIC Pa3IudusI B OOIIeH
TTOITYJISILIMK OOJTBHBIX ¥ MEXIY WIeHAMHU OMHOM ceMbH. Oc-
HOBHo¥ T!IT ortyxosv mpy H® 1-ro Thna — Helipopubpoma,
KOTOpas IIPEICTaBIIsIeT CO00I KOHIIIOMEpAT U3 IIIBAHHOB-
CKMX KJIETOK, (PrOpOOIIaCTOB, TYYHBIX U TTIEPUHEBPATIHHBIX
KJIETOK. BTO 3aMETHO OTpaHMICHHOE HEMHKATICYIMPOBaH-
HOEe HOBOOOpa30oBaHME, JIOKAIM3YIOMIEECs MPEeUMYIIe-
CTBEHHO B JIepMe WJIU ITOIKOXKHO-KUPOBOI KireTyaTke. Erre
OIHUM XapaKTepHBIM MPU3HAKOM HEHPO(PUOPOMBI SIBJISI-
eTCs TO, 9YTO OHA MMeeT HU3KUM MOTeHIINAT K MaJIUTHU-
3auuu. B 30 % ciyyaeB y malieHTOB Pa3BUBAIOTCS ILIEK-
cropMHBIE HePOo(PHUOPOMEBI, KOTOPhIE TTPUHITO OTHOCUTD
K criendpuaeckomMy TUITy HelipohubpoM; oHI 00J1agaioT
CITIOCOOHOCTBIO MaTUTHU3UPOBATLCI. OCOOEHHOCTSIMU
TUIEKCU(POPMHBIX HeTpoUOPOM SIBISTIOTCS OBICTPHIN MH-
(UIBTPaTUBHBIA POCT U MPOrPECCUPYIOLINIA HEBPOJIOTU-
YeCKUii JepUIINT.

HeiipodndbpomaTos 2-ro TUIIa BO3HUKAET B Pe3yJIbTa-
Te MaTOreHHOI MyTaunu B reHe NF2, pacrionaramoiieMcs
Ha JIJIMHHOM I1iede 22-i XxpoMocoMbl. YacToTa BcTpevae-
moctit H® 2-1o Tmmna Heckonbko Hke, yeM H® 1-ro Tuma.
B ocHOBHOM maHHasI IMaTONIOTHST AUATHOCTUPYETCS B IO/~
POCTKOBOM U B3pocjioM Bo3pacte (ot 18 mo 24 net). K-
Huveckas kaptuHa H® 2-ro tumna xapakrepusyercs Io-
SIBJICHUEM OMIaTepaJibHBIX BECTUOYISIPHBIX IIIBAHHOM
(90 % ciydaeB), Ipu KOTOPBIX OTMEYAETCS IIPOIPECCUPY-
[oIllee HapyIIeHHEe cyXa, a TakKXe HEeBEeCTHUOYJISIPHBIX
IIBAHHOM, 3ITEHIMMOM, MEHMTHTYIOM ¥ ITMTMEHTHBIX IISITCH
uBeTta Kode ¢ MoIoKoM (42—47 % cimydaes).

[IIBanHOMATO3 pa3BUBAETCS B pe3y/IbraTe MaTOTeHHOM
MyTauuu B 1ByX reHax — SMARCBI v LZRT1, nokanu3oBaH-
HBIX Ha IUIMHHOM IUIede 22-i1 xpomocoMbl. YacTora ero
BcTpeyaeMocTH coctasisteT 1 caydait Ha 40 000—70 000 ye-
soBek. I1IBaHHOMATO3 BBISIBIISIETCST BO B3pOCIIOM BO3pPacTe.
Ero ximHMYecKass KapTUHA XapaKTepU3yeTcs] HATMYNEM
B OCHOBHOM IIIBAHHOM Itepudepudeckux (89 % ciydaes)
U civHaibHbIX (74 % ciiyyaeB) HEPBOB, pexXe — MEHMH-
oM (5 % ciryvaeB), murioM (11 % ciydaeB) M aHTHOJIUTIOM
(3 % cnyyaeB), a TaKKe SIPKO BBIPAXKEHHOTO HEBPOIATH -
yeckoro 6ojeBoro cunapoma (70 % ciydaeB), oOycIOB-
JICHHOTO TIOTepeil HEMHEIMHU3NPOBAaHHBIX C-BOJIOKOH,
WTPAOIINX TJABHYIO POJIib B (OPMUPOBAaHUU 00JIEBOI
YYBCTBUTEILHOCTH.

