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NMPUMUTUBHDIE
HEUPO3KTOAEPMAJIbHbIE
OonyxoJin rPYOHOU NOJIOCTMU:
PE3YJIbTATbI JIEMEHUA

Pe3siome. HpoaHa/zuwpoeaHbt cobcmeenHble pe3yabmamsl N1€4eHUA 00/bHBIX C

Hauyuonanvuwiii uncmumym
paka, Kues, Yxpauna

KiioueBble ¢10Ba: npumumueHas
HelpoIKmMooepmManbHas ONyxonb,
UMMYHOUCMOXUMUYECKOE
uccaedoganue, He0adsHBAHMHAS
Xumuomepanus,
KOMOUHUPOBAHHOE /ieHeHUe.

BBEAEHME

[IpuMuTHBHAS Helipo3KTOIEPMaTbHAs OMYyXOJb
(primitiv neuroectodermal tumor — PNET) BxomuT B rpyti-
ITy 37T0KAYeCTBEHHBIX OITYXOJIel, pa3BUBAIOIINXCS 13 MU-
TPUPYIOIINX SMOPHOHAIBHBIX KIICTOK HEBPATBHOTO Tpe-
Oemika. MccnenoBanust mociaeAHUX AECATWIETUN TTO3BO-
JISTIOT pPacCMaTpUBaTh JAHHYIO OIYXOJ1b B KAYeCTBE OTHOTO
M3 TIPENCTABUTENICH IPYIIITbI OIM3KOPOACTBEHHBIX 3/T0Kaye-
CTBEHHBIX HOBOOOPA30BaHUI, XapaKTEPU3YIOIINXCS BBICO-
KOarpecCMBHBIM TECUCHUEM, a TAKXKE HAJTMUMEM PsIIa TKa-
Hecrneuuduiyeckrx MmapkepoB. [Tomrmo PNET k naHHOMY
ceMeiicTBy oTHOcSTCS capkoMa FOuHra, B ToM Yuciie 9Kc-
TpaoccayibHas capkoma FOunra. B 1979 r. amepukaHckuii
mopdosior F.B. Askin BriepBble BbIIEIN 3TOKAUECTBEHHYIO
«MEJTKOKPYTJIOKJIETOYHYI0» OITYXO0JIb TOPAKOITy IbMOHATb-
HOI 30HBI B 0OCO0YIO KIIMHUKO-MOP(MOIOTMYECKYO HO30-
JIOTUYECKYIO (DOpMy, KOTOPast B COBPEeMEHHOM JINTepaType
0OBIYHO OMUCHIBaeTCs Kak ormyxoiib AckuHa. PNET — co-
OupaTeNTbHBIN TEPMUH, KOTOPBIN BKJTIOYAET PSI HO30JOTH-
yecKuX (hopM: omnyXojib ACKUHA, 3CTE3MOHENPO0IaCTOMY
U caMy nepubeprIecKyro TPUMUTHBHYIO HEMPOIKTOIEp-
MaJTbHYIO OITyXOJb [ 1, 2].

OcobeHHOCTBhI0O MOpdonoruu capkoMbl KOuHTa 1
PNET siBnsietcs ee HeqoctaTouHasi TaTOTHOMOHUYHOCTD
IS yCTAaHOBJIEHUST OKOHYATeIbHOTO fuarHosa. Hauboss-
1LIMe CJOXXHOCTU BO3HUKAIOT TPpU TpoBeaeHUU audde-
PEHLIMATLHON TUATHOCTUKU C IPYTUMH MSATKOTKAHHBI-
MM CapKOMaMM — pabIOMMOCAPKOMOi1, CUHOBUAIbHOM
CapKOMOI, Hepo01aCTOMOI, JIeHOMUOCAPKOMOIA. YTITy-
oneHHOe M hepeHIINATEHO-TMaTHOCTUIECKOE 00CIICIO-
BaHME TPEOYeT BHITIOTHECHNS IMMYHOTUCTOXUMITYECKOTO
(MTI'X) ananuza [3, 4]. B nepByto ouepean ciaeayeT UCKITO-
yuth capkoMy FOuHra, pabnoMuocapkomy, HelipooIacTo-
Mmy. [nst knetok capkombl FOunra u PNET xapakrepHa
9KCIpeccust BUMeHTHHA. B oTmume ot capkombl FOuHTa
PNET xapakrepu3zyeTcst 0OTYETIIMBOI HEUPO3KTOAEpMAITb-
Holt nuddepeHLIMPOBKOIA, IPOSIBIISIOLLEICS SKCITPECCH -
et Helipocnienrbuyeckoi sHoa3bl (NSE), cuHantobu-
3uHa, CD57, S-100, Leu-7 [3]. B nepByto ouepens cieayer

