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Ileas: 0606uums u npoananu3uposams pe3yabmameol OUASHOCMUKU U Mepanuu
B8HYMPUPYOHOIL nepugeputecKoil NPUMUMUBHOL HEUPOIKMOOEPMANbHOU ONYX0-
au (PNET) oas ouenku npoeHocmu4eckux npu3Haxkos u sghpgpekmusrnocmu pas-
AUYHBIX NPOMOKO0A08 NeveHUs nayueHmos smoil kamezopuu. Obsexm u memo-
ovL: npusederv danuvle Habarodenuil 12 nayuenmos ¢ nepeuuroit PNET epyoroii
noaocmu, 080e U3 HUX ¢ pedKoil GHympuae2o0uHoll 1oKkarusayueil. /lis ymounen-
HOU QuazHOCMUKU 2Uucmono2uieckoe uccaedoganue 6bi10 00ONOAHEHO YumozeHe-
MUYMecKUMU U UMMYHORUCIOXUMUYECKUMU Memodamu. Bcem nayuenmam gol-
HOAHEHO paduKkanvHoe xupypeuveckoe yoanetue onyxoaeii; y 11 u3 nux nevenue
obL10 Hauamo ¢ Heoadsrosarnmroil xumuomepanuu (XT); adsroeanmuyio XT na-
3Hauanu no nokasanusam. Oyenusanru oaumenbHOCMy 6e3peyoU8H020 nepuood
U BblIICUBAEMOCIb NAYUEHMA NocAe OKOHYaHUs nevenus. Pesyasbmamol: cghop-
MYAUPOBAHBL NPOCHOCMUYECKUEe NPUSHAKU 0451 O0AbHBIX C ONYX0AAMU HelipodK -
modepmanvroeo eucmoeernesa. Ommeuena s3¢hgheKmueHocms nPoeedeHHoll Heo-
adsroeanmuoil XT 60 ecex kaunuueckux vHabawoodenusx. Haubonree s¢pghexmues-
HbIM 0KA3aA0Ch KOMRAEKCHOE AedeHue ¢ Heoadsloeanmuoil u adstosanmuoil XT,
Komopoe 002CHO UCN0Ab308AMbCS KAK Memod 8bl00pa npu OAHHOU NAMOA0UU.
Bbi600: naubonee yoedumenvroe noomeepicoerue duaenoza PNET ocrogvieaem-
s Ha onpedeneHuU MKAaHeabiX MapKepos npu UMMYHOLUCIOXUMUYECKOM Uccae-
dosanuu. Jleuebnas makmurxa 6oavhoix ¢ PNET doaxcna cmpoumocs Ha Komn-
ANEKCHOM N0OX00e; 8 MO JIce 8PeMSsi XUPYpeuHecKui Memoo AeueHus A6151emcsi 0C-
HOBHbIM NPU ONEepadenbHbiX ONYyX0sX.

BBEAEHMUE

B ximaccndukanum BceMupHOI opranu3alinm 3apa-
BOOXpPaHEHMS IO MATOJIOTUM U TeHETUKE OITyXoJiei
MSITKMX TKaHe TpUMUTUBHASI HEMPOIKTOAEpMalIbHAs
oryxoutb (primitiv neuroectodermal tumor — PNET)
BXOIUT B IPYIIY 3JT0Ka4€CTBEHHBIX HOBOOOPa30BaHUIA
HeonpeaeaeHHo! nudepeHUMPOBKH, BKJIIOYaoLIe i
aMOpHOHaNbpHbIC U HenudbepeHIIMPOBaHHBIE cap-
KOMBI, CAPKOMbI COMHUTEILHOTO THUIA U MPOUCXOXK-
neHus [7]. UccnemoBaHus MOCAEAHUX AECATUIETUN
TIO3BOJISIIOT pacCMaTpUBATh JaHHYIO OITyXOJIb B Kaue-
CTBE OJHOTO U3 MPeACTaBUTEICI TPYMIIbI OJIM3KOPOI-
CTBEHHBIX 3JJOKAYE€CTBEHHbIX HOBOOOpAa30BaHUI, Xa-
PaKTEepU3YIOIINXCS BRICOKOATPECCUBHBIM TEUCHUEM,
a TakXKe HaJM4yueM psiia TKaHecTelnpuiecKux Map-
kepoB. [Tomumo PNET, Kk naHHOMY ceMeliCTBY OTHO-
CSITCSI OITYX0JIb ACKMHA 1 3CTe3noHelpobaacToma [1,
3, 8]. Bce aTu onyxou ABASIIOTCS OMOJIOTUYECKU CXO-
>KUMMU ¢ capkomoit FOuHra. Tak, oHU TOJOOHBI IO 1K -
TOoTeHeTUYeCKUM [27], OMOXMMUYECKUM 1 OHKOTEHe-
TUYECKUM cBoiicTBaM [24]. B mocnenHee Bpems Io-
SIBUWJINCH TIPEAIOI0XKEHUS O HEMPOIKTOIEPMATbHOM
TMPOUCXOXICHUN TaHHOW T'PYMITLI omyxoneii [8, 18].
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PNET BbISBISIOT IPEUMYIIECTBEHHO Y JIUL] MYXCKO-
TO TT0JIa B MOJIOZIOM BO3pacTe.

