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CapKkoMbl — rpynna pefKux 3/10KaueCTBEHHbIX ONYX0Neii, XapaKTEPU3YIOLWMUXCA arpecCUBHLIM POCTOM, aKTUBHBIM METacTa-
3MpoBaHUEM U GbICTPbIM pa3BUTMEM peLyuAuBa 3aboneBaHns. ITM HOBOOBPA30BAHUA NOKANU3YIOTCA BO BCEX YACTAX TeNa,
NpenMyLLecTBEHHO B 061aCTH KoHeuHocTeil. Capkoma K0uHra opraHoB rofoBbl U Weu NpeAcTaBaseT co6oi peaKkyto naro-
noruto. Ee neyeHue ABnAETCA CNOXHOI 3afadYei ANs MynbTUAUCLMNAMHAPHON KOMaH/b! CNELManuCTOB, MOCKObKY ONyX0/b
061a1aeT Masoil YyBCTBUTENbHOCTbIO K KOHCEPBATUBHbLIM METOAAM Tepanuu U TpebyeT NpUMEHeHUs 0BLWNPHBIX BAPUAHTOB
XUPYPrUYECKOro neyeHns. Jns COXpaHeHUA KayecTBa KMU3HN NALMEHTOB NPU 0OWUPHBIX XMPYPrUYeCcKUX BMELWATENbCTBAX
Ha OpraHax rofoBbl 1 Wen He06XOAUMbI OAHOMOMEHTHbIE UM OTCPOYEHHbIE PEKOHCTPYKTUBHbBIE ONEpaLumn B 30HE UHTE-
peca. B cTaTbe npepcTaBieH KNMHUYECKWIA Clyyail NeyeHus U peabunuTaLum naumeHTa ¢ CapKoMon BEpXHEYEeNtoCTHOM
nasyxu.
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Sarcoma is a group of rare malignant tumors characterized by aggressive growth, active metastasis, and rapid recur-
rence of the disease. Localized in any part of the body, mainly in the limbs. Ewing’s sarcoma in the head and neck area
is a challenge for a multidisciplinary team of specialists. The tumor has little sensitivity to conservative methods
of special treatment and it is necessary to apply a large surgical treatment. To preserve the quality of life of the patient
during surgical operations on the organs of the head and neck, reconstructive operations are required. The article pre-
sents a clinical case of treatment and rehabilitation of a patient with maxillary sinus sarcoma.
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BBepeHue

Capkoma FOuHra nmpeacraBisieT co00it peIKyio BhICO-
KOarpecCHUBHYIO 3JI0KaY€CTBEHHYIO OITyXOJIb U Yallle BCEro
BO3HMKaeET B Auaduse u auadusapHo-MeTadpr3apHbIX OT-
Jeaax IIMHHBIX KOCTEH, XOTS MOXKET IopaxaTth JI00yIo
KOCTb. DKCTpackeneTHasa capkoma FOuHra BcTpeyaercs
MpUMepHO y 12 % nauuMeHTOB U MMEET LIMPOKOE aHATO-
MMYECKOe pacpocTpaHeHue. JlaHHas maToorus siBysieT-
csl 2-1i MO BCTPEYaeMOCTH 3JI0KAYECTBEHHOM OMYyXOJIbIO
KOCTEH y IETE€H U MOJIOJBIX JIOAEH IOCIIE OCTEOCAPKOMBI.
CooTHoIlIeHMEe MYXXUYMH U KEHIIUH C 3TUM 3a00JIeBaHUEM
cocrasjsiet 1,4:1. IToutu 80 % malumeHTOB ¢ capKOMO
FOunra monoxe 20 jieT; MUK 3a00J1€BaeMOCTH TIPUXOIUTCS
Ha 2-¢ AecATUIeTHE XU3HU. Y OOJIBHBIX C JAHHOM IMaToJIo-
rueit crapiie 30 1eT B OCHOBHOM HaOJII0Ja0TCs pacipo-
CTpaHEHHbBIC OITyXOJIEBbI€ IPOILIECCHI, U OIYXOJHU Yallle
BO3HMKAIOT B MSITKUX TKaHSAX. B 00J1acTu rOJIOBHI U 1IeU
capkombl FOuHra Bcrpeyarorcst Tonbko B 2—10 % ciydaes,
galie Bcero B 00J1acTsX yeperna 1 YeJI0CTH, pexe — B CHU-
HOHA3JIbHOM TpakTe (B OCHOBHOM B BEPXHEUEIIOCTHOM
rnasyxe U1 HOCOBOM SIMKeE).

