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Lenb ny6bnukauumu: aHanma KIIMHWUYECKOro Cry-

MOMOCTU HOCA OTHOCWUTENbHO PELKU U B CTPYK-

Type 3aboneBaemMocTu cocTaBnsawT MeHee 3%
(0,5-1,0 Ha 100 000 HaceneHus) Bcex 3HO roso-
Bbl 1 Weu y B3pocnbix [1]. Y peteit 3HO nomocTu Hoca
coctaensioT oT 1 0o 3% obuero uncna aeten ¢ 3HO v po
10-12% 3HO ronossbl 1 wewn.

CornacHo knaccudukaumm BcemupHoin opraHusa-
ummn 3ppasooxpaHeHus (BO3) 2005 roma, 3HO nonocTy
Hoca npepacTaBneHbl 44 pasfiMuHbIMU TUCTONOMMYECKU-
Mu BapuaHTamu [2]. Y neTeit Hanbonee yacTble onyxonu,
NOKanu3yloLLMecs B NOMOCTM HOCA U HOCOTTIOTKM, — paK
HOCOrMOTKM U pabooMuocapkoMa, peske BCTpevaloT-
CSl HeporeHHble OMyXosu, Pefko — nMMdoMa MonocTy
Hoca. OouMH M3 upesBblualiHO PedKWMX BapWaHTOB OMy-
XOMen — CHHOHa3amnbHas MoYeYyHO-KI1eToYHoNoaobHas
aneHokapuuHoMa (CTKMA — Sinonasal Renall Cell-
Like Adenocarcinoma) — Hu3koanddpepeHuUMpoBaHHas
3/10KaYeCTBEHHas! OMyXoJib, BO3HMKAIOLLAA B MOMOCTM
HOCa C IUCTOSIOMMUYECKON XapaKTepUCTUKOW CBeTIO-
KMNEeTOYHON MoYEUHO-KNeTouHoN KapumHoMsl (MCK) [3].
B nutepatype onucaHo Bcero 20 cnyyaes CIIKIIA,
MO3TOMY KakibliA HOBbIV Crlyyat 3TOM peaKow onyxomnu
NPEencTaBnseT HECOMHEHHbIN MHTepEC.
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Yyasi CMHOHa3aslbHOM MOYEeYHO-KIEeTOUYHONo#obHOW aje-
HOKApLMHOMbI peLleTyaToro nabupuHTa M OCHOBaHUA
yepena cnesa y naumeHtkun 17 nert.

OnucaHue KNMHUYECKOro cryyvas

MauneHTtka, 17 net, noctynuna B HMULL petckon
reMaTosiorm, OHKOSIOMMM U MMMYHOOrMU UM. [MuUTpus
Porauesa Munsgpasa Poccun (nanee — HMUL, Or0OM)
B CBSI3W C HannuMeM HOBOODpa3oBaHWA peLleT4aToro
nabupwuHTa cnesa.

M3 anamHesa: B BospacTe 16 net Bnepsble 6bin
OTMEUYeH 3M130[ MaCcCMBHOIO HOCOBOIO KPOBOTEYEHWS.
3a MemuUMHCKOWM MoMoLLblo pebeHok He obpaluancs.
Uepes 6 Mec. nNosBWMOCH 3aTPyOHEHWE HOCOBOrO Abl-
XaHusi, OTLENSEMOrO M3 HOCOBbLIX XOROB He bbino. OTo-
NapWHrosioroM OoCMOTpeHa He Bblfla, caMoCTOATENbHO
BbIMNOJIHSNA NPOMbIBaHNE HOca OU3MONOrMUYECKMM pac-
TBopoM (0,9% NaCl), be3 acpdpexra. Yepes 8 Mec. oT Ha-
yara KIMHUYECKMUX MPOSIBNEHWA OTMEUYEHO yXyAaLleHue
CaMOYyBCTBUS: CaboCTb, FONOBOKPYKEHUS, MOBTOPHbIE
HOCOBble KPOBOTEYEHWS M3 NIeBOro HOCOBOro xopa. Mpu
0YepenHOM 3MN30[e KPOBOTEUEHNMS AEBOYKA rOCnMTanu-
31poBaHa B CTaUMOHap MO MECTY KUTeSIbCTBa: BbINOs-
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HeHa nepepHsst TaMnoHafa Hoca. B cBs3n ¢ passuTveM
aHEeMWYEeCKOro CrHOpoMa Ha hoHe KpOBOTEYEHUI NaLm-
EHTKE MPOBEeJIM OQHOKPATHYIO 3aMeCTUTENbHYIO Tepanuio
3pUTPOLIMTapPHON Maccow.

Mo naHHbIM KoMMbloTepHoit ToMorpadum (KT) romo-
Bbl, BbIN0 BbISIBNIEHO 06BEMHOE conuaHoe obpa3oBaHue
pelleTyaToro nabvpuHTa crnesa C YETKUMU HEPOBHBIMM
KOHTYpaMW, HepaBHOMEPHO HaKamnuBaloLlee KOHTpacT-
HbIM npenapat, pasMepoM 4,1 x 2,6 x 1,4 cM (obbeM —
7,8 cM®) (pucyHok 1).