B 1979 r. amepukanckuii mopcosor F.B. Askin Briep-
BbI€ OIMMCal HECKOJIBLKO CJTyJaeB OITyXOJIU IPYIHOM CTeH-
K1, KOTopas OblIa Ha3BaHA 3JI0KAYeCTBEHHOI MeEIKO-
KPYIJIOKJIETOYHOM OIYyXOJIbIO TOPAKOITYIbMOHAIBHOM
00JTacT!, M3BECTHOM B HACTOSIIIIEEe BPeMsT KaK OITyXOJIb
AcknHa. OmyxoJib ACKMHA JIOKAJIM3YeTCs B TPYIHOMN
CTEHKe, MapueTaabHOI WX BUCLIEPATbHOM IIJIEBpPeE, T1e-
pukapae, nuagparmMe uian nepudepruueckKrux oTaeaax
JjeroyHoit napeHxumel. IlopaxkeHue pedep yacTto HO-
CHT 3PO3UBHEIN XapakTep. MaKpOCKOITMIECKU OITyXOJIhb
TIPENICTABIISIET COOOM Y3€JI I0JIbYaTOTO TUTIA, KOTOPBINA
HMCXOIUT Yallle BCero M3 MATKUX TKaHe# TPYIHOM CTeH-
Ku. Mopdonornyeckoiit 0co0eHHOCTbIO capKoMbl FOMH-
rau PNET sBnsieTcs ux HegoctaTrouHasi TaTOTHOMOHMY -
HOCTB IUISI YCTAaHOBJICHMST OKOHYATEJIbHOTO AMarHo3a.
HaubombIme c10:KHOCTH BO3HUKAIOT ITPU IIPOBEACHUN
g depeHINaTEHON TUAaTHOCTUKY C IPYTUMU cCapKoMa-
MM MSITKUX TKaHEel — pabIoMUOCapKOMOI, CHHOBHAJTb-
HOIT capKOMOI1, Heiipo0J1acTOMOI, JIEHOMUOCAPKOMOIA.
Omnyxonb ACKMHA XapaKTepu3yeTcs 00Jiee BhIpaXkKeHHOM
MUTOTUYECKOI aKTUBHOCTBIO [5].



YrnyonenHoe aubdepeHIIaIbHO-I1arHOCTUYE -
CKOe 00ciemoBaHre, KPOME TUCTOJIOTHIECKOTO METO-
Jla, JOMOJIHSAeTCS MMMyHorucroxumudeckumu (MI'X)
U IUTOTEHETUUYECKUMU ucciiegoBaHusamMu [4, 24, 25].
Jna knerok capkombl FOunra u PNET xapakrepHa 3Kc-
Mpeccusi BAMEHTHHA — OeJKa, ComepKaIlerocst Bo Bcex
Me3eHXMMAJIbHBIX KJleTKax [ 19]. Haubomnee moaHoe UTX
HCCIIe0BaHNe KJIETOK OITyXOJIeil HeiipO3KTOIepMaIb-
Horo ructoreHesa nposels A.J. Cavazzana [10], koTo-
pbIii yCTAaHOBWJI, YTO HelipoHcneuududeckass 3Hoaa-
3a MOJIOXUTeNbHA B 95% cilydaeB, CUHANTO(DU3UH —
B 73%, S-100 nporeun — B 67%. Dnuron MIC2 rena
(CD99) ompenensercss B 60IBITMHCTBE ciaydaes [10].
B otnnuue ot capkombl FOuHra onyxojib ACKMHa Xa-
paKkTepU3yeTCcs OTYETIMBOU HEUPOIKTOAEPMATBHOU
nubbepeHIIMPOBKOM, MPOSIBISIONIEHCS IKCIIpeccueit
HeMpoHCITeUn(PUIECKOil dHOJa3bl, CUHANITOQU3NHA,
CD57, S-100, Leu-7 [8].