nepauvHoll nepupepuueckoil nNPUMUMUBHOU HElPOIKMOOEPMANbHOL ONYXO01bI0
éHympuepyoHolil aroxkasuzayuu. Haubonsee yoedumenvnoim noomeepiicoenuem
JuaeHo3a A6AA10MCs Pe3yAbmamsl MOpGoA0cUHEeCK020 U UMMYHOUCHOXUMU-
ueck02o uccaedosanus onyxoau. Ommeuena s¢hekmusHoCmy NPoOBOOUMOLL XU -
MUOmMepanuu 60 cex KAUHUHeCKUX HabA0eHUsaX, Peaiu308asuldsacs 8 Hacmut-
HOll peepeccuu onyxXoau U pazHoul cmeneru 8bipaliceHHOCMU AeKapCmeeHH020 Na-
momopgo3a. Kombunuposarntoe neverue ¢ Heoadslo8AHMHOU Xumuomepanueil
npedcmasngemcs Haubonee onpagoaHHbIM U 00ANCHO UCNONb30BAMbCSA KAK Me-
mod eblb0opa 0451 OAHHOU Kame2opuu NAyUueHmos.

UCKITIOYUTH capkomy FOuHra, pabnoMuocapkomy, Helipo-
omacromy. OrmyxoJb ACKMHA XapaKTepu3yeTcs 0oJiee BbI-
PaXEeHHOI MUTOTUYECKON aKTUBHOCTHIO [5].

KnnHuyeckast KapTuHa OImyxoJu ACK1MHa 00yCJIOB-
JIeHa HAJIMYEM MaCCUBHBIX OITYXOJICBEIX 00pa30BaHMIA,
PacMpOoCTPaHSIOIIMXCS B TPYIHOM MOJIOCTH U BOBJIEKa-
JOIMX B MATOJIOTMYECKUIA ITPOIIECC OpraHbl CPEIOCTe-
HUs, TUIEBPY, JIETKWe, TPYAHYI0 cTeHKY. Kak mpaBuJo,
Ha TOPTSDKEHUM IJIMTEILHOTO BPEMEHM 3a00JIeBaHME
MpoTeKaeT OECCUMITOMHO U JIMIIb B MO3AHEN cTaauu
MaHUGbECTUPYeTCs pa3BUTUEM TIJIEBPAIbHOTO BHINIOTA,
MPOSIBJCHUSIMU JbIXaTeJIbHOW HEI0CTaTOYHOCTU WU
KPOBOXapKaHbeM, CUMIITOMAMU MHTOKCUKAIIMM. Xa-
PaKTEepHOM 0COOCHHOCTBIO MATOTEHE3a BCeX OIMyXOIei
cemeiictBa PNET sBnsercs paHHSISI UHBa3Usl B OKpY-
JKaroIlre TKAH! 1 BRIpaXKeHHasI CITOCOOHOCTH K TeMaTo-
reHHoMmy MeTacTtasupoBaHuio. I[To nanHbIM A. . Ceme-
HOBOI [ 3], Bce OOMbHEBIE C JIOKATM30BAaHHBIMU (DOpMaMU
9TUX OMYXOJIe UMEIOT OTAAJEHHbIE MUKPOMETACTA3blI.

PenTrenonornyeckast inarHOCTUKA, IIpUMEHsIeMast
B MOJTHOM 00beMe, MeeT 00JIblIoe 3HAYEHUE B BbISIB-
JICHUHU OITyXOJIY, €€ JIOKAJIU3allluu, pacIIpOCTPaHEHHO-
CTU KaK MEPBUYHOTO Tpoliecca, Tak U MeTacTazoB. s
YTOYHEHUS MPOTSKEHHOCTH U3MEHEHU, TOUHOTO CTa-
IUPOBAHUS OITYXOJIX M OLICHKU TWHAMMKH OITyXOJIA B
Mpoliecce 1 Mocje MPoBOIUMOTIO JeueHUs HeoOXoau -
Mbl KT 1 MPT-uccnenoBaHusi ¢ KOHTpaCTUMPOBAaHUEM
[6]. [Tpu HamMuKK y OOJTBLHOTO MCXOTHBIX MITH BO3HUK-
LIMX Ha JIIDOOM 3Tarie JieueHus >Kaao0o Ha 00J1b B KAKOM-
JINOO TOYKE KOCTHOTO CKeJieTa HEOOXOAMMO Ha3Haye-
HHE OCTCOCIHIMHTUTPpA(PUU, TTO3BOJISIONIEH TUATHOCTHU -
poBaTh OTAAJIEHHbIE METACTa3bl B KOCTSIX.

Kaxk mpaBusio, MyHKIMOHHYIO OMOTICUIO TOHKOM
WTJION TIPUXOOUTCS TTOBTOPSITHh B CBSI3M C HEIOCTATOU-
HbBIM KOJIMYECTBOM MaTepuraja Wi ero HemHMopMaTUB-
HOCTEI0. Jlaxke OTKpHITast OMOTICHSI HEe BCETAa ITO3BOJISICT
YTOUHUTHL MOpdoaornyeckuit auarHo3. Haubonee ya-
CTBIM MPEATIOJIOXUTEIbHBIA TUATHO3 «HEUPOIKTOAEP-
MaJibHasl OIyX0Jb KapUMHOUIHOTO TUTIa» [7].