C uenbio rmcTonorMyeckon BepucomKkaLLmm BoInonHe-
Ha Buoncua HoBoobpa3oBaHWs NIEBOM MOSIOBUHbBI HOCA.
['McTonornyeckoe 3aknioyeHne nabopatopum Mo MecTy
MUTENbCTBA: ajeHoMa (MaTepuas npepncTaBneH dppar-
MEHTaMW afleHOMbl MOHOMOPCPHOI0 CTPOEHUS, YaCTUYHO
MOKPbITOM 3MUTENMEM PECTIMPATOPHOMO THMa).

C nmarHosom «obbeMHoe obpasoBaHue pelueTya-
Toro nabupwuHTa cneea» feByllKa Bbina HanpaBneHa B
HMWL, OOV wm. OmuTpus PorayeBa MuHsppasa Poccum
019 XMPYPruyeckoro neyenus. MNpu nocTynneHnm B KNn-
HWYECKOM cTaTyce OTMEYeHO 3aTpyOHEHHOE HOCOBOE
ObixaHne. OcMOTpeHa OTOSIAPUHIONOroM: CRMU3NUCTas
Hoca cnpasa OrefgHO-po30Basi C LMAHOTUYHBIM OTTEH-
KOM, CrneBa B CpefHUX OTAefiax nosiocTu Hoca onpepe-
nsetcs Byrpuctoe HoBoobpasoBaHue, MOKpbIToe -
BpMHOBLIM HameToM.

MaumeHTKe bbina BbIMOSIHEHA aHruorpadgus cocy-
[0B MOMOBbI U LUEW: B KanWMnspHou ase B MPOeKLuK
OCHOBaHWs Yepena cfiesBa OMpPeaenanocb runepeacky-
nApHoe obpasoBaHue, NMTaHne KOTOPOro OCYLLECTBAS-
eTcA 13 bacceliHa NeBON BePXHEUEMIOCTHOW apTepum u
U3 NeBOV BHYTPEHHEN COHHON apTepuu Yepes CUCTEMY
flueek peLueTyaTon KocTu. bes ocnoxHeHuit boina Bbl-
nonHeHa 3MboNM3aLMsA BEPXHEYENIOCTHON apTepun C
MCMOMNb30BaHVMEM KOAKCHarbHON METOAMKM.

YuutbiBas BepOATHbIM [OBPOKAUECTBEHHbIN Xapak-
Tep OMyxoJf1eBOro npouecca Ha OCHOBaHWM MMEIOLLEro-
CS TUCTOSIOrMYECKOro 3aKsioveHus (aaeHoMa), a Takwke

PucyHok 1
KOMI‘IbIOTepHaFl TOMOrpaMMa rojioBbl C KOHTPACTHbIM yCUITEeHNEM
[BeH03Haﬂ q)asa]: onpepenaeTca MacCuBHoe conmaHoe 06pa305a—

HWE C YETKUMMW HEPOBHBIMU KOHTYPaMu, HepaBHOMEPHO HaKamnu-
BaloLLiee KOHTPACTHbI npenapat

OTCYTCTBME PEHTIEHONOMMYECKNX MPU3HAKOB MHBA3MB-
HOro pocTa, No AaHHbIM KT, BbINO NPUHATO peLueHue o
NPOBELEHNN XMPYPrUYECKOro BMeLLaTenbcTBa B 0bbeme
TPaHCHa3ambHOr0 3HAOCKOMUYECKOrO YaaneHus onyxo-
1 yepes 24 4 nocne npenonepaLmoHHON OKKIIO3UK Nn-
Talowen aptepun. CornacHo NpoTOKONy onepauuun: npu
OCMOTpE B 11€BOV MOSIOBMHE MOSIOCTU HOCA BM3yanusun-
pyeTcst MArkoTKaHHoe obpa3oBaHue B CpeiHEM HOCOBOM
X0fe, TOTanbHO MHAUNBbTPUPYIOLLIEE CPEfHIO HOCOBYIO
PaKoBWMHY W YacTWYHO OBTypupyloLlee BeCb HOCOBOM
xof. BeinonHeHa Mobunusaums HoBoobpa3soBaHus OT K-
TOBMAHON NAACTUHKK. [1py BCKPbITUM AYeeK peLleTyaTo-
ro NnabupvHTa U3 TKaHW OMyX0mK, a TakxKe U3 NepepHen 1
3a[lHel peLLeTyaTbIX apTepuii Moy4YeHo Npodhy3Hoe Ho-
COBOe KpoBOTeueHue. KpoBoTeueHune bbino ocTaHoBse-
HO rocsie MOSIHOrO YAasieHUst BCEX KOMMOHEHTOB Ony-
XONMM M remMocTasa Npu MOMOLLM JMIEKTPOKOAarynsaumu.
06beM nHTpaonepaLumnoHHoi kposonoTepu — 800 mn.

Ha KoHTponbHOM KT rofoBbl C KOHTPACTHBIM ycune-
HUEM, BbIMOSIHEHHON Ha 72 4 nocne onepauuu, LOCTOo-
BEPHO MPU3HAKOB OCTaTOYHOIr0 KOMMOHEHTA OMYX0JN He
onpenenanock (pucyHok 2).

