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Background. Malignant tumors of the nasal cavity and paranasal sinuses (PNSs) rank second and third, respectively, in
incidence among the upper respiratory tract tumors. Over 500 patients are diagnosed with the nasal cavity, nasopharyngeal,
PNS, and frontal skull base malignancies every year in the Russian Federation. Primary diagnosis of this group of diseases
is difficult due to the anatomic and topographical features, late development of the main symptoms, low cancer awareness
among primary care physicians. Among the upper respiratory tract malignancies, the group of low-differentiated sinonasal
cancers, as well as the Ewing sarcoma family tumors are of special interest not only because of their rarity, but also
because of the specifics of their morphology and clinical manifestations.

Ewing sarcoma of the ethmoidal labyrinth is a rare and aggressive tumor that predominantly affects children and adolescents.
It arises in bone or soft tissue, often in the pelvis, ribs, and extremities. The main cause of Ewing's sarcoma is a mutation in
the genes responsible for regulating cell growth. Symptoms may include local pain, swelling, and systemic manifestations
such as fever and weight loss. Diagnosis involves imaging techniques such as multi-slice computed tomography, and
biopsy, including immunohistochemical and genetic studies to determine the tumor type and stage. The treatment is
generally combined and includes chemotherapy, surgical intervention, and radiotherapy. The prognosis depends on the
stage at the time of diagnosis, as well as the response to treatment. Current research aims to improve treatment methods
and increase the survival rates.

Clinical case. In this article, we discuss the classification, diagnostic options, verification features, and treatment of this
tumor on the example of a patient with Ewing's sarcoma located in the nasal cavity who was treated in the ENT Department
of the First Pavlov State Medical University, St. Petersburg. The patient underwent successful surgical treatment via
endoscopic endonasal access, followed by over a year of chemotherapy. The patient regularly undergoes follow-up CT
and MRI scans, and no signs of recurrence have been detected. The remission has lasted for more than 2 years.
Conclusion. Ewing sarcoma of the nose and PNSs is an extremely rare condition. Currently, only a few clinical cases of
successful surgical treatment of intranasal Ewing's sarcoma with subsequent mono-chemotherapy have been documented
in the literature. Due to the similarity in morphology and clinical manifestations with esthesioneuroblastoma, the initial
diagnostics is often challenging. A definitive diagnosis can only be established after the molecular genetic testing. All
patients suspected of having a nasal cavity tumor are recommended to undergo contrast-enhanced multi-slice computed
tomography. The five-year survival rate with this approach exceeds 90%, with a low risk of progression and recurrence.
Keywords: malignant tumor, Ewing sarcoma, olfactory neuroblastoma, endoscopy, nasal cavity, electromagnetic
navigation system, immunohistochemistry, tumor, endonasal approach, computed tomography
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AkTyanbHocTb. OHKONOrMyeckme 3abonesaHns NONOCTM Hoca U OKoSIOHOCOBbIX nadyx (OHIM) 3aHumatoT
BTOPOE M TPeTbe MecTa COOTBETCTBEHHO M0 YacTOTe BCTPEYaeMOCTN Cpean onyxornen BepXHNX AblXxaTeNbHbIX
nyTten. B TeyeHne roga Ha Tepputopumn Poccuiickon ®epepauun 6onee 500 naumeHTaMm CTaBUTCA AMarHo3
3510Ka4eCTBEHHOr0 HOBOOOPA30BaHUS NONOCTM HOca, HocornoTku, OHIM 1 poHTanbHbIX OTAEN0B OCHOBaHMSA
yepena. lNepBuyHaa guarHoctmka 3aboneBaHMin AaHHOW rpynnbl 3aTpyAHEeHa B CBA3KU C UX aHAaTOMO-TOMO-
rpacrm4yeckumm 0Co6eHHOCTAMMU U MO3LHUM Pa3BUTUEM OCHOBHOW CUMMNTOMATUKKN, HU3KOW OHKOJIOrMYECKOWN
HaCTOPOXEHHOCTbLIO Cpean Bpaye NnepBnYHOro 3seHa. Cpefm 310Kka4eCcTBEHHbIX HOBOOBGPA30BaHNIA MONOCTH
BEPXHUX ObIXaTeNbHbIX NyTeN 0CobbIV MHTEPEC NPeACTaBnseT rpynna HU3KoanddepeHLMPOBaHHbIX CUHO-
HasabHbIX KAPLMHOM, @ TakXe «OMyXonu ceMmencTea capkombl KOMHra» He TONbKO U3-3a X PeAKOCTU, HO U
0CO6EHHOCTEN MOPONOrMYECKOro CTPOEHMSA U KIMHUYeCcKnx npossieHuin. Capkoma KOvHra peluetyaroro
nabupuHTa — 3TO pefKkas u arpeccusHas opma onyxonu, Kotopas NpeMMyLLecTBEHHO nopaxaeT feTen u
nogpocTtkoB. OHa BO3HUKAET B KOCTAX UM MATKUX TKaHAX, YacTo B o6nactu Tasa, pebep n koHeyHocTen. Oc-
HOBHOM ﬂpVI‘-IVIHOI7I BO3HMKHOBEHUA CapKOMbI OuHra asnaetcs MyTauua B reHax, oTtBevarolmnx 3a KOHTPOJ1b
KneTo4Horo pocta. CUMMATOMbI MOTYT BKJIt0HATb 60J1b B 06/1aCTW OMYX0SIU, OTEKM U CUCTEMHbIE NPOABIEHNS,
Takune Kak nmxopagka 1 noteps Maccol Tena.