OHKONOIMNA o T. 14 ¢ N2 2 ¢ 2012

157



OBMEH OMNbITOM

Pesynbrarel ieueHNs B 3HAUUTEIBHON MEpe 3aBUCST
OT PacMpOCTPAHEHHOCTH OMyXOJU. BONBIIMHCTBO UC-
cienoBaTesieli BHIICISIOT IOKAIM30BaHHbBIE (0Tepadesib-
aeIe) popMmel PNET u pacripocTpaHeHHBIE, 0003HaYast
unx coorBeTcTBeHHO M0 1 M 1. I'pynnupoBka no craau-
SIM TIOCJIE OIepalyy MpeajioxeHa HalimoHaabHBIM OH-
kosormyeckuM nHCTUTYTOM CIIA. CTamus I — nepBuy-
HbIii oyar < 5 cM B AMaMeTpe 6€3 MeTacTa3oB (MOXET ObITh
TIOJIHOCTBIO yAaJieH); ctanus 11 — aHanormyHo, HO OCTaB-
JIEHBI MUKPOCKOITMIECKHUE 3JIEMEHTHI OITYXOJIY 110 Kpato
pesekuuu; ctagust [ — omyxons > 5 cM (HepesekTabenb-
Hasi); ctagusi [V — onpenensitorcest OTaaieHHbIe MeTacTa-
3bl. PeriuauBel mocie yaajieHus: OImyXoJu T0BOJIbHO Xa-
paKTepHBI 1 Yallle JIOKAIN3YIOTCS B 30HE OIepallvii 1 B
JIlerkux. Pexxe BBISIBJISIIOT METaCTaTUYECKME OUaru B CKe-
JieTe, TOJJOBHOM MO3TY, rieueHu [7].

PagukanbHo ynanuth omyxoiib ynaercs y 10—20%
0osbHBIX [7, 8]. CpenHsisi MPOAOIKUTEIbHOCTD XXKU3HU
HeorepabebHBIX 0OJBHBIX He MpeBbilIacT 8 Mec [7].
XOTsI MHOTHE aBTOPHI YKa3bIBAIOT Ha HU3KYIO UyBCTBU-
TEJLHOCTbH OMyX0Ju K xumuotepanuu (XT), y HeKoTo-
PbIX OOJIBHBIX YIAaeTCs JOOUTHCS YACTUYHOM PEMUCCUU
W, 110 KpaitHel Mepe, ctabunu3anuu [5, 7, 8].

OBBbEKT U METOAbI UCCJIEOOBAHUSA

MpbI pacrnioyiaraeM HaOJIIOAEHUEM 3a 8 TTaLiMeHTaMU C
nepBuuyHoit PNET rpynHoil moiaoctu, HaXonuBIIMMMCS
Ha JiedeHUM B HallmoHaIbHOM MHCTHUTYTE paka, 3a ITIo-
cienHue S yiet. Bo3pacT nmaiiMeHToB Ha Havaio JieueHusT
B KJIMHUKE COCTABIISUT OT 2,5 10 22 net. Y 7 u3 Hux Obuia
OTHOCTOPOHHSIST MHTPATOpaKaTbHAsT JIOKATM3ALIMS OITy-
XOJIU C BOBJIeYeHHEM OT 2 10 6 pebep. Y 1 marveHTa onuH
MSTKOTKAHHBIN OITyXOJIEBBIN Y3€J1 pACITIOIarajcs B 3aIHEM
CPEeIOCTEHUH CITPaBa, BTOPOI OITyXOJIeBBII y3e7 — B HILK-
Heli 1o71e JIEBOTO JIeTKoro. JIokam3aluyio 1 pacrpocTpa-
HEHHOCTb OITyXO0JIEBOTI'0 ITpoliecca BO BCeX CIydasix orpe-
JeJISUTA PEHTIEHOIOIMYeCKUM 00C/IeI0BaHMUEM, BKIIIOYAst
KT opranos rpynHoit u 6promrHoit nonoctu (KT OITI,
OBI1). ITo noxkazaHusM BbinoaHsun MPT 1 octeocLiH-
turpacuio. Bo Becex ciaydasix nuarto3 Obut BEpuuLInpo-
BaH JI0 Hayvasa JieueHuss Mopgonornyeckum u MI'X mc-
cnenoBaHveM. Bcem OONIbHBIM JieueHHe ObUIO HAYaTo C
HazHayeHus noauxumuorepanuu (ITXT). boabHOMy ¢
OITyXOJIBI0 ACKIMHA (METMACTUHAIBHO-JICTOYHOM JIOKaJT -
3aieil matonornyeckoro npouecca) [TXT mposoaviu o
cxeme CWS-96, mpu PNET Ha3Havyam jje4eHue 1o cxe-
Me VIDE, nauueHTs! nonyyuau ot 3 n1o 6 uukiion [TXT.
B manpHeliIeM Bce TTAIMEHTHI OBLTN TTPOOIICPUPOBAHEI.
AIBIOBAHTHOE JICYCHUE — IT0 TTOKA3aHMSIM.