Mo [aHHbIM  TUCTOMOMMYECKOro  MCCrefoBaHus,
CTPOEHVME OMyXonuW B OMEpauVOHHOM MaTepuane u
MaTepuarne nepBUYHON BMOMNCMKM C MecTa KUTeNbCTBa
MOEHTWUYHO; HEOMMacTUYeCcKas TKaHb MOCTPOeHa U3 OT-
HOCWUTENbHO MOHOMOPMIHbIX KPYMHbIX KMETOK C ONThye-
cku nycton PAS-HeraTusHoOW LMTOMNA3Mon. Aapa okpy-
FMON M OBanbHOW hOpMbl, C AUCNEPCHBIM XPOMaTUHOM,
6e3 uyeTko onpepenuMbIx sApbilek. Knetku onyxonm
dhopMMpYIOT pasHOBESIMKME HKenesncTble CTPYKTYPbI.
MuTOoTUYEeCKas aKTUMBHOCTb He onpepenseTcs. B TkaHu
OMyX0JIM BCTPEYAIOTCS MENIKOOYaroBble KPOBOU3USAHWS.
Kpasa pesekuun B onepaLMoHHOM MaTepuarne npoxoasT
no TkaHu obpa3oBaHus.

MpoBefeHo MMMYHOMMCTOXMMUYECKOE WCCrenoBa-
HWe ¢ aHtTutenamu kK Vimentin, PanCK, CD31, CD34,
SMA, Kié7, CK7, RCC, DOG1, CD10, TFE3, MelanA,

PucyHok 2
KOMI‘IblOTepHaFl TOMOI’paCbMH rOJf10Bbl: MPU3HAKN OCTATOYHOIrO
KOMMOHEHTa OnyXoJZin He onpenendaiTca
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PucyHok 3

['McTonornyeckas KapTHa CUHOHA3arnbHOM NMOYEYHO-KIETOUHO-
nonobHol aneHoKapLMHOMbI: A — OMyX0Slb Kenes3ncToro cTpoe-
HUS1, MOCTPOEHA U3 KPYMHbIX KIMETOK C ONTUYECKMU MyCTOW LUUTO-
nnasmoit (OKpacka reMaTOKCUIIMHOM M 303uHOM, X 100);

b — HeonnacTuyeckune aneMeHTbl KPyMHble, C sApaMu OKpYrnoin

1 oBasibHOW hOpPMbI C IMCMEPCHBIM XpOMaTUHOM Be3 yeTko onpe-
OeNIMMbIX AAPbILLEK; BCTPEYAIOTCS KINETKM C KPYMHbIMK SApaMu

C HanuuueM NcesaoBKIIOYEHUN (FreMaTOKCUIUH-303uH, X 400);

B — KNeTkuM ToTanbHO 3KcnpeccupyioT PanCytokeratin (MMMyHo-
FUCTOXMMUYECKOE UccrenoBaHue ¢ aHtutenamm k PanCK, x 100);
I — HeraTuBHas peakuus ¢ aHTuTenamu k Vimentin (MMMyHorucTto-
XMMUYECcKoe UccnenoBaHne ¢ anTuTenamu K Vimentin, x 100);

Il - HeraTueHas peakums ¢ aHTutenamu k CD10 (MMMyHorMcTOXM-
MUYecKoe uccrenoBaHue ¢ aHtuTenamu K CD10, x 100)
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HMB45. B kneTkax obpa3oBaHus 0TMeYeHa Kcnpeccus
PanCK, ouaroso — CK7. Peakuus ¢ ocTanbHbIMu aHTUTE-
namMu HeraTuBHas. YpoBeHb MPoMcbepaTMBHON aKTWB-
HOCTM no akcnpeccun Kibé7 — 5—7%.

OndbdepeHumanbHylo  OMarHOCTUKY  NPOBOAMIIM
C MMWO3NUTENManbHbIMM OMyXonsMu ¢ npeobnapgaHu-
€M CBETJIOKIETOYHOO KOMMOHEHTa, aLMHOKIETOYHOM
KapLuMHOMOM W OHKOLMTOMOW CO CBETIOKNETOYHON
TpaHcdpopMaLmen, MeTacTa3oM CBETIIOKIIETOYHOM MO-
YEYHO-KIETOYHOM KapLMHOMbI, CBETIIOKIIETOYHON OLOH-
TOreHHOMN KapLMHOMOW, MManuHU3npyioLLEN CBETIOKIIe-
TOYHOM KapLUMHOMOW, anbBEOSIIPHON CapKOMOWN MArKMX
TkaHem, PEComoi.

3aksioyeHne; TUCTONOrMYeCKas KapTuHa v UMMy-
HOCDEHOTUN COOTBETCTBYIOT CWMHOHA3amnbHOM Moyey-
HO-KNeTo4YHOMof06HOM afeHoKapunHoMe (pucyHok 3).

YunTblBas rmcTONIOMMUYECKWUn BapuaHT ONyxomnu, Ans
WCKITIOYEHMSI MEPBUYHOIO OYara B MOYKax, a TakKe Ass
OLIEHKM PacnpoCTPaHeHHOCTU OMyXOneBoro npoLecca
BbINo BbINOMHEHO KOMMIEKCHOE 0B6CefoBaHue.

Mo pesynbtaTam nposefeHHor KT opraHoB rpya-
HOW KNETKM 1 BPIOLLIHOM NOMOCTYH, a TaKkkKe NO3UTPOHHO-
3MUCCWOHHOW ToMorpadimm, comelleHHon ¢ KT, paH-
HbIX 3@ Harmuuve ob6beMHOro obpa3oBaHMA NMOYEK U Ha-
NnYme OTAANEHHbIX METacTasoB He NMOJTyyeHo.