Panngasa quarnoctuka H® naet Bo3MOXHOCTH BOBpE-
MsI Ha4aTh TEPAIUIO U MPEAOTBPATUTh PA3BUTHE TSIKEIIOTO
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HeBpoJiorndeckoro aepunura. JledeHne riekcruOpMHBIX
Helipoduopom mpyu H® 1-ro TMa B OCHOBHOM XUPYPIu-
yeckoe [8]. HemaBHo 3aperucrposan (1 B Poccum) Taprer-
HBII IIpernapaT CeIyMeTUHUO (KOCEeIyro) — mepopaabHbIi
CeNleKTUBHBIN nHrnourtop ¢pepmenta MEK, oqHoro m3 KoM-
ITOHEHTOB CUTHAJILHOTO ITyTH MUTOI€H-aKTUBUPYEMOM TIPO-
temHkrHa3eI (MAPK), 6110K1poBaHe KOTOPOTO TOPMO3UT
POCT 1 Tiposidepalivio KJIETOK. DTO JIEKapCTBEHHOE Cpe/l-
CTBO TTOKa3aJ10 BBICOKYIO 3(P(HEKTUBHOCTD B KITMHUYECKOM
nccnegoBanuy SPRINT, roe oHo mpuMeHsIOCh Y AeTei
2—18 et ¢ H® 1-ro Tna u HeorepadeTbHBIMU TIJIEKCH -
dopmubIMU Hetipohudpamu [9]. CeryMeTUHUO ITO3BOJIIT
YMEHBIIIUTL 00BEMBI OITyXOJIei Y HEKOTOPBIX ITAIleHTOB,
CHU3MJI BBIPAXKEHHOCTH OOJICBOTO CUHAPOMA M YIIYUIIIT
Ka4eCTBO XM3HU OOJIbHBIX.

Ilo maHHBIM psiza aBTOPOB, MPEANOJIaraeMblii PUCK
pa3BUTHS capKoMhl y rmauneHToB ¢ H® 1-ro tuma B Bo3-
pacte 30 seT cocraBisier 25,1 %, K 50 rogam OH yBeJIUYM -
Baetcs 10 38,8 % [10]. I1o pe3ynsraTam MCCIEIOBAHUIA,
accouuupoBaHHble ¢ H® 3710KauyecTBEHHBIE OITyXOJHU
u3 obonouek rnepudepndeckux HepsoB (3OOITH) co-
crapsiior 37—64 % Bcex 300ITH [11, 12]. I1o paHHBIM
HammonansHoro nHetutyTa 3mopoBbst (National Institutes
of Health) CILIA, y 666 (41,4 %) 13 1607 nauuenToB ¢ HD
1-ro Tuna moMuMo HelipouOpPOM pa3BUIIUCh APYTHe HO-
BooGpaszoBanust: y 243 (15,1 %) — 300I1H, y 5 (0,3 %) —
HeauddepeHLpoBaHHas capkoMa, v 4 (0,2 %) — octeo-
capkoma, y 2 (0,1 %) — neitomnocapkoma, y 2 (0,1 %) —
ymriocapkoMma, y 1 — anruocapkoma [13]. Kpome Toro,
y 295 (18,4 %) GOJIbHBIX BO3HUKIIU TIMOMEIL, Y 47 (2,9 %) —
paK MOJIOYHOM Xene3bl, y 15 (0,9 %) — menaHoMma.

Jleyenne capkom Markux TKanei. Jleaenne CMT, ac-
colMupoBaHHbIX ¢ H®, ocyluecTBisieTcs o peKkoMeH1a-
nuaM HanmoHanbHOM BceoOI1Ieil OHKOIOTMYECKOM CeTH
(National Comprehensive Cancer Network, NCCN) CIIIA,
AMepHKaHCKOro o01iecTBa KIMHUYECKON OHKOJIOTUU
(American Society of Clinical Oncology, ASCO), EBporneii-
CKOro obmectBa MeaguiinHCcKou oHKojornu (European
Society for Medical Oncology, ESMO) u Poccuiickoro
obiecTBa KamHudeckoi onkoyoruu (RUSSCO). B nua-
THOCTHKE U JICYCHUH IIPUMEHSTIOT MYJIBTUINCIATLTMHAPHBII
noaxon [ 14]. B kauecTBe METOMOB BU3yaJIM3aLlMU IIPEIIIO-
YTEHHE OTHASTCS MarHUTHO-PE30HAHCHOUW TOMOrpaduu
(MPT) KaxK «30JI0TOMY CTaHAAPTY» OIIPEICICHUS MECTHOM
pacrpocTpaHeHHOCTH oryxonu. Tunsl CMT moryT pas-
JIMYATHCS KIIMHUISCKUM TIOBEICHNEM M OTBETOM Ha Jieue-
Hue. OnpenesieHre CTEIICHH 3/I0Ka4eCTBEHHOCTH SIBJISIETCS
OITHUM M3 CAaMbIX BAXKHBIX ITPEAUKTOPOB MPOTHO3UPOBAHUS
METacTaTUYECKOro pHCKa M OOIIel BBIKMBAEMOCTH.
ITo pexomenmaumssm NCCN u ESMO 6uorncust nojkHa
OBITH BHITIOJIHEHA 10 Havyajla KOMOMHUPOBAHHOTIO JICYCHUS.
B Hacrosiiee BpeMst IIMPOKO MCIOJIB3YIOTCS 2 TUIIA OMOTI-
CHI1: TOJICTOMTOJIBHAS 1 OTKphITad [15, 16].