PE3YJIbTATbI U UX OBCYXXAEHUE

B pesysnbraTe HeoamblOBAaHTHOTO JiedeHUs y 1 ma-
uueHTa ¢ PNET 3apeructpupoBaHa roJjiHas peHTTeHO-
Jjormaeckast 1 Mopoorndeckast perpeccusi OImyXoJIn,
y 7 — vactuuHas perpeccus (puc. 1). Xupypruueckue
orepaluu nociyie HeoanboBaHTHOU [IXT maumeHTam
¢ PNET, BbInoJHEHHbIE B paguKajlbHOM 00beMe, 3a-
KJTIOYAJINCh B YIAJICHUH BHYTPUTPYIHOTO KOMITOHEHTA
OITYXOJIM C pe3eKIIreii oT 2 10 6 pedep ¢ mocaenyomei

TUTacTUKOM rpynHoii creHku. M3 7 naunentos ¢ PNET
6e3peluarBHas BBDKMBAEMOCTh > | rofia nmocjie OKoH-
yaHus JedeHust orMedeHa y 2 (28,6 %), mpojioHraLus 3a-
GosieBaHMsI 10 Tofia BhisiBieHa y 2 (28,6%), 3 GOJbHBIX
nponroskatoT noiaydath [TXT B anbloBaHTHOM peskUMe.

—

Puc. 1. Yactuunas perpeccust PNET mocne HeoambioBaHT-
noit IXT. KT nauyuenma b., 21 ron: a, 6 — 1o nedeHus, 6,
2 — TocJIe JIeUeHUsT

[IpuBoauM neTaabHOE ONMMCcaHUE HAOIIONEHMS,
MPEICTaBISIONIEIO0 MHTEPEC KaK ¢ JUAarHOCTUYECKOM
TOYKM 3pEHUSI, TaK U B OTHOIIICHUH BEIOOpA METOA JIe-
YEHUsI, a TAKKE €T Pe3yJIbTaToB. AHAJINM3 BO3HUKABIIIMX
TP 3TOM MPOOJIEM TTIOMOXKET B OHKOJOTUYECKUX KITU -
HUKaX BEIPA00TaTh ONTUMAIBHYIO CXeMY JICUCOHBIX Me-
POTIPUSITUM B KaXKIOM MHAMBUAYAIBHOM ClIydyae.

boavnoii C.B., 20 net, HalpaBJIeH B UHCTUTYT C IU-
arHo3oM «3jiokadyecTBeHHas onyxojib (PNET) 3annero
CpenoCTeHus» U3 TOPOACKOI OobHUIIBI T. KueBa, roe
27.06.07 r. emy Obl1a BLITOJIHEHA [IPABOCTOPOHHSISI 9KC-
IJIOpAaTUBHAsSI TOPAKOTOMUSI, OMOTICUST OITYXOJIM CPENIO-
creHust. ['mcTomornyeckoe 3aKIFOUeHIE: 3I0KaYeCTBEH-
Hast Hu3KoauddepenurupoBanHas omnyxojb (PNET).