YunTbiBas 3M0OKaYeCTBEHHOCTb OMyXOSIEBOrO MPO-
Llecca 1 hparMeHTaLMIo OMyX0mu B MPOLIECCE YaaneHus,
06ycrnoBneHHyto BbIBpaHHbIM XMPYPruYeCKnM LOCTYMOM,
onepauus Bbina MHTepNPeTMpOBaHa Kak HepaanKkanbHoe
ynanenue (R2).

TakMMm 0BpasoM, Ha OCHOBaHWM aHaMHe3a 3abo-
NEeBaHUA, KNMHWUKO-abopaTopHbIX AAHHbIX, PEHTreHO-
NOrMYECKUX WUCCMIEefOoBaHWNi, pe3ynbTaToB MMCTOMOrM-
YECKOro WCCNEenoBaHWsi YCTAHOBIEH OKOHYaTeSbHbIM
OMarHo3: <«CHHOHas3anbHas MOYEeYHO-KeTOYHONO[o6-
Has afeHOKapLMHOMa peLueTyaToro nabmpuHTa n 0CHO-
BaHuA uvepena cnesa; ctagusi |. TINOMO». CocTosiHue
nocfie TPaHCHa3anbHOro 3HAOCKOMUYECKOro yaaneHus
onyxosnu.

YuuTblBas HepaamMKkanbHoe yaarneHue v ructonoru-
YeCKU BapuaHT onyxonu, BbiNo MPUHATO peLleHve O
npoBeneHuy nydyesoi Tepanuu (J1T).

MopgroToBka nauveHTa K 06myyeHuio BKMOYana
npoBefeHne KT-pa3MeTKM C WCMOSIb30BaHWEM WHOM-
BMAyasbHbIX CPEeACTB hMKcauuu (BakyyMHbI MaTpac
BodyFix, TepMonnacTuyeckas Macka C MuKpornep-
chopauneit HeadStep). CkaHupoBaHMe MpPOBOOMIM Ha
KoMnbloTepHOM ToMorpadpe (Light Speed, General
Electric), TonwmHa cpesa — 1,25 MM. OKOHTypuBaHWe
npoBopuiun B cucteme Monaco SIM; pacueT neuebHoro
nnaHa BbINOMHeH B cucteMe Monaco, Bepcus 3.20.02.

Mpy NnaHMpoBaHWM fleyeHUs K OBBEMY MEepBUYHO
onpenensieMoi onyxonu — GTV (Gross Tumor Volume
— MaKpocKonuueckuit obbem onyxonu) Bbin gobasneH
otcTyn 1 cM ansa yyeTa MUKPOCKOMUYECKOM OMyXOSeBOM
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uHcpunbTpaumn — CTV (Clinical Target Volume — knu-
HWYECKUIA 0OBEM MULLIEHU), @ TaKKe COrMacHO BHYTPEH-
HUM CTaHpgapTaM KIWHWKM CAeflaH [OMOSHUTESbHbIN
otctyn 0,3 cM AnA ydyeTa MOrpeLlHoOCTer yKnagku —
PTV (Planning Target Volume — nnaHupyeMbiit 06bem
MULLIEHN).

MnaHupyemas cyMmapHas oudarosast posa (CO[)
Ha 0bnacTb MHULMaNbHOW OMYXONW W MyTen ee MOTEH-
uMarnbHoro pacnpocTpaHenus (pelseTuaTble, raimo-
poBbl nasyxu) coctaeuna 50 Mp ¢ BycToM Ha obnacTb
uHuumansHon onyxonu fo COO 64 p. O6vem GTV —
8 cM%; 06bem PTV 50 'p — 552 cm®; PTV 64 T'p — 64 cM®
(pucyHok 4).

Jleyenne npoBoaunM C MCMOMb30BAHMEM METOAMKM
KoHcpopMHom JT ¢ Mogynsaunein uHTeHcmsHocTH (IMRT —
Intensity-Modulated Radiation Therapy, nyyesas Te-
panvs ¢ MopynsuMeil MHTeHCUBHOCTH) B AMHAMUUYECKOM
apke (VMAT - Volumetric Modulated Arc Therapy, po-
TaUMoHHas 06beMHO-MofyNMpyeMas nydyesas Tepanus).
[laHHas MeToAMKa No3BoSM/Ia MaKCMMarbHO PeayLmpo-
BaTb O3y Ha KPUTUYECKME OpraHbl, PaCcMOOMKEHHbIE B
HernocpencTBeHHon 6msocTu K onyxonu. CpeaHune [osbl
Ha KpuTuueckue opranbl: runodus — 60 p; xmasma —
50 Ip; cTtBON romoBHoro mosra — 34 [p; nesbi 3pu-
TenbHbin HepB — 50 [p; nMpaBbli 3pUTeSbHbIA HEPB —
33 I'p; nesblt xpyctamuk — 19 [p; npaBbI xpycTa-
nvk — 11 'p; neBoe BHyTpeHHee yxo — 37 ['p; npasoe
BHYTPeHHee yxo — 22 [p; cnu3ucTas poToBOM Nonoc-
™ — 30 I'p (pucyHok 5). CpenHve [03bl Ha KpuUTUYe-
CKMe OpraHbl COOTBETCTBYIOT PEKOMEHAALMAM MEeXay-
HapogHoit rpynnsl QUANTEC (Quantitative Analysis
of Normal Tissue Effects in the Clinic). Mpu faHHbIX
[03ax BEPOSATHOCTb Pa3BUTWSI OCIIOKHEHWI CO CTOPOHDI
0603HaYEHHbIX KPUTUUECKMX opraHoB MeHee 5%.