[narHoctuka Bk4YaeT B cebs Ny4eBble METOAbl, TAKME Kak PEHTreHOBCKasA MysbTMCPe30Bas KOMMbOTEPHAs
Tomorpadmsa (KT) n MarHMTHO-pe3oHaHcHas Tomorpadus (MPT) n 6uoncus, a Takxke MMMYHOrMCTOXMMUYECKoe
N reHeTM4eCcKoe UCCNefoBaHNs, YTO MO3BONIAET ONPEQENNUTL TUM ONYyXOnu 1 cTaguio 3abonesanus. JleveHune, kak
npasunno, KOMOMHMPOBaHHOE 1 BKtoYaeT XT, XMpyprnyeckoe BMeLLaTebCTBO 1 paguotepanuio. NporHo3 3aBncut
OT CTamn 3aboneBaHns Ha MOMEHT AMarHOCTVKK, a TakxXe OT peakuum Ha neverune. CoBpemMeHHble nccnefoBaHmns
HanpasneHbl Ha yNy4LleHne METOA0B NeYeHNs U YBENNYEHME BbDKMBAEMOCTM NaUMEHTOB.

KnuHuyeckui cnyyain. B gaHHol cTaTbe Ha NpyMepe nauueHTa ¢ BHYTPMHOCOBOW capkomoit FOuHra, Haxogme-
LLerocs Ha fie4eHnm B otaeneHnn otopmHonapuHronorum NCMNerMy nm. W.I. Naenosa, npoaHanna3npoBaHb! Knac-
cvdmkaums 1 BUAbI AaHHbIX TUMOB OMYXOMEBOro nNpoLecca, BapuaHTbl AMarHOCTMKM, 0CO6EHHOCTY BepudmKaLmm
n ne4vyeHna 3Tux sBnaoB Heonnasun. |-|aLlVIeHTy npoBeneHo ycnewHoe Xxupyprmuyeckoe fev4eHne aHgocKonn4eckum
SHAOHa3abHbIM LOCTYMOM C NMOCNEAYHOLWMM MOSHbIM KYPCOM XUMMOTEPaneBTUHECKOrO NIEHEHNS B TeHEHWe ro-
pa. MNMauneHT perynspHo NnpoxoauT nnaHoBble avarHocTndeckne KT n MPT, npu3HakoB peunavea He BbISBEHO.
Pemuccua 3abonesaHus coctasnset 6onee 2 ner.