HccnenoBaHusT TMTOTEHETUUECKUX aHOMATUM
B 3JIOKAYECTBEHHBIX OITyXOJISIX MSITKUX TKaHEil Mpo-
JIEMOHCTPUPOBAIN UHTepecHbIe pe3yabTaThl. PNET,
3CTe3MoHelpobiacToMa U ONyXojdb ACKMHA UMEIOT
cxoxue ¢ capkomoi FOmHra muroreHeTHIeCKIe Hapy-
meHus [24]. BTo mo3BOIUI0 OOBEAUHUTD 3TU OIYXO-
JIA B €IMHYIO TPYIIITY — OITyXOJIM C HEMPO3KTOAepMah-
HBIM TUCTOreHe30M [26].

XapaKTepHBIMU OCOOEHHOCTSIMU BCEX OITyXOJIel ce-
meiictBa PNET siBistroTcst paHHSISI MHBA3USI B OKPYKato-
IIMe TKaH! 1 BBIpaskeHHAasI CIIOCOOHOCTH K TeMaTOTeH -
HOMY MeTacTaszupoBaHuio [26]. [To nanHbiM A. 1. Ceme-
HOBOIA [6], Bce O0OIbHBIE C JIOKATN30BaHHBIMU (DOpMaMK
STUX OITyXOJIel UMEIOT OTHAJICHHBIE MUKPOMETACTa3hbl.
Hau6osee THMIHOM TOKaIM3aIeii OTHaICHHOTO M-
TacTa3upoBaHu ABJstoTCs ierkue [ 11, 12], a Takcke ya-
CTO TTOpaXaloTcs IJIeBpa, revyeHb, KocTu. YacTora oT-
JaJIeHHBIX METACTa30B BO3PACTAET MO MePe YBEJTMYECHUS
pa3MepoB MepBUYHOI ortyxonu [15].

J711 TOUHOTO CTagMpPOBAaHUS U OIICHKH TUHAMUKH
pa3MepoB OIMYXOJIH B IIPOIIecce U TTOCIe TIPOBOINMOTO
JIeYeHUs TOKa3aHbl KoMmIibloTepHas Tomorpadus (KT)
U MarHUTHO-pe3oHaHcHast Tomorpadust (MPT) ¢ koH-
TpacTupoBaHueM. [1pu HaIMYUKM y OOJBHOTO MCXOI-
HbIX WJIM BOBHUKIIKX Ha JJIOOOM 3Tarle JieueHus1 XKanob
Ha 00JTb B KaKOI-JIM00 TOUKE KOCTHOTO CKeJIeTa HE0OXO0-
JIMMO Ha3HaYeHUe OCTEOCHMHTUTpa( UM, TO3BOJISIOIIENH
JIMarHOCTHPOBATh OTIAJICHHbBIE METACTa3bl B KOCTSIX.

Br16op cTpateruu jedyeHus: onpeneaseTcss KIuHI-
YeCKOil rpymnmnoii 60JbHOTO, KOoTOpass (opMUPYETCS
€ y4eTOoM (haKTOPOB ITPOTHO3a, BRISIBJICHHBIX Y TTAIIMCH-
Ta. Y OOJIbHBIX C OIMTYyXOJIbI0 ACKUHA, IEpu(epruyecKoi
PNET, nokanuzauueit capkombl FOMHIa B MATKUX TKa-
HSIX OOBIYHO MCITOJIB3YIOTCS (DAaKTOPHI ITPOrHO3a, aHa-
JIOTUYIHBIE [IJIS TIAIIMEHTOB ¢ padaoMuocapkoMoii. Oc-
HOBHBIMM IIPOTHOCTUYECKUMU (PAaKTOpaMU SIBIISTIOTCS
pe3ekTabebHOCTh U pa3mepsl onyxoau [12]. Kpome
pa3Mepa NepBUYHOI OITyX0JIU, €€ JIOKAINU3aluu U CTe-
MEeHU PaclpOCTPAaHEHHOCTHU, BaXKHOE MPOTHOCTUYE-
CKO€ 3HaYeHME UMEET BpeMsI 10 TIporpeccupoBaHus [9].
®axkTopaMu 61aTOIIPUSTHOTO TIPOTHO3A SIBIISIIOTCS pe-

I'pecc OIyXOJIU 1 CTENeHb TepareBTUIECKOro MaToMOp-
(o3a B pe3ybpTaTe mpoBeneHHOM xuMuoTtepamuu (XT).