CyMMapHasi oyaroBast fiosa coctasuna 64 I'p npu
pa3oBoi ouyarosoit nose (POM) 2 Mp 3a 32 chpakumm.
ObriyyeHve MpoOBOAMIIM B PEXUME  KI1ACCUYECKOro
dhpakumoHmpoBaHusA: 1 pa3 B OeHb, S5 AHeN B Hepesio.
3annanupoBaHHbIn Kypc JTT Bbin 3aBepLUeH NOMHOCTbIO,
Be3 nepepbiBa B neyeHun. B npouecce papvoTepa-
MM Yy NaUMEHTKM OTMEYanu oCTpble JNyyesble peakLum
(anMpepMuT, 3NUTENUUT, MYKO3UT), He MpeBbiLlaloLLMe
1-i cTeneHn TokcuyHocTM no wkane RTOG (Radiation
Therapy Oncology Group — oHKOMOrMyeckas rpynna no
pafmaLvoHHON Tepanuu).

Mo pesynbTaTaM MarHWTHO-PEe30HAHCHOM ToMorpa-
cpun (MPT) MArkux TKaHel rorosbl v LLeu, NPOoBeaeHHON
yepes 6 Hepenb nocne kypca J1T, naHHbIX 3a 0CTaTOYHOE
obpasoBaHve He BbisiBNIeHO. TakuM 06pa3oM, KOHCTaTU-
pOBaH MOJHbIN OTBET.

B cTabunbHOM comaTuMueckKoM cTaTyce [eBouka
Bbina BbIMMCaHa nop AMHaMWYeckoe HabniopeHue ne-
AmaTpa, OHKOMora, Xupypra-oToflapuHrosiora no Mecty
KUTENbCTBA. Ha AaHHbIN MOMEHT AIMTENbHOCTb Habmio-
neHusa coctasnseT 18 Mec. Mo paHHbIM MPT ronosebl

PucyHok 4
[losoBoe pacnpeneneHue 8 neuebHoM nnaHe (cpesbi):
A — akcuanbHbIi; B — carutTanbHblit; B — KopoHapHbIi

PucyHok 5
'ncTorpamma «go3a—obbvem»

100

Valume (%)

Duse ()
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(pucyHok é), nposeneHHom uepes 9 n 12 Mec. mocne
OKOHYaHWS JIeYEHUs, COXPaHAETCA MOJHbIA OTBET Mo
OCHOBHOMY 3aboneBaHuio. 3aTpyLHEeHUA HOCOBOroO Abl-
XaHWsi, HOCOBbIX KPOBOTEUEHUIA He O0TMeYeHo. [lo3gHux
3ppeKTOB NyyeBbIX peakumit (ropMoHasibHbIX HapyLue-
HW MO TUMY rMNodOU3apHOR HEAOCTATOUYHOCTH, HapyLLe-
HWIA CryXa U 3peHs) He BbISIBMEHO.

PucyHok 6
MarHuTHO-pe3oHaHCHas TOMOrpachus rofioBbl, BbIMOSIHEHHAS
yepes 9 (A) n 12 (B) Mecsiues nocne ny4yesoi Tepanuu:

NPU3HaKN KOMMNOHEHTa ONyxosn He onpenenalTCca

OBCYXXOEHUE PE3YJIbTATOB JIEYEHUA

B 2002 rony K. Zur v coaBT. BnepBble onucanv pea-
Kyl0 afleHOKapLMHOMY MOMOCTU HOCa, MMCTOMOrnYecku
HaMOMMHAIOLLLYIO TMOYEYHO-KIIETOUHYIO CBETIOKETOY-
HYI0 KapuuHoMy. [laHHaa onyxonb moflyunna HasBaHwe
«CHMHOHa3aslbHas MOYeYHO-KIeToYHononobHas apeHo-
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KapuuHoMa» [3]. Hambonee pacnpocTpaHeHHas noka-
nu3aumsi CMNKIMNA — nonocTe Hoca, BepxXHeYesnicTHas
nasyxa, HocornoTka [3, 4].