3akntoyeHue. Capkoma tOuHra B o6nactn Hoca n OHIT npefctaBnseT cobo kpariHe pegkoe 3abonesaHue.
B HacTosLLee BpeMsi B HAy4HOW nuTepaType OnmMcaHo NnLLb HECKOSIbKO KIIMHUYECKMX CIly4aeB YCMeLIHOro Xu-
pypruyeckoro nevyeHusi BHyTpUHOCOBBIX capkom FOuHra ¢ nocnegytoLlen MoHoOXMMmoTepanmen. 13-3a cxoxecTtu
FMCTONIOMMYECKON CTPYKTYPbI U KIIMHUYECKNX MPOSBEHWI 3TON ONYXOSKN C 3CTE3NOHENPOONACTOMOM NEPBUYHBbIN
AMarHo3 3a4acTylo oKasblBaeTcs HeBepHbIM. OKOHYaTENbHBIA AMArHO3 MOXET ObiTb YCTAHOBMEH TOJMbKO NOCne
NpoBeeHNst MONEKYNAPHO-TeHEeTUYECKOro ncecnegosanns. Bcem naymeHTam ¢ nogo3peHnemM Ha HoBoobpasosa-
HVe B MOMOCTM HOCA PEKOMEHOYETCA NPOBOAUTL MynbTUCTIMPanbHyto KT ¢ BHYTPUBEHHBIM KOHTPACTVPOBaHUEM.
MATUNETHAS BbKMBAEMOCTL NPY TakoM nogxoge npesbiwaet 90%, HabniogaeTcs HU3Kasa BepOSATHOCTb NPorpec-
CMPOBaHusA 1 peLnamnBoB.

KrntouyeBble crnoBa: 3510Ka4eCTBEHHAsA OMyXOfb OKOMTOHOCOBbIX Na3yXx, capkoma KOuHra, onbakTopHas Hempo-
6nacToma, 3HLOCKONMS, NONOCTb HOCA, SMEKTPOMArHUTHasA HaBMraLms, UMMYHOTMCTOXUMUYECKOe NCCrefoBaHme,
OMyXoJsib, 93HAOHA3asbHbIA JOCTYN, KOMMNbIOTEPHAA TOMOrpadus

KoH(NAUKT nHTepecos. ABTOPbI 3aABAAIOT 06 OTCYTCTBUM KOH(NIMKTA MHTEPECOB.

duHaHcupoBaHue. ABTOPbI COOBLLIAIOT 06 OTCYTCTBUM (PMHAHCOBOM NMOJAEPXKKM AN NPOBeAeHWA AaHHON paboThl,
a TakXXe 0 TOM, YTO He MOosly4anu rpaHToB A5 ee peanu3aunn.

BnaropapHocTb. ABTOPbI BbipaXkatoT 651arofapHOCTb YHUBEPCUTETY 3a MPELOCTaBNEHHbIE PECYPChI U MOAAEPXKKY
B XO[€ VUCCNeAoBaHUS.
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ABTOpbI HECYT OTBETCTBEHHOCTb 3@ OPUrMHASNIbHOCTL MpeacTaBfeHHbIX AaHHbIX U BO3MOXHOCTb Nny6nukaumnm
UNAKCTPATUBHOMO MaTepuana — Tabnuu, pUCyHKoB, hoTorpaduii NaLneHToB.
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FEFR: FENMRERIENREIMEER (K& BR. BERA) NERSELRR.

3110Ka4eCTBEHHbIE 06PA30BaHNSA NOMOCTI HOCA U OKONIOHOCOBbIX
nadyx (OHM) coctasnsaoT 90% BCeX 3/10Ka4ECTBEHHbIX OMyX0nei
(bpoHTanbLHOro 0TAENa 0CHOBaHUS Yyepena n 0,5% BCex 3110Ka4ecT-
BEHHbIX HOBOOGpa30BaHui Yenoseka [1]. Cpeam Heonnasmi, noka-
NN3YIOLKMXCS B MONOCTI HOCA, A0NS HU3KOANM(epeHLMPOBaHHbIX
CWHOHA3a/bHbIX KAPLWUHOM, 1 0/1bhaKTOPHbIX HENPO6IACTOM B HaCT-
HOCTM, N0 AaHHbIM UCCNeL0BaHNIA, cocTaBnset o1 3 40 16%, a fons
HOBOOOPA30BaHNii ceMencTBa capkombl KuHra ele Huke — 2,3%
B nonynauuu. ns capkombl HOuHra xapaktepHa maHudecrtaums
B Bo3pacte 10—15 net npenMmyLLECTBEHHO Y JIL, MY>XCKOro nosa,
0CO6EHHO NPX BO3HUKHOBEHWUM AaHHOT0 3a60neBaHns BO 2—3-i
JeKage Xu3Hu. ns onbgakTopHON HeMpPo6NacTOMbl XapakTepHO
NposiBAEHNEe CUMNTOMOB B SII060M BO3PACTe BHE 3aBUCUMOCTU OT
nosa u pacsl [2].