ITpu ob6pateHnu B UHCTUTYT B Htojie 2007 1. IpeabsiB-
JIsUT XKaJto0bl Ha 00JIM B TPYIHOI TTOJIOCTH, OOJIBbIIE CIIEBa,
o0111y10 ¢1aboCcTh, MoTepto Macchl Tesna. Obllee cocTosi-
HMeE TIallMeHTa YAOBIETBOPUTEIIbHOE, HECKOIBKO CHIKEH
armreTuT, Tiepudeprdeckue TMMGOY3ITB He YBEJTUICHE.
Ha KT OI'TI cneBa MSITKOTKaHHOE y3JI0BO€ 00pa3oBaHUe
9861 %82 MM, He OTIEJISIOLIEECS OT KOHTYpa CEp/LIa, 3a-
HMMaeT HIKHIOIO JIOJTIO JIEBOTO JIETKOTO, IpopacTaeT B
cpenocteHue. CripaBa 2 y3JI0BbIX 00pa30BaHUsl, OTHO —
71%39 MM — 3aHUMAET CPEIHMI 3TaxK 3aqHETO CPEIOCTe-
HUSI, IPOEIIMPYETCsT Ha ITPUKOPHEBYIO 30HY HYDKHEH 10T
MPaBOI0 JIETKOTO, MTHTUMHO MPWJICXKUT K TIEPeTHUM OTIe-
JIaM CepILia v, CKopee BCero, IIpopacTacT B reprkapad. Bro-
pOe pacrioyaraeTcs HYKE B 3aIHEM CPENOCTEHUU, B 3aTHEM
Kapauro-aradparMagbHOM yIIy (puc. 2). YUuThIBask IMe-
[olLIeecs TMCTOJIOIMYECKOE 3aKTI0YEHUE UCCIIETOBAHHOTO
Marepuaja ouorcuu omyxonu u naHHeie KT, yctaHoBIeH
ATHO3 «IIPUMUTUBHAST HEMPOSKTOIEpPMATbHAS OITyXOJTh
3aIHETO CPENOCTeHUSI CIIpaBa M HUXKHEW J0JIU JIEBOTO JieT-
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koro. Omyxoib ACKMHa». BbUT0 peKOMEHIOBAHO MPOBE-
CTH JiedyeHHe coriacHo rpotokoty CWS-96 HIGH RISK
ARM-A B 00J1aCTHOM OHKOJIOTUYECKOM AMCIIaHCEPe TI0
MECTY XUTeNTbcTBA. Ha ormyxosib 3aiHero cpeiocTeHusl ma-
LIMEHT MOTYYuI Kypc iydeBoii Teparuu (JIT) B cymmapHoit
ouaroBoii no3e (CO/) 45 I'p. B TeueHne ceHTI0psI—OKTSI-
6ps12007 . mpoBeneHo 3 610ka X T ¢ mHaTepBarom 3 He (1-i1
610K — rdocdamun 2 /M2 B/B 1, 2, 3-it AHU, BAHKPUCTHH
2 mr/m2 B/B + aktuHoMulH J1 2 Mr/m? B/B B 1-1i IeHb; 2-i
650K — ndocdamun 2 r/m? B/B B 1, 2, 3-i1 [HU, 211MpyoOu-
1mH 70 Mr/m? B/B + BUHKPUCTUH 2 MI/M? B/B B 1-11 ieHb;
3-i1 OJIOK — aHAJIOTUYHO TIEPBOMY).

ey

1

PR £

Puc. 2. KT OI'Tl nayuenma C., 20 net, 1o Je4eHUsI: @ — y3J10-
BO€ 00pa3oBaHUeE B 3aJHEM CPEIOCTEHUH, 6 — y3JI0BOE 00pa-
30BaHUe B HUKHE J0JI€ JIErKOIro

ITocne npoBeneHHo Tepanuu Ha KOHTpoJibHOU KT
OITl ot 8.11.07 r. oTMEUEHA YaCTUYHASI PErPecCcusi OMy-
XOJIU B CPEeIOCTEHUU. PEeKOMEHIOBaHO MPOBECTH eIl
3 610ka ITXT mo onmcaHnHOMY BhIlIe TTpoTokony. [Tpu
KOHTposibHOM o0cnenoBaHuu 15.04.08 r. na KT OI'TI
cJieBa B IPUKOPHEBOI 30HE HUXKHEH 10/ IapaBepTe-
OpaJibHO OIpeAessIeTCs MaToJI0TnYecKoe 00pa3oBaHUe
72%56x60 MM, ¢ y9acTKaMK HEKpO3a B LICHTPE, YeTKU -
MM KOHTYpaMu. B 3amHeM cpenocTeHuu crpasa omyxo-
JieBast TeHb 37X26 MM pacIipoCcTpaHsIeTCsT Ha TIPUKOP-
HEBYIO 30HY HIDKHEH JTOJIH.

16.04.08 1. 0OTBHOI TOCITUTAIM3UPOBAH B OTIEIE-
HUE OIyXOJIeH TPYIHOM MOJIOCTH UHCTUTYTA; 24.04.08 T.
mmpoorneprpoBaH. OMyXoJb B HIDKHEH JOJIe JICBOTO JIeT-
Koro 70x60x60 MM, IJIOTHOM KOHCUCTEHLIVM, CIIasiH-
Hasl ¢ TIepuKapIoM, C MUILEBOIOM. BbIMoIHEHa HIX-
Hss J1003KkTOMUSA. [laTormcToornyeckoe 3aKIIOUCHIE
(TII'3) Ne 10845-48/08 ot 6.05.08 T.: 3M0KaueCTBEHHAsS
HuskonuddepeHIMPOBaHHASI ONYXOJb TUIIA HEUPO-
srutemoMbl (PNET) ¢ MaccuBHBIMI HEKpO3aMU TKAHU
OITyXOJIU, OTHOCUTEJIbHAS XKU3HECITOCOOHOCTh OITyXO0JIe-
Boii TKanu (O2KOT) — 73,1 £ 0,8%. Ha KoHTpOIbHOIM
KT OI'TI u OBII ot 7.05.08 1.: cmeBa — COCTOSIHUE T10-
cJie HUXKHel JJobskTomMuu. B 3anHeM cpenocteHnu cnpa-
Ba MaTOJIOTUYECKOe 00pa3oBaHue pazMepaMu 34X21 Mm,
pacrpocTpaHsIIoleecs: Ha TPUKOPHEBYIO 30HY HIDKHEM
nonu (o0pa3oBaHKe B MPUKOPHEBON 30He 18%X22 MM, B
nHamuke oT 6.09.07 r. yMeHbIIWIOCh B pa3mepax). B
JIETKMX 0YaroBBIX 0Opa3oBaHmii He onpenensercsa. OBIT
1 3a0proIMHHbIe TUMbOY3TThl 6e3 marosnoruu. 8.05.08 T.
MaIMEeHT BBIMKMCAH B YIOBJIETBOPUTEILHOM COCTOSTHUM.