CraHgapTHBIM JIeYCHHEM JTOKAIM30BAaHHBIX CapKOM
(T1-2) gBasgeTCcs MECTHOE MCCEYSHHE OITYXOJIH C ITOCIe-
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oIepallMoHHOM ydeBoii Tepanueit (JIT) mpu momoxu-
TeJbHOM Kpae pesekunu. OmHako ¢ 2010 r. mpeamoyreHue
cranu otaaBath npegornepanonHoi JIT [14]. CyiecTBy-
eT MHOxecTBO BapuaHTOB JIT u TexHomoruiA, MO3BOSIIO-
IIAX TOYHO ¥ KOHTPOJIUPYEMO IPOBOINTH JieueHue. [1pemn-
onepauuoHHas JIT siBisieTcst MeToaoM BbIOOpa, 0COOEHHO
IIpY JIOKAJIM3ALIMK OIYXOJH B CJIOXHBIX aHATOMUYIECKIX
30HaX (CycTaBax, HEPBHBIX CIUIeTeHUSIX ). CyMMapHas o4a-
roBas no3a (COJl) mocieonepaunonHoii JIT cocraBusier
50—50,4 ITp Ha KTMHUYECKUIT 0OBEM OITYXOJIH C MOCIIEAYIO-
MM OycTHpoBaHMeM IoJieil u obnyyeHuem go COJl 16 Ip
(o6rass COJI 66 Ip) B 3aBUCUMOCTH OT COCTOSIHUSI KpaeB
pesexuuu [17]. IIpu npenonepanronHow JIT 10361 1 00b-
€MBI 00JTydeHMSI MEHBIIIE, YeM IIPH ITOCICOTIepallMOHHOMN
JIT, mMOCKOJNIBKY HET MPEeAIIeCTBYIOIMNX XUPYPIUICCKIX
manunynsunii 1 COJI coctasuseTt 50 Ip [18].

AIBPIOBaHTHAsI XUMHUOTEPAITUS He SIBISIETCS CTaHaap-
TOM JiIedeHUsI MecTHO-pacrpocTpaHeHHbIX CMT B EBpore,
omHako mupoko ucroiabdyercs B CILA [19]. Heoambro-
BAHTHYIO XUMUOTEPAIIIO MOXXHO pacCMaTpUBaTh B OIIpe-
MIeJICHHBIX CUTYaIlUsIX, HAIIpUMEP, B Ka4eCTBE MHIYKIIM-
OHHOH TepaIiu ISl YIyYIIeHUs Pe3yIbTaTOB OIepallii
IPU CapKOMAaX KOHEYHOCTE! U IPYIHOI KJIETKU BBICOKOTO
pucka [20]. HeoagpioBaHTHasI XUMUOTepanus (HOKCOPY-
ounmH + ndocdammua) B pa3HbIX JO30MHTEPBAILHBIX pPe-
KUMax IPUMEHSIeTCS] KaK XUMHOTepaItus 1-ii IMHUM IIpu
MMePBUYIHBIX, PELIUANBHBIX 1 METACTATUIECKIX CAPKOMAX.
IMomuMmo 1-ii TMHUM TOCTYITHO HECKOJIBLKO CXeM 2-1i TMHUU
TepaItiu IJIs1 JaJIbHEHIIIero JIeUeHUsI pacIIpOCTPaHEHHBIX
n Metactatnaeckux CMT. Beibop jieueHnst OCyIeCcTBIsIETCS
Ha OCHOBE MHINBHIYAIbHBIX OCOOEHHOCTEH MalleHTa, BKITIO-
Yast BO3PACT, TMCTOJIOTUYECKMIA TIOATHUIT X Pa3Mep OITyXOJIH,
CKOPOCTB ITPOrpecCPOBaHMS 3a00JI1€BaHIsI, OCHOBHYIO 1Ie]Tb
JIeYCHMSI, TOKCUIHOCTD, HaOM0IaeMyl0 BO BpeMsI TepaItii
1-1 TMHMM, TTOTEeHIMATBHYIO TOKCUYHOCTD Teparuu 2-i Jiv-
Huu U T. A. [IpenaparamMu 1-ro BeIOOpa 2-ii TUHUM B OOJIb-
IIMHCTBE CJIyJaeB SIBJISTIOTCS TeMIIMTaOMH M ITOIIETaKCel,
a aJIbTepHATUBHBIMY BaplaHTAMK — 3pUOYIMH U TpabeKTe-
nuH. B HacTosIee BpeMs ISl TapreTHOM Teparuy Mpy-
MEHSIOT Ia30naHuo, peropadeHnd, copadpeHn6 1 UMaTH-
HuO [21].