Capkoma FOuHra MoXeT nopaxartb 1106y KOCTb Nt060ro otaena
CKeJleTa, a TaKKe MArkue TKaHu ronosbl, TYNOBULLA U KOHEYHO-
cTen. bonee yem B 70% cny4aeB Onyxonb BO3HUKAET B ANNHHbIX
TPpy6YaTbIX KOCTAX M KOCTAX Ta3a. XapakTepHO BOBNEYEHNE B MPO-
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LLecC NNoCKuX KocTeil. MpenmyLLecTBEHHas NoKanu3aums omnyxo-
nu — 6efpeHHas, Mano- 1 60sbLiebepLoBas 1 nievyesas KOCTU.
MopaxeHue capkomoii KOuHra nnocknx KocTei Tasa, yepena, peoep,
NO3BOHKOB, JIONATOK Yallie BCTPEYaeTCs Y B3pochbix. Jlokanuaauus
B 0611aCTV rON0BbI 1 LLen cocTasnset ot 1 1o 3% cnyyaes, ¢ 6onee
4acTbIM NMopaXKeHMeM f06HOM UK TEMEHHOI KocTel [3].
[MepBn4yHasn acTe3noHeipobracTtoma pasBuBaeTcs uU3 060-
HATESIbHOrO HeNpOo3NuTeNus, UMeeT HeanepPeHLPOBaHHbIE
HEeNPO3KTOLePMarbHble 3NIEMEHTbI. Halle BO3HMKAET B NOMOCTU
HoCa (65%), pexke — B KneTkax pelueryaroro naéupuura (29%),
BEPXHE4entocTHOM nasyxe (3,9%), knmHosuaHoi nadyxe (0,75%),
HOCOTJIOTKE W MHTpPakpaHuanbHo (no 0,75%). XapakTepuayetcs
NPOrPeCcCUBHbIM POCTOM C LECTPYKLMENA OKPYXKAKOLLNX CTPYKTYP
1 NHTPAKPaHWANbHbLIM PACNPOCTPaHEHNEM, CTEPTON KIIMHUYECKON
KapTUHOMN, MeTacTa3npoBaHNEM, CKIOHHOCTbIO K peuunansam [4].
fuctonornyecku capkoma KOuHra uMeeT Hellpo3KTOAepMasbHOe
MPOUCXOXAEHWe, NPeLCcTaBeHa MeNKUMN KPYrbIMU KeTKamu
C BbICOKUM SAEPHO-LMTONNA3MATUYECKIUM UHAEKCOM, CKYAHON
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903MHOUBHON LUTOMNA3MON, KPYrbIMU AipamMut C PaBHOMEPHO
pacnpeseneHHbIM XpOMATUHOM 1 HEBLICOKOW MUTOTUYECKOI aKTUB-
HOCTb0, @ LMTOrEHETNYeCKNil aHanu3 B 85% cry4aes nokasbiBaeT
XPOMOCOMHYI0 TpaHcnokaumio t (11; 22) (g24; q12) B knetkax,
BbIZIENIEHHbIX U3 AaHHOW onyxonu [5].

[Tpn rncTonornyeckoM MCCrefoBaHnu TKaHb 0Nb(aKTOPHON
Helpo61acToMbl NPEACTaBeHa MOHOMOPHLIMM KNeTKamu ¢ ffpa-
MW 0BaJIbHOW WU OKPYION (DOPMbI, XapakTepHO CofepXaHne
HEeNpo6NACTOB, UMEIOLLNX KPYTIble UK 0BasibHble Afpa, rPaHynbl
XpOMaTIHA U CKYAHOE KOMMYECTBO LNTONNA3Mbl UK HEAPOLIUTOB,
TaKXXe VMEIoLLMX KPYrnoe uinn 0BanbHoe S4p0 C APKO BbIPAXKEHHO
P0O30BOIi LMTONNA3MONA, HEPOHOB 1 NCEBAOPO3ETOK [6].