Unentudukaumsa capkombl FOuHra 3atpynHeHa, Tak
KaK HeOoOXOAMMBbI KJIMHUYECKas, pEHTIeHOJOrnyecKas
IMArHOCTHKA U THCTOJOTUYECKOE U MOJECKYJISIPHO-TEHE-
TUYECKOE McclienoBaHusl. BONBIIMHCTBO cliyyaeB SIBISIOT-
Csl CIOpamTuYeCKUMU, HO OOHApyKeHbI Y MyTalluu 3apo-
IBIIIeBOM JUHUU. 19 AuarHoCTUKU capkoMbl FOuHra
ITOMUMO aHaJIM3a KJIIMHUKO-PEHTTEHOJIOTMYECKOM KapTUHBI
U TIPOBEIEHUST PYTUHHOIO MOPGHOJIOTHUYECKOTO UCCIIeN0-
BaHMS TPEOYIOTCS TaKkKe MMMYHOTHUCTOXMMUYECKOE HC-
cJieoBaHue C orpeneaeHrueM aKcnpeccuu Mapkepa CD99
(aBASIETCSl TJIMKOMPOTEMHOM KJIETOUHOM MOBEPXHOCTHU
U AMaTHOCTUYECKUM MapKepoM capkoMbl FOuHra), a Tak-
Ke TeHeTu4Yeckoe uccienoanue. Haubosnee pacrpoctpa-
HEHHOM TpaHcIoKauuel capkoMmbl FOuHra (IpucyTcTByeT
B 85 % ciy4aeB) siisieTcs TpaHcnokanus t(11;22)(q24; q12),
KOTOpasi IpUBOIMT K ciausiHuio reHa EWSRI Ha xpomo-
come 22 u reHa FLII na xpomocome 11, B pe3yabTaTe 4yero
obpasyetcst 6enmok EWSRI1-FLI1. Bropas no pacnpo-
CTpaHEHHOCTU TpaHchokauusi reHoB EWSRI-FLII —
1(21;22)(q22;q12). OHa npuBOAUT K 00pa30BaHUIO OeaKa
EWSR1-ERG npumepHo B 10 % ciyuaeB. Penkue ciydaun
capkKoMmbI cBs3aHbl ¢ reHoM FUS (fused in sarcoma), KoTo-
phlii momo6Ho reny EWS saBnsercs yieHoM cemerictBa FET.
OnucaHbl TaKKe BapuaHTHl coeanHeHus reHoB FUS-ERG
wiu FUSFEV (1, 2].

B panee onmcaHHbBIX HAOTIOAECHUSIX TIEPBUYHAS CApKO-
Ma FOuHra ¢ tokanuzanueil B IpuaaTOYHbIX ITadyxax Hoca
3a4acTyl0 XapaKTepu3yeTcsl KaKk HeMeTacTaTM4ecKoe 3a-
0oJiIeBaHUE, YTO MOXET OBITh CBSI3aHO C pAHHUMM KJIUHMU-
YECKUMM CUMIITOMaMM 1 OTpaHUYEHHBIM IIPOCTPAHCTBOM
st pocta [3—5]. JleueHne GONMBHBIX C JIOKAIM30BaHHOM
BHYTPUKOCTHOI capkoMoii KOuHra siBisieTcsl KOMILIEKC-
HBIM M BKJIIOYAeT MpeAonepalioHHYI0 MOJUXUMHUOTepa-
MU0, XUPYPIUUECKOE BMEIIATEeIbCTBO M MOCJIEoNepaliy-
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OHHYI0 XUMHOTepanuio. CaMoCTOSITeIbHOE XUPYPrUIeCcKoe
JIeYeHUe cuMTaeTcs HelenecoodpasHbiM. C yuyeToM Ipe-
MMYIIIECTBEHHO MOJIOAOrO BO3pacTa MallMeHTOB IIPEIIo-
YTUTEIbHO MPOBEICHKE OPraHOCOXPAHSIIOIIUX OepaLnid
¥ peaduanTauu.