XUpypruyeckoe BMEIIaTeIbCTBO SIBISICTCSI OCHOBHBIM
METOIOM JICUCHUSI TIOKAIM30BAaHHBIX KIIMHUIECKH PE3CK-
TabenbHbIX CMT 1 peKoMeHayeTCsI PU pacIpoOCTpaHEH-
HBIX M1 MeTtacTatTndeckux CMT, korga Bo3MoXKHa MoJTHas
pesekuus [22].

B MeauimHCKOM paaruoori4yeckoM HaydHOM LIEHTpe
M. A.®. 1Ip10a — ¢pumane HalmoHaibHOro MeIMIIMHCKO-
TO HICCIICIOBATEIBCKOTO LIEHTPA PAIUOJIOTMH 3a TTOCIICTHIES
15 neT nonyunnu nedeHue 6osee 190 maumeHTOB C MECTHO-
pacIipocTpaHeHHBIMH, BBICOKO3JIOKadyecTBeHHbIMU CMT.
Xupyprudeckoe JiedeHue mpoBeaeHo 31 001bHOMY, KOMOM-
HMpOBaHHOE — 162 (peaornepauoHHast TEPMOXUMUOTyYe-
Basi Tepanus ¢ onepanyeii — 117, mpeaonepalioHHas XUMU-

CapKoMbl KOCTel, MATKNX TKaHeN 1 OMyXONU KOXK

onydeBast Tepanus ¢ onepaumeit — 45). ITpu atom 300ITH
BbIsiBIIeHbI Y 17 (8,8 %) GoNbHBIX (Y 2 U3 HUX — OIYXOJIH,
accouumnpoBatHbie ¢ H® 1-ro tuna), y 22 (11,5 %) — aurno-
capkoMsbl (y 1 U3 HMX — OITyx0Jib, accounrpoBaHHas ¢ HD
1-ro Tuma); y 37 (19 %) — HeauddepeHLpoBaHHAS TUICO-
MopdHast capkoma (y 2 U3 HUX — OITyXOJId, aCCOLIMUPOBaH-
Hele ¢ H® 1-ro tuna). TakuM obpa3om, B LIEHTpE IIPO-
JIEYEeHbI 5 MaLIMEHTOB C CApKOMaMU, aCCOLIMMPOBAHHBIMU
¢ HO (3 xxenmuHb 1 2 Myk4nH) (Tadu. 1). ¥ 1 6ompHOTO
IMarHoCTUpoBaHbI 2 Mopdonornueckue ¢opmol CMT —
300ITH u MukcoumHas aumnocapkoma, y 2 — 300I1H,
y 2 — HenudpepeHIIMpoBaHHAsI BEpeTEHOKJICTOUHASI cap-
KoMa. Tpu marmeHTa HaXoIsTcs o HaOIoneHueM (CpoK
oT 6 10 9 JIeT), IPU3HAKOB IIPOrpecCUpOBaHMs 3a00JIeBa-
HUS Y HUX He BbIsiBJeHO. OaHa GojibHast yepes 5 JIeT Bbl-
ObLIa U3-TI01 HAOMIONEeHNS, 2 MallueHTa yMepJin (TaoJr. 2)
OT IIPOTPECCUPOBAHMSI METACTATUYECKOIO IIpoLiecca.

Tabnuua 1. Xapakmepucmuka nayueHmos ¢ CapKoMamu MazKux mKa-
Hel, accoyuuposarHbix ¢ Helipogubpomamo3som (n=5*)

Table 1. Characteristics of the patients with soft tissue sarcomas
associated with neurofibromatosis (n=5*)

Iloka3arenn 3Havenue
TTomn, n (%):
Sex, n (%):
MYXCKOM 2 (40)
male
KEHCKUI 3(6)
female
Bospacr (Mmenuana), et 4
Age (median), years
Jlokanuzauwus, n (%):
Location, n (%):
HUXHUE KOHEYHOCTH 3(50)

lower limbs

TYJIOBUIIIE/3a0PIOIITMHHOE TPOCTPAHCTBO

2/1 (33/17)
torso/retroperitoneal space

Cranus, n (%):

Stage, n (%):
B 3+ 1* (67)
1AY 2 (33)

Crenens quddepeHIMpoBKY ommyxou, 7 (%):
Differentiation grade, n (%):
G, 4 (67)

G 2(33)