B oueHKe pacnpocTpaHeHHOCT HOBOO6GPA30BaHUA TMIABHYIO POSib
UrPaKOT J1y4eBble METO/bl ANArHOCTUKM, YACTO C KOHTPACTHBIM YCU-
neHnem: koMnbroTepHas Tomorpadous (KT) 1 MarHUTHO-pPe30HaHCHas
Tomorpadpus (MPT). BaxkHo oTmeTuTb, 4t0 KT 60nee nHdopmarnsHa
IS OLIEHKN COCTOSAHMS KOCTHBIX CTPYKTYp, @ MPT ncnonb3yertcs npu
OLIeHKe 1HBa3NUK B OKpyxatoLLme CTPyKTypbl. KT ¢ BHYTPUBEHHbLIM
KOHTPACTHbIM YCHIIeHNeM NO3BOASET OLEHUTb B/IN30CTb COCYANCTBIX
CTPYKTYP W CTeMeHb BaCKynapu3aun HoBoobpasosanus [7].

B HacTosLee Bpems 0CHOBHbIM METOZOM Je4eHUs 0J1b(HaKTOPHOM
9CTE31OHepo6bnacToMbl 1 capkombl KOMHra nonocTi Hoca 1 napa-
Ha3a/bHbIX CUHYCOB ABMIAETCA XUPYPru4ecKoe neveHune ¢ unm 6e3
NoCneaytoLLei ny4esoi, MOHOXMMIUOTEPANNI, XUMINOSTY4eBON Tepa-
nuu. B nocnesHee LecATuneTe pasBUBaIOTCA OPraHOCOXPaHALLNE
METO/MKI ONepaTMBHOrO NeYeHMs 0nyxoner NonocTh HOCa, BKITHO-
yarowme B ce6s NpUMeHeHe ManloOMHBA3MBHOMO TPAHCHA3ANTbHOMO
9H[0CKOMUYECKOro [OCTYNA U UCMOMb30BAHNE 3/1EKTPOMArHUTHON
HaBUraLUWOHHON CUCTEMbI, 4TO NO3BONSAET pafuKanbHO YAaNuTh
0MyxoJb.

[laHHble 0 Nokazatensx 5-neTHei 6e3peLMANBHON BDKMBAEMOCTI
601bHbIX BeCbMa BapuabesnibHbl. COrnacHo AaHHbIM NUTepaTypsl,
6e3peumnanBHbIN CTaTyC Nnocne npoBefeHns KOMOUHMPOBAHHOMO
neveHuns 6bin 4OCTUTHYT Y 92% nalUmMeHToB N0 cpaBHeHUto ¢ 14%
TOSIbKO NOCNe XUpypru4yeckoro BMewatenibctea U 40% ToNbKO
nocne 061y4eHuns [8].

Knunnueckuin cnyvai

MaumeHT I'., 34 neT 06paTUNCA B KNNHUKY OTOPUHONAPUHIONOMNN
MCM6rMyY um. akap. 11.M. Masnosa B KoHLe UoHA 2022 T. ¢ Xanoba-
MU Ha AMCKOMCOPT B JIEBOM a3y, 3aTpyAHEHNe HOCOBOIO JibIxa-
HUSi, NPEMMYLLIECTBEHHO CreBa. XKanobbl NOSBUNMCH B KOHLE anpens
— Hayane mas 2022 r., Korfa BnepBble OTMETU HapacTatoLnii
AnckomdopT B 1IeBOM rnasy. KoHCynbTMpoBaH BpaioM-0goTanibmMo-
JIOrOM: NaTonorun He 06HapPYXXeHO. bbin HanpaBneH Ha KOHCYmbTa-
LM K Bpady-0TOPUHONAPUHIonory. Mpu nepBnYHOM BU3nTe Gbina
BbINO/HEHa 0630pHas peHTreHorpachus OHI B HOCONOAO0POACUHON
NPOEKLMM: KapTHA COOTBETCTBOBANA NONNCUHYCUTY, NPEANOXEHA
MYHKUNS IEBOV BEPXHEYESIIOCTHOM Na3yxu, OT NYHKUNAN NauneHT
oTKazancs. bbina HasHayeHa cUCTeMHas nepopanbHas aHTnbaKTe-
puanbHas Tepanus, MecTHas Tepanus COoCyLOCYXMBAKOLLMMIA Npe-
naparamu. Tepanus — 6e3 BbIPAXEHHOr0 KMHNYECKOro agpdpekTa.
[anee obparunca B ropoAcKoi cTauunoHap, rae 6biia BbINOSHEHO
MOBTOPHOE PEHTreHorpacnyeckoe uccneoBaHne napaHasasib-
HbIX CUHYCOB. 10 CPaBHEHWIO C NPeabIayLLMMU JaHHbIMU — 6€3
AnHaMuKy. TTOBTOPHO HasHa4YeH Kypc aHTMOaKTepuansHoM Tepaninm
1 CUCTEMHOW CTEPONHON TEPANNN — C HE3HAYNTESIbHBIM NONOXM-
TeJSIbHbIM 3(DEKTOM.