YuuTblBas pemKoCcTb W TPYOHOCTb AMArHOCTUKM
CIMKMA, paHHbIX 006 39MMAEMMONOrMM HEROCTaTOYHO.
Co BpeMeHM ee MepBOro OMWCaHWA HacUUTbIBAETCA
Tonbko 20 cnyyaes CIMKIMA [3-6, 8-15]. CMKIA — pen-
Kasi onyxosib, B OCHOBHOM BCTPEYaeTCs y MaLMeHTOB B
Bo3pacTe oT 22 fo 75 net (B cpenHeM — 54 ropa), yalie
Yy sKeHLWWH [3-5]. pn 3TOM KIMHUYECKME MpOSIBIIEHUS
HecneundunyHbl: 3aTPyAHEHHOE HOCOBOE AbIXaHue, HO-
COBOE KpOBOTEYEHWE, ronoBHas bonb, crnesoTeyeHne u
0B0oHATENbHbIE HapyLLeHus [3—6].

l'vctonorunyeckoe ctpoenne CIKIA HanomuHaet
MCK, uto TpebyeT auddepeHUMansHOro amMarHosa u
nckrnioyeHns Metactasa MNCK B Hocosylo nonocTb [2, 3].
Knunnyeckn MNCK nMeeT arpeccuBHbii TUN TeuyeHus C
MEeTacTa3vpOBaHNEM B Pa3fiMyHble OpraHbl U CUCTEMbI;
MeTacTa3bl B MOSIOCTM HOCa 0TMeueHbl B 6% cydaes [7].
I'mctonornyeckn CIKIMA noctpoeHa n3 MOHOMOPMOHbIX
KyBUYeckmnx mnv npuaMaTuyeckux KneTok ¢ obunbHoM
ceeTnoit (onTuyecku nycToit) Mmbo cnabo 903MHOMIL-
HOW LMTOMNMa3MoK, copepallen rnukoreH. Mpogykums
MyLIMHa He OTMeyvaeTcs. fopa Menkue, okpyrmnow dop-
Mbl, MOXET OMPefenATbCs OAHO AAPbILLKO, BCTPeYalnTcA
siAepHble NCEBOOBKIIOYEHMS. HeonnacTnyeckue xenesbl
PacnosoMeHbl KOMNAKTHO, C (HOPMMPOBaHNEM B OTAENb-
HbIX MOMSAX 3peHUs MUKPOCPONNNKYNAPHBIX, THE3LHBIX,
NanuNAAPHbIX CTPYKTYP, @ TaKKe COMUAHBIX YY4aCTKOB.
MpocBeT Bonee KPyMHbIX Kefe3 MOMET COLepKaTb
303MHOMNbHEIR MaTepuan. CTpoMa onyxonu He Bbl-
paxeHa. TKaHb OMyXOnu XOPOLUO BaCKyNsipU3MpoBaHa,
C HanMuMeM TOHKOCTEHHbIX 3KTa3WPOBaHHbIX COCYLOB.
B GonblUMHCTBE CryyaeB HeKpo3 oTCyTcTByeT. fAnep-
HbI NONMMOPMIN3M HEe BbIPAKEH, MUTOTUYECKAA aKTUB-
HOCTb HM3Kas WK He onpepensercs. B yactu onucan-
HbIX B NIuTepaTtype cnyyaes ClKIA xapakTepu3oBanacb
MHOUMBTPATUBHBIM POCTOM B OKPYMKAIOLLME TKaHM;
MEeTacTaTUYeCKOro NopaxeHuns MMMaTMYeCcKunX y3ros B
onucaHHbIX cnyvasx HeT [3, 4].

Mpn UMMYHOMMCTOXMMUYECKOM UCCIIeA0BaHNN KIEeT-
Ku onyxonu akcnpeccupyioT PanCytokeratin, CK7, EMA;
akcnpeccwus S100 sapuabenbHa [3, 8, 91.

OndbchepeHumanbHas anarHocTvka CIKITA ¢ ruanm-
HU3MPYIOLLE CBETIOKIETOYHON KapLMHOMOWM CIIOHHbIX
sernes (TCKK) ocHosbiBaeTcst Ha oTcyTcTBumM B CMKMA
mmnnyHbix ana TCKK ruanvHuavpoBaHHOM CTPOMbI ©
XapaKTepa pocTa B BUAE TSKeW KNeTok (cM. Tabrmuy).
PopMUPOBaHUE KENME3NUCTLIX CTPYKTYP, BbISBIIEHUE MpW
MMMYHOIMCTOXMMWYECKOM WCCMEA0BaHUM 3KCMpeccumn
kneTkamu onyxonu EMA, CEA cBuaeTenbCTBYIOT B NOSIb-
3y CIKIMA. Kpome Toro, B ClKITA He BbisBNSETCA Xapak-
TepHas ana [CKK tpancnokaums EWSR1-ATF1.