OCHOBHBIMU TTpoGJIeMaMU TJIAHUPOBAHMS XUPYPIH-
YeCKHUX BMEILIATEIbCTB B 00/1aCTU JIMLIEBOTO OT/E/1a Yeperna
SIBJISIIOTCSI OJIM30CTh aHATOMUYECKM BaXKHbBIX CTPYKTYD,
YTO 3aTPyIHSET OCYIIECTBICHUE PAIUKaIbHOIO XUPYPTH-
YeCKOro OTCTYyIa, HapylleHUe MYHKLIMMI AbIXaHUS U ITUTa-
HUsI, HEOOXOAUMOCTb MPOBEACHUSI PEKOHCTPYKTUBHBIX
onepauuid 1 3aMelleHus 1e(EKTOB KOCTHBIX CTPYKTYD
M MSITKMX TKaHEi, BO3HUKILUX B PEe3YJIbTATe JIyYeBOI U XU -
MMOTEpaNuu, a TAKXKe OCJIOXHEHUsI, CBI3aHHbIE C IIPOpe-
3bIBAHMEM KECTKUX (PUKCUPYIOLINX KOHCTPYKLMiA [6—8].

Lenas paboThl — onucaHue KIMHUYECKOTO ClIydast Jie-
YeHUs U peaOWIMTALIMK MMAallMeHTa C CApKOMOI BepXHeye-
JIIOCTHOM Ma3yXu C LEJIbIO YIYyYIIEHHUS] KaueCTBa XKU3HU
OCJIe OOIIMPHBIX XUPYPIUYECKUX BMEILIATEILCTBAX HA Op-
raHax rojioBbl 4 IIeH.

KnuHuuyeckuit cnyyai

Ilauyuenm K., 35 rem, o6pamuncs 6 MHO2ONPOPDUAbHDYLI
KauHuyveckuii meduyunckuil yenmp «Meduyunckuii 2opod»
¢ Hcanrobamu Ha noseaeHue 00pa308anus 6 0baacmu A€ol
uexu, 3ampyoHenue Hocoeoeo dvixanus. [lo pesyromamam
KomnotomepHoi momoepagpuu (KT) ¢ enympueenHvim KOH-
MPACMmHbIM YCUNCHUEM blA8AEHO 00PA308AHUE 1e601 6epXHe-
uenrocmHoU nasyxu pasmepamu 70 x 35 mm, pacnpocmpans-
roujeecsi Ha peulemyamolii AAOUPUHM, Ae8bli HOCOBOU X00,
¢ decmpykyueil meouanbHoil cmeHKu neeoii enaznuypl. [lpo-
6edena duaenocmuueckas eaiimopomomus. lucmonoeuueckoe
3aKAHeHUe: MeAKOKACMOYHAS KPYeAOKACMOYHAS IOUHEON0-
dobnas capkoma G . JlonoaHumensHo 6blnOAHEHO UMMYHORU~
cmoxumuyecke uccae0osanue, no pe3ysbmamam Komopozo
BbI6ACHA YMEPEHHAS MeMOPAHHO-YUMONAA3MAMU4ecKas
akcnpeccuss CD99. Mopghonoeuueckoe 3akaouenue c yuemom
KAUHUKO-DEHMeeHON0UYeCKUX OQHHbBIX: MEAKOKAeMOYHAs
Kpy2noKAemo4nas wuneonodooras capkoma G,