12.05.08 1. 601bHOI BHOBb TOCTTUTAIM3MPOBAH JIS TTPO-
normkenus nedennd. 13.05.08 T. mpoBeneHa orepanyss —
yIaJieHUe OITyXOJIM 3aTHETO CPeIOCTEHMS CIIpaBa C pe3eK-
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et nepukapaa. Omyxoiib B 3aJHEM CPEJOCTEHUN C UH-
Ba3MBHBIM POCTOM I10 3aJHEM CTEHKE IIeprKapaa, pa3sMephbl
OIYXO0JIEBOTO y3JIa OKOJIO 2 CM B IMAMETPE, OITyXO0JIb yaase-
Ha ¢ pe3eKIIeii 3anHeit CTeHKU nepukapna. B kopHe ser-
KOT'0, MEXKITy HYDKHEH 1 BEpXHE JISTOYHBIMI BEHAMM, OITY-
XOJTh OKOJI0 2,5% 2,5 cM, ortyxoJieBbiii y3en ynaneH. [T1'3 Ne
11994-98/08 ot 20.05.08 r.: HM3KonudhepeHIIpoBaHHAS
3nokavectBeHHast ormyxoJib (PNET) ¢ o01mpHbIMY HEKPO-
3aMU, KPOBOMBIUSTHUSIMU, (PUOPO30M, TIEPUBACKYIISIPHBIM
cxieposom. O2KOT — 2,5 +0,9%.

IIpr KOHTPOIBHOM HAOMIONCHUN 3a TTALIMEHTOM Ha
npotskeHun 2008—2010 rr. (MepruoguIHOCTb KOHTPOJIb-
HBIX OCMOTPOB 1—3—6 Mec) porpeccrpoBaHus 3a00J1eBa-
HUS He orpenesisii. CaMO4yBCTBHE XOPOIIIee, COXPaHSLT
TpyaocrmocooHOCTh. 24.01.2011 r. obpatuiics ¢ xkajmobamu
Ha 601 B JIeBoli cTore. OObeKTUBHO — MPU TATBITALIAN
oTMevaeTcst 001e3HEHHOCTh CBO/Ia JieBO# cTorbl. Ha peHT-
reHorpaMMax KOCTEl CTOITbI JeCTPYKTUBHBIX N3MEHEHHMIA
He BbIsiBJIcHO. 28.02.11 r. Ha MPT neBoii cTomsl onpenee-
HO HEOTHOPOIHOE TTOHIKEHHE CTPYKTYPHI B MEIMAIbHOM
KJIIMHOBHIHOI KOCTH, 3a TIPeIeITbl KOCTH ITPOIIECC He pac-
MPOCTpaHsIeTCs. 3aKTIoueHue: 00JTbIle JAHHBIX O METaCTa-
3¢ B MeIUaTbHYI0 KTMHOBUIHYIO KOCTh, UCKJIIOYMTh aCell-
TUUYECKUIT HEKpO3 clIoxkHO. Ha (poHe mpoBeaeHs mpoTu-
BOBOCHIAJIUTENIEHOM Teparnuy 00 B CTOIE yYCUIWINCH,
MOSIBUIMCH 00J11 B 1-M nasblie JieBoid crorbl. Ha penTre-
HOTpaMMe KOCTEl CTOITbI BhISIBJIEHA IECTPYKIIUST (hasiaH-
ru 1-ro maneua. 3akaovyeHue: Metactasbl PNET B koctu
JieBoii crorbl. 24.03.11 r. mpou3BeaeHa TpenaHOOMOTICHUS
kmHOBUIHOM KocTh. I1I'3 Ne 1237 ot 29.03 r.: MeTacTas
PNET. UT'XuccrenoBanme Ne172/11 0131.03.11 1. Map-
kepbl: Anti-Synaptophysin Clone SY38 (+), Anti-Human
CD99, Mic2 Gene Product (+), Anti-Vimentin Clone V9
(+). 3akmouenue: metacta3 PNET.