3

*/lee onyxoau y 1 nauuenma.
*Two tumors in patient 1.
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Tabnuua 2. Pe3yibmams! e4eHUs NAUUEHMOB C CAPKOMAaMU MASKUX MKaHel, ACCOLUUPOBAHHbIX C Helipoghubpomamo3om, 8 3asucumMocmu om
XAPaKMepucmuKu 60/bHbIX
Table 2. Results of treatment of patients with soft tissue sarcomas associated with neurofibromatosis depending on patient characteristics

Bpems
Mopdoaornueckas HaOJmoze-
ITanueHt dhopma onyxoau IToa Cragus Jleyenue Ho:;;::;:m nus, mec  Cocrosmme
T4M1,
Henuddepenuupo- G., XumuosnydeBast | [ ——
BaHHas BEPETEHOKIIE- M v CT;.,E{ st Tepanug + v e SKuB
! T01Had cApKOMa M T4M1 orepaimst Lumbo-gluteal 1 Alive
Undifferentiated G ’ Chemoradiotherapy + area
spindle-cell sarcoma st'lgglV surgery o
B T3MI, Tepmoxumuonyye-
GO PETITES G, Bas Tepanus + Hwxwnss tpets
PaHHasi BEPETCHOKIC X IVcrams OIeparust Genpa Vmepia
2 TOYHAsI CapKoMa E T3MI1 Thé)rnﬁlo— Lower third 7 Died
Undifferentiated G ? h di fthe hi
spindle-cell sarcoma ¥ chemoradio= ot the up
stage IV therapy + surgery
T3MO, Kusa,
G, BepxHsist TpeTh METacTa3oB
3 300ITH X IB cragust Onepauus Gempa 108 HCT
MPNST F T3MO, Surgery Upper third Alive,
G,, of the hip no
stage 1B metastases
1. MukcoumHast T2MO, L H%HCHH(IHM Bri6buta
JIMIIOCapKOMa. G, ODIACTb. 13-TI0J,
4 2.3000H X IBcrams Onepanust 2 SOOI 60 HaGMOe-
1. Myxoid I T2MO Surgery IOVCAy R (I HMSI
liposarcoma. GI, ' 21.RL?mbar'[area.l Lost to
2. MPNST stage 1B 2 {5 r:;pig D! follow-up
T4MO, Kus,
G, METacTa30B
5 300ITH M IB cranust Onepauust benpo 6 HET
MPNST M T4, MO, Surgery Hip Alive,
G ) no
stageI 1B metastases

Ilpumeuanue. 3001TH — 310Kxauecmeentble onyxoau u3 060104ex nepugeputeckux Hepsos; XK — ycenckuii; M — myxncckoil.
Note. MPNST — malignant peripheral nerve sheath tumor; F — female; M — male.

Hitxe npencraBiieHbl KIMHUYECKME CITydau JICYEHNST
CMT, accoumnupoBaHHbIx ¢ HD.

Knunuyeckuin cnyvai 1

Hayuenm A., 32 aem, ¢ nacaeocmeennvim HD 1-co0 mu-
na (puc. 1). Ocnosrnoe 3abonesanue: C49.2, neouggepenyu-
DOBAHHAS CAPKOMA MALKUX MKAHel e80T 1200UHHO-KpeCh-
yoeoi obnacmu pTANOMO, G, 111B cmaoduu.

Jlaumenvroe epemst 6 MAeKUX MKAHAX Ae60U 5200U4HO-
Kpecmuy080ii obaacmu 66110 H08000pazoéarie 0o 8 cMm, KOMo-
poe k mapmy 2021 e. ygeauuunocs do 14 x 20 cm (no danubim
MPT). Xupypeuueckoe neuenue npogedero 10.03.2021.

CapKoMbl KOCTE, MATKUX TKAHEil 1 0NyXoan KoXu

[layuenm noayuun koucyssmayuro 8 Meduyunckom paouo-
noeuteckom HayuHom yewmpe um. A.D. Ilvioa — guauane Ha-
YUOHANbHO20 MEOULUHCK020 UCCAed08amenbcKoe0 UeHmpa
paduonoeuu; eepupuuUposan Mopgonoeuteckuil OuazHo3: He-
Oucghepenyuposannas eepemeroksemounas capkoma, G,

1lo dannvim komnoromeprnoit momoepaguu (KT) opearnos
epyoHoil kaemku 6 urone 2021 . 6vi61eHO npocpeccuposarue
3a60ne6aHus: eOUHUUHbIE MEMACmAa3sl 8 NPABOM U N€60M
saeekux. C ageycma 2021 e. no mait 2022 2. npogedeno Kom-
OUHUPOBAHHOE AedeHUe: npagoe Ae2Koe — 2 Kypca NoAUXUMU-
omepanuu (IIXT) no cxeme HD-AI, éudeomopaxockonuye-
ckas pesexyus (21.10.2021), 4 kypca IIXT no cxeme HD-AI;
Tom 16
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Puc. 1. BrewHuii sud nayueHma A.
Fig. 1. Appearance of male patient A.