B oTnnume OT CBETMOKMETOYHBIX MUOIMUTENMANb-
HOM W 3MUTENMaNbHO-MWO3NUTENNANIbHOW  KapLMHOM




KJIMHUYECKWUE HABJIOOAEHUA

Tabnuua
OudcpepeHunanbHas aMarHocTMKa CMHOHa3anbHOM NOYEYHO-KNeTOYHONoAo6HON aneHoKapLUUHOMBI
MeTacTas I'manuHusmpyowas
VHOH bHas NoYe4Ho- - BET/IOKNIeTOYHas
CLTIERENEIER WAL CBETJIOKJIETOUYHON CBETJIOKJIeTOYHas CERDELO AL
MokasaTenb KJieToYHonoao6Has 5 3anuUTennanbHo-M1oanuTennanbHas
MOYEYHOKIIETOYHON  KapuMHOMa CIIIOHHbIX
ajfleHoKapuMHoMa KapLMHOMa CJIIOHHbIX Xerne3
KapUMHOMBblI xenes
BospacT, net 22-75 60-70 40-70 60-70
SKEHLLMHBI/MYKUMHDI 2:1 1:1,5 11 2:1
BesbonesHeHHan, MeaneHHo pacTyLuas onyxosb;
3aTpyAHeHHOe HOCoBoe z
. HEepefKo OHa U3bA3BNAETCS, MPencTaBnas coboi
AblxaH1e, HoCoBOE 3aTpyaHeHHoe HocoBoe lMpunyxnocT;
KnuHuueckue NOACIU3NCTbIE Y37bl C HEYETKUMM KPasiMU.
KPOBOTEUEHME, rofIoBHas  AblXaHue, rofioBHble 6o,  6osib M U3bS3BNEHNS 4
NposiBIIeHNs BbICTPbI POCT M/Wnn BONE3HEHHOCTb SILEBOrO HEpBa
6orb, cnesoTeyeHue u HOCOBOE KpOBOTEYEHME 0TMevaloTCs Peako -
NPeAnosiaraloT Haiune y4acTKOB OMyX0Jin C HU3KOM
0B0oHATENbHbIE HapYLLIEHNA
cTeneHbio aMcbhepeHLMpoBKM
LLleiHble -
LLleiiHble nuMcbaTyeckue ysnbl,
MeTtacTasbl He xapakTepHo - nMcpaTNYecKne y3nbl,
Nerkve, neyeHb 1 NoYKu
fierkue, neyeHb 1 MouKu
[lonbyaTblii TMN POCTa CO CMeLLaHHbIM —
MoHomopdHble Kybrueckne TyBYnApHbIM M CONMAHBIM — TUMOM CTPYKTYPbI.
UIU NpUaMaTUyeckue Knetkn  CocToUT B OCHOBHOM [aTOrHOMOHMYHBI TUCTOMOrMYECKUIA MPU3HAK — Hannune
¢ 0bunbHol cBeTnon nMbo 113 KIEeTOK CO CBETION XapaKTepHbl NIBYXCIIO/HbIX NPOTOKOBbIX CTPYKTYP: BHYTPEHHWIA CI0M
Mopdbororus cnabo303MHOHObKUNBbHON LIMTOMNa3MO; rManuH13NpoBaHHas cchopMMpOBaH OAHUM PALOM KybMUYeCkunx KneTok ¢
P LMTONIa3MOM, COAEPsKaLLE  TUM pocTa — COMMAHbINA CTPOMa, POCT B BUAE  MIIOTHOW MENKO3EPHUCTON LIMTOMIA3MOM U LIeHTParibHbIM
TTIMKOreH; CTPOMA OMyXomu 1 KUCTO3HBIN; TAXKEW KINETOK, HeKpPo3 WK HasanbHbIM PacnonoeHneM sinep; HapyKHbIi Crioi
He BblpaeHa; B 6ONbLUMHCTBE  XapaKTepeH HeKpo3 MOSKET BbITb MPEACTABIIEH OAHNM UIN HECKOTTbKUMM
CIly4aeB HEKPO3 OTCYTCTBYET CII0SIMM MOMUIrOHASTbHbIX KMETOK C YETKO BbIPaKeHHbIMMU
rpaH1LamMn. XapakTepeH HeKpo3
3kenpeccusa PanCytokeratin,
CK7, EMA; skcnpeccusa S100 Okcnpeccusa RCC,
OcobeHHocTH P . P ! Okenpeccusi EMA, CEA; MuosanuTtenmanbHble Mapkepbl
BapuabenbHa; PAX2, PAX8, CA9; . . >
MMMYHOrUCTOXUMUY. ' : akcnpeccys Vimentin —  (rnagkoMbllueuHbii aktuH, YYF35, pb3 n/unu KasbnoHuH).
B BonbLUMHCTBE CriyyaeB  aKcnpeccus Vimentin — : .
1ccnenoBaHmus . . NonoXuTeNbHas 3kcnpeccus Vimentin — nonoxuTenbHas
akcnpeccws Vimentin NOSIoKUTESbHAS
HeraTuBHas
MonekynsipHo- .
reHeTuYeckKume He obHapyskeHbl [leneums xpomocoMbi 3p; Tparcnokaums [leneuuns XxpoMoCoMsl 6
Py MyTauusi B reHe VHL EWSR1-ATF1 P P

N3MEHEeHUs

CnioHHbIX »kenes, B CIMKIA oTcyTCcTBYIOT ructonorunye-
Ckue (reTeporeHHoCTb CTPYKTYpbl C HanMuMeM yuyact-
KOB BEPETEHOKIETOYHOrO0, MNa3MaunMTONEHOr0 U 3Mmu-
TENMOUOHOr0 CTPOEHUS!) U UMMYHOMUCTOXMMUUECKME
(skcnpeccua SMA, MSA, Calponin, Caldesmon, GFAP)
NpU3HaKM MMO3NUTENMANbHON AU PepeHLIMPOBKH.
MeTacTtatunyeckasn ceetnoknetouHas [CK xapakre-
PU3YyEeTCH HanMuMeM HeKpo3a, KPOBOUSMUAHWIA, B KMeT-
Kax BblpaXKeH SAepHbIA MneoMopdnsm, YTO He TUMWNYHO
ons CIKMA. [Mpy MUMMYHOTMCTOXMMUYECKOM UCCIef0Ba-
Hum ona MNCK xapaktepHa akcnpeccusa Vimentin, RCC,
PAX2, PAX8, CA9 npu HeraTMBHOM peakumn ¢ aHTuTena-
mMun K CK7. Mpuuem akcnpeccuio CK7 oTmMevaloT B 0TNNY-
HoMm oT [ICK BapraHTe NOYEYHO-KNEeTOUHOW KapLMHOMbI
— B CBETJIOK/IETOYHOW NanumnsapHOW MOYEYHO-KIEToY-
HOM KapuMHOMe, OOHAKO JaHHast onyxosib obnagaeT uH-
OOSIeHTHbIM Buonornyecknm TeyeHneM. B nutepatype
He onucaHbl cryyan ee Metactasuposanus. B CIKIA
onpegnensetca akcnpeccus CK7; B BonbLUMHCTBE Cryya-
€B peakuus ¢ aHTuTenamu k Vimentin neratmeHas [10].
B mmddpbepeHumanbHoi ouMarHOCTMKE € OpYruMu
OMyXOJIAAIMU CIIIOHHBIX }Kefe3 CO CBETIIOK/IETOYHOW Mop-