C01.04.11 r. navara ITXT no cxeme VAID + 6ucgoc-
¢oHaTHI B yCI0BUSAX CTalloHapa HarmmoHamsHOTo MHCTH-
TyTa paka. Bcero nposeneno 5 uukiios [IXT, nocienHuit
MK 3akoH4YeH 17.08.11 r. Mexny 3-M 1 4-M LUKIaMu
IIXT nposeneH Kypc IMCTaHUIMOHHOM TeJleraMmmaTepaniu
Ha MeTacTa3bl B KOCTSIX JIEBOI CTOIHI 110 2,5 I'p exxenHeB-
Ho, COJI 45 I'p. KT OI'TI, OBII, kocTeii JIeBOIi CTOITHI,
cBona yeperna ot 06.12.11 r. 3akiioueHye: COCTOSIHUE 10~
cie komouHuposaHHoro jgeueHuss PNET cpenoctenust u
JIEBOTO JIETKOTO. JIaHHBIX O PELIUIMBE OITYyX0JIEBOTO pOCcTa
HeT. MeTacTas B KIIMHOBUIHOI KOCTU JIEBOM CTOIIbI, CO-
crostaue riocite [TXT+JIT, ctabum3anms mporecca (je-
CTPYKIIVS OTpaHNUeHA 30HOM CKitepo3a). [1pr KOHTpOIIb-
HoM ocMmoTpe B Mapte 2012 1. cocTosiHre 60IbHOTO BITOJI-
He YIOBJIETBOPUTEIBHOE, COXPAHSIET TPYIOCIIOCOOHOCTb.

Takum o6pa3om, MpeacTaBIeHHOE HAOTIOACHUE MO-
JKeT 3aMHTEPeCcoBaTh CO MHOTHX TOYeK 3peHwms. larmeH-
TY B XUPYPTUUECKOM OTAEICHNN 0e3 YTOUHEHHOTO TeHe3a
OTTyXOJTM ObIJTa BBHITIOJTHEHA OTTepallusl, KOTOpasi 3aKOHYM -
J1ach 9KCIJIOPATUBHOI TOPAKOTOMUEN ¢ OMOTICHUEl B CBSI-
3U C Heorepade bHBIM OITyXOJIEBBIM ITpolieccoM. JluarHos
YCTaHOBJICH ITPY CTAHAAPTHOM MOPGOJIOTMYECKOM UCCIIe-
nosanun. lanasie KT npu riepBuyHOM 0OpaliieH1u yKasbl-
BalOT HA IBYCTOPOHHIOIO JIOKATIM3ALUIO OITYXOJIEBOTO ITPO-
11ecca B pyIHOM TOJIOCTH, B 3aTHEM CPEIOCTEHUH 1 B JIeT-
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OBMEH OMNbITOM

KOM, UTO Y3Ke TIPSICTABIISIET PEIKOCTB IS OITYXOJI ACKIHA.
B nmoctyrHoii tMTepatype nMeeTcst JIMIIb eMTUHUYHOE CO-
obeHue Cevallaro Catalan R.1., Murphy Th. (1997) o6
n3onpoBaHHoi neppuuHoii PNET nerkoro (tur. o [7]).

[NepBoHAYATHLHO OITyXO0JIEBasI MACCa B CPEIOCTCHUH 1
B JIETKOM ObLj1a 60JIBIIMX Pa3MEPOB — MPU3HAK Heb1aro-
MPUSITHOTO MPOrHo3a 3a00s1eBaHus. OmHaKo nabHEeR i
MPOLIECC JIeYEeHNS M AMHAMKKA 3200JIeBaHUS COMPOBOXKIA-
JIUCh OJIATONPUSITHBIMU TTPOTHOCTUYECKMMU TIPU3HAKA-
mu. Tak, B pedynbrate nposeneHHow JI'T u ITXT nomyye-
Ha YaCTUIHAsI peTrPeccys OIyXOJIeBBIX Y3JIOB. BEITIOTHEH-
HbIE XUPYPIUIECKHE OTIepaIK TTO3BOJIVIINA PATUKAITEHO
yAJIUTb OCTATOYHBIE OITyXOJIeBble 00pa30BaHMsl, TOKAIU-
3yI0ILIKeCs BJIETKOM U cpeaocTeHrnnu. Mopdosornyeckoe
HCCIICIOBAHNE YIAJICHHBIX OITyXO0JIe TTOKAa3aJI0 HAIMINe
TeparneBTUIECKOro TaToMopd03a, 0COOCHHO BBIPasKeHHO-
TO B OIyXOJIM cpefocTeHust. [1py KOHTPOIIbHOM Ha0ITo-
JIEHWHU 32 TTAlMEHTOM Yepe3 2 roaa 7 Mec Iocjie OKoHYa-
HUS JIGYeHUST KOHCTaTUPOBAHO TOSIBJICHUE CUMIITOMOB
MeTacTa3upOBaHUsI B KOCTH cTorbl. CBOEBpEMEHHO Ha-
yaToe KOMITIEKCHOE JICYCHHE TAJI0 BOBMOXKHOCTbD JIOKa-
JIM30BaTh NajibHElIIIee pacipocTpaHeHe 3a00JIeBaHUS 1
CTabMIM3MPOBaTh MeTacTaTUIeCKU poiiecc. Pesysbrar
JIeYeHUST — 5-JIETHSISI BBDKMBAeMOCTb MalleHTa.