negoe neekoe — 4 kypca IIXT no cxeme HD-AI, sudeomopa-
kockonuyeckas peszexuus (10.03.2022), 2 kypca IIXT
no cxeme HD-AL

IIpu naarosom oocnedosanuu (MPT ¢ konmpacmuposaruem)
om 12.02.2023 6 msaeKux mKausx 1e6oti NOSICHUMHO-KPeCcmy080U
obaacmu 8vi61eH0 00PA308aHUe HA YPOBHE N0360HK08 ThX—LV
pazmepamu 8 % 6,2 x 23 cm (puc. 2). C mapma no uronb 2023 e.
npoeedero komouruposarntoe aeverue: IIXT 2-it aunuu (3 Kyp-
ca no cxeme GemTax), JIT (uzoagpgpexmuenas COI 50 Ip),
A0KanvHas eunepmepmus (6 cearcos). Ilo danHbiM KOHMPONb-

Puc. 2. MazHumHo-pe3oHaHcHas momozpagus NosCHUYHO-Kpecmyo-
8ol obnacmu nayueHma A. om 12.02.2023 (0o neyeHus)

Fig. 2. Magnetic resonance imaging of the lumbosacral area of male
patient A. from 12.02.2023 (prior to treatment)

Hoti MPT om 20.07.2023 6 msekux mxaHsx cnutbi caeea (ypo-
6eHb no36ouko6 LII—LV) evisenerno obpazosanue pasmepamu
6,9 x 5,6 x 11 cm, m. e. onyxonv ymenvuunaco Ha 36 % (wac-
MUMHBLLL OMGem No KpUmepusm OUeHKU 0meema CoOAUOHbIX Ony-
xosneil (Response evaluation criteria in solid tumours, RECIST 1.1)
(puc. 3). Buinoanena onepayus 27.07.2023: yoanenue onyxoau
MSIKUX MKAHel 1e60il NOACHUYHOLL 001acmu ¢ pe3eKyuell Mbluly
cnuHbl (neyebuvlii namomopgos 111 cmenenu).

Tlayuenm naxodumcs nod Habaodenuem 1 200, npusraxos
npoepeccuposanus 3a6onesanus He ommeueHo (puc. 4, a, ).

Puc. 3. MazHumHo-pe3oHaHcHas momoepaghusa NoACHUYHO-Kpecmyo-
8ol obnacmu nayueHdma A. om 20.07.2023 (nocne neyeHus)

Fig. 3. Magnetic resonance imaging of the lumbosacral area of male
patient A. from 20.07.2023 (after treatment)

CapKombl KOCTei, MATKUX TKaHeit u onyxonun koxu Journal Bone and soft tissue sarcomas, tumors of the skin

Puc. 4. BrewHuli 8ud nayueHma A.: a — yepe3s 6 mec nocsie onepayuu;
6 - yepe3 1 200 nocnie onepayuu

Fig. 4. Appearance of male patient A.: a — 6 months after surgery;
6 - 1 years after surgery
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Knunuyeckuin cnyvai 2

Iauyuenmxa A., 51 2o0a, c Hacaedcmeennvim H® 1-20 mu-
na (puc. 5). Ocroeroe 3ab6oneéanue: C49.2, nedughghepenyupo-
eannas CMT nuxcreii mpemu negoeo 6edpa, pT3NOMO, G,
11IB cmadus.

Ha nepeone-meduanvHoil nosepxrHocmu HudCHel mpemu
16020 bedpa 6 MieKux MKaHsax onumenvHoe pems 6vi10 00-
pasoeamue, pazmepsvt KOMopoo Kk okmsopro 2023 e. yeeauu-
aucs do 7 % 15 cm (puc. 6), u hossuacs evipasiceHHbiil 601e60i
cundpom. Tlayuenmxa noayuuna Koncysosmayuro 6 Meouyun-
ckom paduonoeuyeckom HayyHom yeumpe um. A.D. Llvioa —
@uauane HayuonanvHoeo meduyunckoeo ucciedosamensckoeo
yenmpa paouonoeuu; Mopgoaoeuteckuli OuazHo3 eepupuyi-
po6an: HeduggepeHyuposanHas eepemeHOKAeMOYHAs Cap-
Koma, G,

Puc. 5. BrewHuli sud nayueHmxu A.
Fig. 5. Appearance of male patient A.