IIposedenut 6 kKypcos noauxumuomepanuu no cxeme VAC,
a makice Kypc OUCMaHyUOHHOU 1y4e6ol mepanuu Ha oonacmu
BepXHeUeNOCMHOIL NA3yXu 8 CyMMapHoil oazoeoii dose (COZ)
70 Ip u aumgpamuueckux y3106 uieu ¢ dgyx cmopon ¢ COI
50 Ip [9]. I1o dannbim 6U3YanbHO20 UHCIMPYMEHMANBHO20 KOHM-
poasi (no Kpumepusm OUeHKU OMEema COAUOHbIX ONYX0aeld —
Response Evaluation Criteria In Solid Tumors 1.1, RECIST 1.1) —
onyxo1b 6e3 OUHAMUKU.

Buonoanenor KT auyesoeco omdena uepena u kocmeil Hudic-
HUX KOHeYHOCmell, NAAHUPOBaHUe 005eM08 XUPYPeUu4ecKoll
Ppe3eKyuu Onyxoau U KOCMHO20 aymompaHchniawmamad,
3D-modearuposanue nocaeonepayuoHHo2o degpekma u uHOU-
sudyanvHo2o mumaroeoco npomesa [ 10] (puc. 1). Ilpogedensi
Xupypeuueckoe ne4eHue 8 00seMe pe3eKyuu 6epxXHell Yearncmu
caeea, nAACMUKU NOCACONePayUoHH020 degpekma Mano-
0epyo6bIM KONCHO-MbIULEHHBIM AYMOMPAHCHAAHMAMOM
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Puc. 1. Hpeaonepauum—moe nAQHUposaHue 3ameuleHuUsa nocaeonepayuoHHoco Oeqbelcma Ma/zoﬁepuoebuu KOMNCHO-MblULEYHBIM AYMOMPAHCNAAHMAMOM

Fig. 1. Preoperative planning of reconstruction of the postoperative defect with a fibular musculocutaneous autologous flap

Puc. 2. [locaeonepayuonnas komnsiomepraa momozpagus (10-e cymku nocae xupypeuveckoeo nevenus)

Fig. 2. Postoperative computed tomography (10" day after surgical treatment)

Ha mukpococyoucmolx anacmomosax [ 11, 12], guxcayuu no-
cKyma uHougudyaibHoll mumanoeoll nAACMUHOU, WelHOll
aumgpoduccexyuu caesa (puc. 2). [locaeonepayuonnsiii nepu-
00 npomekan 6e3 ocaroxcrenuii. Ilposedeno dunamuueckoe
Habalodenue; npoepeccupo8anus 0CHOBHO20 3a001e6aHUs
He ommeyeHo (puc. 3).

Yepesz 16 mec nocae onepayuu nayueHm oopamuics
8 MHO2ONPOMUAbHBLI KAUHUYECK UL MeOUuUUHCKUll yeHmp «Me-
QuyuHcKUll 20pod» ¢ Jcarobamu Ha degpekm 6 1e6oil nod2na3-
Huunoil obaacmu. Ilpu ocmompe ommeueHo npope3viéanue
Mumanoeoll naacmuHsl yepes Koxcy (puc. 4). Boinoanena

OMCPOUEHHAs PeKOHCMPYKMUGHAS onepayus 6 obseme yoa-
AeHUs. MPAHCHNAAHMAMA 1€80U BePXHEeHeAOCMHOU naA3yXU,
ucceveHus ceuuie8o2o xo0a, NAacmuku deghekma Ay4eevim
AOCKYMOM, YOpMUPOBAHUS HUICHET CIEHKU 2AA3HUb! YHU-
8epcanbHOll MUMAaHo8oll naacmuHoi (puc. 5).