B KoHLe ntoHs 2022 T. yCununmuch xxanobbl Ha AMCKOMGOPT
B 716BOM rN1a3y, NauneHT 0TMETIN 3K30(TaNbM CNEBa, 3aTPyAHEHNE

Puc. 1. KT OHII: HoBoOoOpa3zoBaHMe penieTyaToro JabUpUHTa ciaeBa,
BTOPUYHbIC U3MEHEHHUSI B BEPXHEUEIOCTHOI Masyxe
Figure 1. CT scan of the PNSs: a left-sided mass in the ethmoidal

labyrinth, secondary changes in the maxillary sinus

Puc. 2. MPT OHII: HoBoOOpa3oBaHue pelieTyaToro JabMpuHTa cjiesa,
BTOPUYHBIC U3MEHEHUST B KIIMHOBUIHOM MMasyxe

Figure 2. MRI of the PNSs: : a left-sided mass in the ethmoidal labyrinth,
secondary changes in the sphenoid sinus

HOCOBOr0 AbixaHus. O6patuncs K JIOP-payy, 6bina BbinosHeHa
KT 4ent0CTHO-NMLEBOI 0611aCTH, N0 AAHHBIM KOTOPOIi AOCTOBEPHO
Bu3yanuauposanncs OHIT, HO OLEHMTb UX COCTOSHWE He npef-
CTaBNANOCh BO3MOXHbIM. OHaKO 6bIN0 OTMEYEHO HaNK4Ne HEKO-
ero cybctpara B NPOCBETE CPeHEro HOCOBOro xoaa. MaumeHTty
BbINONHeHa MynbTucnupanbHas KT OHI ¢ KOHTPACTHbIM YCUeHNEM
(puc. 1) n MPT (puc. 2), no pesynbTatam KOTOPbIX BU3Yanu3upyoT-
Sl NPU3HaKM HOBOOOPA30BAHNA KIETOK PELLETYATON KOCTU CleBa
11 1eBOM NOMOBMHbI MONIOCTM HOCA C €10 NPONabupoBaHNEM YaCTUYHO
B BEPXHEYENIOCTHYI0 Na3yXy CreBa, JIeBYO KNNHOBUAHYIO Na3yxy,
NeBYI0 OPOUTY, NEPEHION YEPEMHYIO AMKY 11 YaCTUYHO — B KNETKK
PELLETHATOIl KOCT CMpaBa, MPaByto KNMHOBUAHYIO NA3yXy.
[TauueHT 6bIN rOCNNTANN3MPOBAH B OTAENEHINE OTOPUHOMNAPUHIO-
noruu 30.06.2022, rae noj MeCTHOW annanKaLUOHHON U UHWNb-
TPAUMOHHOM aHecTe3uel BbINosiHeHa 6uoncus. Mpun BMLEO3HAO-
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Puc. 3. MPT (xoponaphnas npoekuus) OHIT yepe3s 2 roma mocne ome-
PaTUBHOTO JICYEHUSI, Uepe3 roji mocje okoHyaHus kypca XT
Figure 3. MRI (coronal plane) of the PNSs 2 years after surgical treatment,

one year after chemotherapy completion

Puc. 4. MPT (akcuanbHas npoekuus) OHIIT yepe3 2 roma mocie
OTIepPaTUBHOTIO JIeYeHUs 1 uepe3 | rox mocie 3aBepiieHus Kypca XT
Figure 4. MRI (axial plane) of the PNSs 2 years after surgical treatment,
one year after chemotherapy completion