1lo dannoim MPT om 03.01.2024 6 HuxcHeil mpemu 1e80eo
bedpa no nepedre-meOUaNbHOU NOBEPXHOCHU 8 MeOUANbHOIL 20~
/108Ke uemblpex21aeoil Mblullybl 6edpa 8vis61eHo 00pazoeanue
pazmepamu 6 x 7 % 15 cm (puc. 7). C ansaps no anpenv 2024 2.
npoGedeHo KOMOUHUPOBAHHOe AeueHue: 3 Kypca Heoao0so8aHmHOL
IIXT no cxeme HD-AI, kypc JIT (COI 50 Ip), rokanvhas eunep-
mepmusi (6 cearcos). Ilo dannvim Konmponsroii MPT negoeo
obedpa c konmpacmuposanuem om 16.04.2024 pazmepoi 06pazo-
BaHUSI MACKUX MKAHell HudCcHeidl mpemu 6edpa cocmasuau
4 x 6 x 5cm, m. e. onyxoav ymenvuiuaacs Ha 46 % (wacmuumbiil
omeem no RECIST 1.1) (puc. 8). Boinoanero ydanenue onyxonu
MsCKUX MKAaHell epxHell mpemu npasozo 6edpa c pe3exyueil
MeduanvHoil 20108KuU Yembipexenasoil muiuyst (01.05.2024);
seuebnbiti namomopgos 111 cmenenu. Ilocae smoeo npogederoi
3 kypca adsrosanmnoii IIXT no cxeme HD-AL

Puc. 6. Bud HuxHux KoHeyHocmell nayueHmku A. 0o onepayuu
Fig. 6. Appearance of the lower limbs of female patient A. prior to surgery

Puc. 7. MazHumHo-pe3oHaHcHas momozpagus HuxHel mpemu nesozo 6edpa nayueHmu A. om 03.01.2024 (0o neyeHus)
Fig. 7. Magnetic resonance imaging of the lower third of the left hip of female patient A. from 03.01.2024 (prior to treatment)

Puc. 8. MazHumHo-pe30HaHcHas momozpagus 1eso2o 6edpa ¢ KOHmMpacmuposaHuem nayueHmyu A. om 16.04.2024 (nocne neyeHus)
Fig. 8. Contrast-enhanced magnetic resonance imaging of the lower third of the left hip of female patient A. from 16.04.2024 (after treatment)

CapKombl KOCTei, MATKUX TKaHeit u onyxonun koxu Journal Bone and soft tissue sarcomas, tumors of the skin
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Puc. 9. Bud HwxHux KoHeYHoCcmell nayueHmku A. nocie onepayuu
Fig. 9. Appearance of the lower limbs of female patient A. after surgery

[layuenmka Haxodunace nod Habaodenuem 7 mec (puc. 9);
ymepaa om npocpeccupo8anuss Memacmasoe 8 AeeKux uepes
3 mec nocae onepayuu.

KnuHuueckun cnyyai 3
Ilayuenmra 2K., 38 nem, ¢ nacredcmeennvim H® 1-20 mu-
na. OcHogroe 3aboneganue: C49.2, 310xauecmeennas onyxons

u3 000104eK nepughepu1eckux Hepeoe MAKUX MKaHel 6epxHell
mpemu npagoeo 6edpa, pTINOMO, G, IB cmadus. Xupyp-
euueckoe neverue nposedero 24.02.2015. JlaumenvHoe epems
6 MACKUX MKAHSIX 6epPXHell mpemu npagoco 6eopa no 3aoHe-
6HYMpeHHel NosepXHOCmU 0bl10 00pazoéanue, Komopoe
¢ dexabps 2014 e. cmano bbicmpo pacmu u 0ocmueno pas-
mepoe 14 x 15 cm (puc. 10).

Tlayuenmka noay4yusa koncyavmayuro 6 Meouyunckom
paduonocuueckom HayuHom yenmpe um. A.D. Llviba — puau-
ane Hayuonanvrnoeo MeOUYUHCKO020 UCCAEA08AMENLCKO2O
yenmpa paduonoeuu; Mopgoaocudeckuil duaeHos eepupuui-
posan: 30011H, G,. Ilo darneim MPT om 10.01.2015 ¢ msie-
KUX MKAHAX 6epXHell mpemu npasoeo 6edpa 6 Mvluyax-ao-
dykmopax evlsaeneHo odpazosearue pazmepamu 6 x 10 x 14.cm
(puc. 11). Buoinoaneno ydanenue onyxonu msaekux mrkawei
6epxXHell mpemu npasoeo bedpa c pezexyueil 6HympeHHel
epynnol mvluty, 6edpa (24.02.2015).

ITlayuenmka naxooumcs nod nabawdenuem 9 nem; npu-
3HAK08 NPoepeccuposanus He eviseaeHo (puc. 12).