chonorueit (B 4aCTHOCTM, C AUMHAPHOKIETOUHOM KapLm-
HOMOI1) MOKHO MCMOJIb30BaTh UMMYHOMMCTOXMMUYECKOE
uccrnenosaHue ¢ aHtuTenamm Kk DOG-1 (B auMHapHoKme-
TOYHOM KapumMHOMe TWUMWYHO Andpdpy3Hoe anukansHoe/
NIOMUHaNbHOE OKpalLMBaHue).

Hanbonee adhchektuBHbIM MeToq Neyenus CIKIA —
XUPYPrUYECKuiA: NOMHasa Pe3eKLUuWst Onyxonu ¢ nocnepy-
loLLiei nyyesoit Tepanueit [3-5, 10].

M3BecTHO, uTo B 2 13 20 OMMCaHHbIX Cry4YaeB BO3-
HUKanu noKarnbHble PeuMamBbl: Y NepBOro MauueHTa —
yepe3 7 Mec., y BTOpPOro — MOC/EA0BaTENbHO Yepes
3 1 5 net nocne XMpypruyeckoro neuveHus. BaskHo
OTMETUTb, UTO JIYYeByl0 Teparmuio 3TUM MauueHTaMm
He nposoannu [8]. Y ocTanbHbIX NauUMEHTOB, MOABepr-
LUMXCA XMPYPrUYECKOMY JIEYEHMIO W JIy4YeBON Tepanuu,
COXPaHSEeTCs MOJHbIA OTBET Ha NPOBELEHHYIO Tepanuio.

BblBO[bI

B npenctaBneHHOM HaMu KnuMHWYeCKOM Habnione-
HUW OMMCaH Cryyail PedKOM CUHOHa3amnbHOM OMyXOosu
(CNKNA) y naumeHTkn 17 nert. MonHbIA OTBET OOCTMUr-
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HYT Yy Hee b6narogapsi CBOEBPEMEHHON [MarHOCTUKe
M NPOBELEHHOMY KOMIMMEKCHOMY (XMpYpruyeckoMy u
NyyeBoMy) feueHnio. MHTepec AaHHOTO KIIMHUYECKOro
crnyyas obycrnoBneH He TOSIbKO ero PefKocTbio, HO W
CMOXHOCTbIO [OCTOBEPHON BepudhmkaLumm 3abonesaHus
Ha MepBbIX 3Tanax oKasaHWs MeLULMHCKOM MoMOLLM Mo
MECTY KWTENbCTBA, YTO He MO3BOSUIO BbibpaTbh ONTU-
MarbHbIA OTKPbITBIA XMPYPruyeckuid QOCTYN, YUnTbIBas,
YTO Y MaUMEHTKM npegnonaranacb 4obpokayecTBeHHas
OnyxoJlb, ¥ BbINOMHUTbL pagmkanbHyto N-6510Kk pesekumio
HoBoObpasoBaHus 6e3 HeobxooMMOCTM NPOBEaEHNS Mo-
criepylowien nyyeBov Tepanuu. [aHHbI crnyvan elle
pa3 nofyepKUBAET BaXHOCTb NMPaBUIIbHOTO BbINOSHEHMS
Buoncum ¢ y4eToM aHaTOMUYECKO NoKanMsaLmm HoBo-
obpa3oBaHMs ANA MOMyYyeHUs [OCTOBEPHOro rMCToso-
rMYecKoro pesyrnbTaTa, CBOEBPEMEHHOW BepudmKaLmm
AMarHosa v Bblbopa onTUMasibHON TaKTUKK NIeYeHNs.

[prMeHeHe METOOMKM Ny4YeBOW Tepanmuu C Mopy-
NALMEN UHTEHCUBHOCTY NMO3BOSMIIO 3aBEPLUMTD Iy4YEBYIO
Tepanuio B MOSTHOM 0BbeMe C MUHUMarbHbIMW NPOsiBIie-
HUAMM NyYeBbIX PeaKLmii.

UCTOYHUK dUHAHCUPOBAHUS
He yka3saH.

KOH®JIUKT MHTEPECOB
ABTOpbI CTaTbu MOATBEPAMIIM OTCYTCTBUE KOH(PIIMKTA MHTEpecos,
0 KOTOPOM HeobXxoauMo CoobLLNTB.
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