CKOMWK NONOCTK Hoca cnnancTtas 060104ka po3oBasi, HOCOBast
neperopojiKa MCKPMBIIEHA Ha BCEM NPOTSHXEeHNN, B 0611aCTH 0CTNO-
MeaTanbHOro KOMNeKca Cnesa BU3yanu3npyeTcs Natonornyeckoe
06pa3oBaHue, C rnagKkon NoBepxHOCTbO 61eHO-CEeP0-PO30BOro
uBeta. Mo peaynbTatam NepPBUYHOIO MUCTONOMNYECKOr0 UCCne-
aosaHus ot 08.07.2022 BbisBeHa HU3KOANDDEPEHLMPOBaHHAsA
KapuuHoma. l'mcronornyecknin matepuman 6bi1 NepecMoTPeH B OHKO-
NOrMYeCKOM ANCMAHCEPE C AaNbHEALIMM UMMYHOTUCTOXUMIUYECKIAM
nccnefosaHmem. B 3aknioveHun ot 14.07.2022 — onbgakTopHas
Henpobnactoma, G1. B ycnoBusx 06LLei aHeCTe3nm 11 ynpasnsemoii
TUNOTOHUYN NOA KOHTPOSEM 3/1EKTPOMArHUTHOW HaBUraLMOHHOA
cTaHuumn 20.07.2022 BbINOMHEHO ONepaTMBHOE BMeLAaTeNbCTBO B
06beMe KOPPeKLMM Neperopofikn Hoca, BIE0acCUCTUPOBAHHOMO
9HJIOCKOMMYECKOr0 yaaneHns HoBOO6pa3oBaHMs NONOCTM Hoca.
B xone onepaTnBHOrO NeYeHUs yAanumM natepanbHyro CTEHKY Nono-
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CTW HOCA, CNE3HbIe MyTW CNeBa, CTPYKTYPbl PELLIETHATOro nabupuHTa
cnesa, 06HaXUNK Nepuop6uTy cnesa, 0CHOBaHKe Yyepena. Maccus
ONyX0/1 PeayLUnpoBaH Ha BCEM NPOTSHXKEHNN NPK NOMOLLW LLeiBepa,
MOHO- 1 6MNONAPHOro KayTepa. B xofe npoBeaeHNs BMeLLATENbCTBA
OCYLLECTBNANCSA KOHTPOSIb HAIMYNA UM OTCYTCTBMSA NINKBOPEMN,
TaKTUKa 6blna cornacoBaHa ¢ HelipoXupyprom.

B nocneonepaunoHHOM nepruoge Npu3HakoB AUNAONUK, NKBO-
peun, KPOBOTEYEHUS Y NaLMeHTa He 0TMeyanock. llocne yaanexns
TAMMNOHOB Ha 2-& CYTKN €XeJHEBHO NPOBOANIIN 3HLOCKOMUYE-
CKUIA OCMOTP, TyaneTt NonocTu Hoca. Mpu 0CMOTPe PUrNAHbIM
aHgockonom 00: cnnamcTasn 060104KM 16BOI NOMOBUHBI MOMOCTY
Hoca 6/1eAHO-P0O30Bas, OTCYTCTBYET NlaTepanbHas CTeHKA HOCa,
CNe3Hble NyTV NPOXOAMMbI, MPW HAAABAMBAHNI HA MeANaNbHbII
Yron rnasa BblAensAeTcsa Nnpo3payHasa crnesa, B 3afHUX 0Taenax
NoN0CTM HOCA — EANHUYHbBIE MENTKE KOPKM, MPU3HAKOB NINKBOPEN,
THOMHOTO BOCNaneHus Het. [auneHT BbINUCAH Ha 7-€ CYTKN AJ1d
NPOAOKEHNS NIEYEHUS B YCNOBUAX NPODUABHOTO OHKONOrnYe-
CKOro cTauuoHapa.