Puc. 10. BrewHuli 8ud nayuenmku X. (a) u koHmypsi onyxonu 0o onepayuu (6)
Fig. 10. Appearance of female patient Zh. (a) and outline of the tumor prior to surgery (6)

Puc. 11. MazHumHo-pe3oHaHcHas momoepagus mazkux mrkaxel sepxHeli mpemu npagozo 6edpa nayueHmku X. om 10.01.2015 (do onepayuu)
Fig. 11. Magnetic resonance imaging of the upper third of the right hip of female patient Zh. from 10.01.2015 (prior to surgery)

CapKombl KOCTei, MATKUX TKaHeit u onyxonun koxu Journal Bone and soft tissue sarcomas, tumors of the skin
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Puc. 12. BrewHull 8ud nayueHmku }. yepe3 9 nem nocne onepayuu
Fig. 12. Appearance of female patient Zh. 9 years after surgery

Knununuecknin cnyyan 4

Ilayuenm 1I1., 41 200a, ¢ nacaedcmeennvim H® 1-20 mu-
na. OcxosHoe 3abo0neéanue: C49.2, 300I1H maekux mxanei
npagoeo 6edpa, pTANOMO, G, 1B cmadus. B 2013 e. nosieu-
A0Cb 00pa308aHUe MAKUX MKAaHell npagoeo bedpa no 3aouell
N08EPXHOCIUL, pazmMepbl KOMOPO20 MeOAeHHO YEeAUYUBANUCD.
Ocenvro 2023 2. ommeuer Obicmpblil pocm onyxoau, Kk 0ekaopio
2023 e. ona docmuena pazmepos 21 x 34 cm (puc. 13).
Ilo dannvim MPT om 13.12.2023 gvisieaeHo obpa3osanue
MSACKUX MKAHel no 3a0Heill NOBepXHOCMU npagoeo bedpa pas-
mepamu 7 % 20 x 30 cm (puc 14).

Ilayueum noayuun xoncyavmauuro 6 Meduyuuckom
paduonoeuueckom HayuHom yenmpe um. A.D. Llviba — puau-
anre Hayuonanvroeo meduyunckoeo uccaedogamensckoeo
yenmpa paduonoeuu; Mopgonocudeckuil duaeHos eepupuui-
posan: 3001IH, G, Beinoaneno yoarenue onyxoau Mackux
mKaHeil npasoeo 6edpa c pezeKyueli 3a0Hell epynnbl Mbluly
(15.02.2024) (puc. 15).

Ilayuenm naxodumcs nod Habawldenuem 6 Mmec,
NPU3HAKO8 NPOPeccuposanuss 3a601e6anUs He bi16AEHO

(puc. 16).

Puc. 13. BxewHuli sud nayuerma [1. do onepayuu
Fig. 13. Appearance of male patient P. prior to surgery

Puc. 14. MazHumHo-pe3oHaHcHas momozpagus sepxHel NoN0BUHbI
npasozo 6edpa nayuenma fl. om 13.12.2023 (do onepayuu)

Fig. 14. Magnetic resonance imaging of the upper part of the right hip
of male patient P. from 13.12.2023 (prior to surgery)

Puc. 15. Imansi onepayuu
Fig. 15. Surgical stages

CapKombl KOCTei, MATKUX TKaHeit u onyxonun koxu Journal Bone and soft tissue sarcomas, tumors of the skin
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Puc. 16. BrewHuli sud nayuerma [1. yepe3 6 mec nocne onepayuu
Fig. 16. Appearance of male patient P. 6 monhts after surgery
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3aknioyeHue

HeiipodnbdbpomaTo3 — cucTeMHOE TeHeTUYeCKOoe 3a00-
JIeBaHUE C TTOpaXXeHNEeM MHOTHUX OPTaHOB, KOTOPOE Ha JaH-
HBIIt MOMEHT HEBO3MOXKHO BbUICYNTh. OITHAKO COBPEMEHHBIE
METOIbI TEPAIIUM TOMOTAIOT YCTPAHUTHh €0 CUMIITOMBI
U TIPEIOTBPATUTD Pa3BUTHE OCIOKHEHMIA. 3aJ10T YCITeIIHOM
Teparmu HP — mpuMeHeHre KOMIUIEKCHOTO MEKIUCITH-
IUTMHAPHOT'O TIOIXO0MA C YIACTUEM PA3IMIHBIX CIICIIAAIUCTOB:
HEBPOJIOTOB, XUPYPIroB, ODTAIBMOJIOIOB, OHKOJIOTOB, OTO-
PUHOJIAPUHTOJIOTOB, JIEPMAaTOJIOTOB, OPTOIIEIOB.

V 8—13 % manumenTos ¢ H® 1-ro tuma B Te4eHUE XKU3-
Hu quarHoctupytotr 3OOITH. IToaTomy nanHast maToaorust
SIBIISICTCST BAXKHEUIIIMM STHOJIOTMYECKUM (PaKTOpOM pas-
BUTHUS 3TOro Buma capkom. Jleuenne CMT, accounmpo-
BaHHBIX ¢ HD, ITOTHOCTBIO COOTBETCTBYET pEKOMEHIAIIM -
sm NCCN, ASCO, ESMO u RUSSCO.
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