06cyxpeHune

B xvpyprudeckom oTIeIeHUY OITyX0JIeii TOJIOBBI U LU
MHOTOnpo(UILHOIO KIMHUYECKOTO MEIUIIMHCKOIO LIEH-
Tpa «MemuunHcKuii ropoa» B 2019 . BeInosiHEHBI 16 X1~
pPYPTrUYecKux onepauuii (pe3eKius BepXHeill U HUXKHei
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Puc. 3. Buewnuii 6ud nayuenma yepe3 8 mec nocie onepayuu
Fig. 3. Appearance of the patient 8 months after surgery

Puc. 4. Jlepexm koxcu ¢ npope3vieanuem mumanogoii RAACMUHb!

Fig. 4. Skin defect with exposure of the titanium plate

YEII0CTe) ¢ OMHOMOMEHTHOM TJIaCTUKOM TTOCIeoIepalu-
OHHOTO nedeKTa ayTOTPaHCIUIAHTATOM Ha MUKPOCOCYIH -
CThIX aHacToMo3ax. B 4 ciaydasx Hab1101a10Ch OCTIOXKHEHNE
B paHHEM IIOCJIEOTIePAIIMOHHOM IepHoJie — TPOMOO3 MK -
Tammx cocynoB. [1pu ganpHelneM TMHAMUIECKOM Ha-
OII0JIeHUM ellle Y 5 MalMeHTOB BhISIBJIEHBI Je(eKThl B 00-
JIACTH TIOCJICOTIEPAllMOHHOM paHbl B BUIIE MPOPE3bIBAHMS
METaNINYeCKO (DUKCUPYIOLIEH TJIaCTUHBI, YTO MOTPeOo-
BaJIO TOBTOPHOI'O XMPYPIMUECKOro BMeEIIaTeJIbCTRA.
[MpumeHeHNe MHAMBUAYAIbHBIX TUIACTUH U II1a0JIOHOB
B XOJI¢ PEe3eKILIMHU 3HAUMTEJIbHO CHIXKAET BpeMsI OIepariuu
U TI03BOJISIET JOOUTHCS XOPOIIMX ICTETUUYECKUX pe3yIbTa-
ToB [13, 14]. Ux usroraBnuBanu Ha ocHoBe maHHbIX KT
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Puc. 5. BrewHnuii 6uo nayuenma nocae yoanrenus mumarogoli nAaACMuHbl
u naacmuxu degpexma ayuegvim aockymom (10-e cymku nocae onepayuu)

Fig. 5. Appearance of the patient after removal of the titanium plate and defect
reconstruction with a radial flap (10" day after surgery)

30HbI MHTEpECa 1 IOHOPCKOI 30HbL. MecTa pe3eK1Iuu 1 ycTa-
HOBKHU (PMKCUPYIOILIMX 3JIEMEHTOB BHIOMPAIM UCXOMISI U3 ITEp-
BMYHOTO JIOKAJIbHOIO CTaTyca MallMeHTa ¥ paCIIPOCTPaHEH -
HOCTHU OIlyXOJu. B mepuoa M3roTroBieHUs ILIACTUH
MPOBOAWIN KypPChl MHAYKIIMOHHOM MOJIUXUMUOTEPAIIUu.

3aknioyeHue

le/lMeHeHl/le MHAWBUAYAJIbHBIX TUTAHOBBIX ITPOTE30B
U MUKPOXMPYPIrUYECKOIr0 ayTOTPAHCILIAHTATa ABISETCH
OJHHMM U3 ONITUMaAJIBHBIX METOAOB IJIACTUKHU ITOCJICOIICpa-
LIMOHHOTO JAe(eKTa KOCTei TULIEBOTo Uuepera, OMHaKo clie-
AYET YYUTbIBATb BO3MOXKHBIC OTAAJICHHBIC ITOCJIEACTBNUA,
CBS3aHHBIE C OCOOEHHOCTIMU mMmarepuajla 1 €ro aHaTOMU-
YECKOI'0 pacCIioJIOKECHMA.
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