BoicokoarpeccusHbiii xapaktep PNET u capkoMbl
FOwHTa B 11e710M OTIpeneIsieT HeOIaronpUsITHEII IIPOTHO3.
MHunuBYya bHbIA IPOrHO3 Oa3UPYeTCsl Ha TAKUX OCHOB-
HbIX (haKTOpax Kak pa3Mep MepBUYHOM OITyXOJIH, €€ JJoKa-
JIM3a1us, CTereHb PaclpoCcTpaHEHHOCTH, 3(PDEKT neKap-
CTBeHHOM Teparui [9]. BaxkHoe IporHocTiyeckoe 3Have-
HHe UMeeT IJTUTSIIbHOCTh BPEMEHH 0 IIPOTPECCUPOBAHUSL.
S5-JIeTHSISI BBKMBAEMOCTD OOJTbHBIX, UMEIOIIX PaHHUE, B
TeYeHHeE TIEPBBIX 2 JIET TIOCIIE TIPOBEICHHOTO JICYEHNST, Pe-
LIMIVBBI OIMyXOJIEBOIO TpolLiecca, He npeBbiiaeT4,0—8,5%.
IIporpeccupoBaHue 3a00ieBaHMsI B 601€€ O3IHUE CPOKU
XapaKTepU3UPyeTCs TIOKa3aTe SIMK OOIIIei BEDKBAGMOCTH
25—35% [10]. dakTopoM 61aronprsITHOrO MPOrHO3a STBJISI-
€TCs1 perpecc OIyXoJM B pe3ybTate mpoBeaeHHoi XT. 1o
JTAHHBIM Ps1/Ia ABTOPOB, HEKPO3 BCEI UM OOJIbLIEN YaCTU
OIyXOJIM KOPPEJIMPYET C BBICOKOIA, JocTuraromeii 85—95%,
5-JIeTHE| BbIKMBAEMOCTBIO OOJTbHBIX [11].

Takum o6pazom, PNET u onyxonb ACKuHa — peKue
3JI0KAQYEeCTBEHHBIE OITyXOJIM MSTKUX TKaHEel, BCTpeyaro-
1muecs yaiie B MosionoM Bodpacte. PNET, kotopast 1oka-
JIM3yeTCs B TPYIHOI MOJIOCTU, KaK IPaBUJIO, IIpOpacTaeT B
TPYIHYIO CTEHKY C IeCTPYKIIMEe KOCTHBIX CTPYKTyp. Ham-
6onee yoequresibHOe roaTepkaeHue auarHo3a PNET, B
YaCTHOCTH OITyXOJIM ACKMHA, OCHOBBIBAETCSI Ha OTIpe/ieie-
HUM TKaHeBbIX MapKepoB Ipu UT'X rccnenoBaHum, oqHa-
KO CYILIECTBEHHAs POJIb IPUHAJIEKUT TAKXKE CTAHIAPTHO-
My MOP(OJIOTIUECKOMY UCCIICIOBAHIIO. D(PhHEeKTUBHOCTD
COBPEMEHHBIX IIUTOCTATUKOB ITOATBEPKIACTCS BEIPAKCH-
HBIM JIEKApCTBEHHBIM ITaToMOpcho30M ortyxoiin. HecMotpst
Ha CyLLEeCTBYIOLIEEe BJIUTEPaType MHEHUE 00 OTHOCUTEIHHO
Hu3koit uyBctBUTeNIbHOCTU PNET K iurtoctatkam, B Ha-
11X HAOJTIOMEHSIX OTMEYAIach IPEUMYIIECTBEHHO BBICO-
KasT 9yBCTBUTEJIEHOCTD OITyX0JIH K ripoBonuMoii [TXT, pe-
AJIM30BABIIIAsICS] 3HAUNTEITLHBIM YMEHBIIICHHEM ee 00beMa
1 JieueOHbIM TTaToMopho30M. [103TOMY C MOJTHBIM OCHO-

BaHMEM, MOXXHO YTBEpXKIATh, YTO KOMOMHUPOBAHHOE Jie-
YeHUe C UCTIOJTb30BaH1eM HeoarbioBaHTHOM X T nipeacras-
JIsieTCsl HauboJ1ee OIpaBIaHHBIM.
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PRIMITIVE NEUROECTODERMAL TUMORS
OF THE THORACIC CAVITY: THE RESULTS
OF THE TREATMENT

V.D. Zakharychev, B.O. Borisiuk, O.1. Kobzev

Summary. Own results of treatment of patients with pri-
mary peripheral primitive neuroectodermal malignant tu-
mor localization are analyzed. The most convincing con-
firmation of the diagnosis are the results of morphologi-
cal and immunohistochemical investigations of the tumor.
The efficacy of chemotherapy in all clinical observations,
realized in partial tumor regression and different degrees
of severity of medicinal pathomorphosis is noted. Com-
bined treatment with neoadjuvant chemotherapy appears
to be the most justified and should be used as the method
of choice for this category of patients.

Key words: primitive neuroectodermal tumor,
immunohistochemical study, neoadjuvant
chemotherapy, combined treatment.
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