B ycnoBusx noaroToBKM K AanbHeMLLIeMy Ne4eHnto 66110 BbINon-
HeHo o6cnefoBaHne B 06beme KT n MPT ronoBbl, yibTpasByko-
BOrO MCCNEA0BAHNSA LUEN — AaHHbIX 32 0CTATOYHYH OMYXONEBYIO
TKaHb 11 METacTa3bl B PEroHapHble NUMAOY3Ibl He 06HAPYXKEHO.
[poBOANNOCH MONEKYNAPHO-TEHETUHECKOE UCCEA0BAHINE TPaHC-
JloKaumi, no pesynbraram kotoporo ot 31.08.2022 B uccnefo-
BaHHOM 06pasLie 06HapyxeHa TpaHcnokaums t (11; 22) (q24; q12)
EWRS1ex7/FLI1ex6 type 1, cneundpuyHas ana capkomsl HuHra.
CyMMapHO OT XUPYpPrivyeckoro yaaneHus onyxonu A0 NoCTaHOBKM
OKOHYaTeNbHOro AnarHosa npowuen 41 [eHb.

MaumneHTy 6b11 peKkOMeHA0BaH Kypc xumuotepanum (XT) no cxeme
VAC/IE B anbTepHupytoLlem pexume, 6510k VAC (BUHKPUCTUH 2 M
B/B CTPYIAHO, AOKcopy6uumH 150 Mr B/B KanemnbHo, Luknogochamiug
2400 mr B/B KanesnbHO) B YCNOBUAX OHKOMIOrMYECKOr0 OTAENeHNS.
brok IE (aTono3ug, ncpochammg) craptosan Yepes 3 Hefenn nocrne
OKOHYaHUs nepBoro 651oka. B ceHTa6pe 2022 . BbINOAHEH 1-i1 LUK
Tepanuu, ¢ 14.10.2022 Hayat 2-1 umkn nonuxumuotepanuu (MXT).
Mepea nposeaeHnem 7-ro umnkna MXT VAC B CBA3M C BbIDAXEHHOIA
remMaToNiorM4ecKoil TOKCUHOCTLIO (HeinTporeHns 3—4-ii CT.) naumneH-
Ty NpoBoAMNIach CTUMYNALMUA KOCTHOro mo3ra. Beero ¢ 19.09.2022
no 30.06.2023 nauueHt nonyyun 12 umknos MXT no cxeme
«VVAG/IE». 13 ocnoHeHWiA HabNoAaNNCh: acTeHUs, anonewus,
HeiATponeHns 3—4- cT., aHemusa 1-1 CT.

Ha koHTponbHbIx cHumkax MPT OHIM ot anpens 2024 r. ronosHo-
ro M03ra npu3HakoB PeLnaNBUPOBAHIS ONYXONK He OnNpeaenseTcs
(puc. 3, 4).

3aknioyenue

Capkoma KuHra nonocti Hoca n OHIT aBnsieTcs KpaitHe peakum
3a60/1eBaHneM. Ha JaHHbIA MOMEHT B iUTepatype npencTaBlieHbl
eANHNYHbIE KITMHNYECKIE CITy4an BHYTPUHOCOBBIX capkom HOnHra,
YCMELWHO NPOJIEYEHHbIE XUPYPTUYECKM C MOCNEAYIOLLEA MOHOXW-
MuoTepanueil. BcnecTBue CXOXEecT rcTONOrN4Yeckoro CTpoeHms
U KNMHWUYECKUX NPOSBIEHWIA JAHHOW OMyX0/U U 3CTe3UOHeNnpo-
61aCTOMbI 4aCTO NEPBUYHBIA ANATHO3 ABNSETCH HELOCTOBEPHbIM.
lMocTaHOBKA OKOHYaTeNbHOro AMarHo3a BO3MOXHA TONIbKO NOCHe
BbINOSIHEHNSA MONEKYNAPHO-TEHETUYECKOrO UCCneoBaHns. Beem
nawuMeHTam ¢ NoJ03peHNeM Ha HOBOOGPA30BaHME MONOCTM HOCA
HE06X0MMO BbIMOSIHATE MyNbTUCUPANTbHYIO KT ¢ BHYTPMBEHHbIM
KOHTPACTHbIM yCUneHueM. NSTUNETHAS BbDKMBAEMOCTb NOCAE TaKOid
CXeMbl fieveHns coctasnset 6onee 90% M UMEET HU3KYIO TEHAEHLMIO
K NPOrpeccupoBaHmnio 1 PeLnanBMpoBaHULO.

-
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