JleuebHas Taktrka 6onbHbIX ¢ PNET nomxHa ctpo-
WUThCST Ha KOMITJICKCHOM IOIXO€e. XUPYPTHIECKII Me-
TOJ, JIeYEHUs SIBJISIETCSI OCHOBHBIM TPU oIepadesib-
HBIX OTYXO0JIsIX. PamukaabHO yIaIMTh OITyXOJIb yIaeTCs
y 10—20% 6o0:bHbIX [4, 20]. CpenHsist IpoaOIKUTE b~
HOCTh XXW3HU HeollepaOebHBIX OOJBHBIX HE IPEBHI-
maet 8 mec [4, 9]. PerunuBel mocie yaajaeHUsl Omy-
XOJIM JTOBOJIbHO XapaKTepHBI W Yallle JOKaJIU3YIOTCS
B 30HE onepaluu 1 Jerkux. KimmHuueckue Haoone-
HUSI TTIOKa3bIBAIOT, YTO TIOCJIE MCCEUCHMS OITyXOJIN Ya-
CTOTa MECTHBIX peunanBoB pocturaeT 60—90%. Pexe
BBISIBJISIIOT METAaCTaTUYECKKUE OYaru B CKeJieTe, TOJIOB-
HOM MO3ry, reueHu [5].

TpanuimoHHO BCIEACTBUE PAAMOYYBCTBUTEIBHOCTU
OIMyXO0JIel HEMPOAKTOAECPMAIBHOIO TMCTOT€HE3A JIyYe-
BYIO TepaNuIo IIPUMEHSIIOT [IJIST TOCTIKEHUSI MECTHOTO
KOHTPOJISI Haf onyxoJbio [13]. OgHako Heyaayu MecT-
HOTO JICUEHUST BBI3BIBAIOT CITOPHI ITO TIOBOIY TTOKa3a-
HUI1 K Ha3HAYEHMIO JIyueBoi Tepanuu [17], B pe3yib-
TaTe KOTOPBIX PEKOMEHIOBAHO OOJBHBIM C OITYXOJIbIO
AcxkuHa, nepudepuyeckoit PNET, capkomoii FOunra
BHEKOCTHOM JIOKAJIU3aIlNH ITPOBOIUTH JYIEBYIO Tepa-
MUIO TI0CJIE HepaauKaJIbHBIX OTepalivii.

LlenecoobpaszHocTh HazHaueHUs XT mpu 3TUX
OITyXOJISIX B JIMTEpaType OLIEHMBACTCS HEOMHO3HAY-
HO. MHOTHE aBTOPHI yKa3bIBAlOT HA HU3KYIO UYB-
CTBUTEIBHOCTB Oomyxoiu K XT, omHaKO y IMallieHTOB
B JIETCKOM BO3pacTe yAaeTcs JOOUThCS YaCTUIHOM pe-
MUCCUM WU 10 KpaliHeil Mepe cTadbunusauuu [4, 5].
Ony0JMKOBaHbBI JaHHBIE HECKOIBKUX PAHIOMU3UPO-
BaHHBIX IMPOCIICKTUBHBIX UCCIEIOBAaHUI, TIPU KOTO-
PBIX OLICHUBAJIACh POJIb anbloBaHTHOU X T y B3pOCIIBIX
¢ nepudepuueckoir PNET. I[TonyueHHble pe3yibTa-
Thl MOKAa3aJIu MOBbIIIEHUE OOIIel MITUIETHEH BbI-
JKMBAaeMOCTH Y TALIMEHTOB, MOJIYJYaBIIMX aabIOBaHT-
Hy1o XT nmo cpaBHEeHMIO ¢ TTallMeHTaMU, Y KOTOPbIX X T
He rmpoBoamiack [21, 22]. Hanbonee a3 deKTUBHBIMI
XUMMOIIperiapaTaMy B JIEKapPCTBEHHOM TepaItuy Ipu
JMaHHBIX HO30JI0TUYECKMX (Dopmax SIBISIOTCS Mboc-
damua, nukiaodocdamum, 3TOMO3UT, adpUaMULIMH,
BUHKpUCTHUH [14, 21, 22]. O npuMeHeHUN Heoaablo-
BaHTHOU nmojuxumuotepanun (HITXT) mpu stux rpyt-
nax onyxoJieii UMeIOTCsl eIMHUYHBIE cooOLeHus [12,
22]. HanboJsee ycrneuHble pe3yJbTaThl TPU UCITOJIb30-
BaHuu XT B neueHun PNET u capkombl FOuHra no-
JIydeHbl (DPaHIY3CKUMU UCCIEAOBATEISIMUA B TIPOTO-
kone API-Al — 1o 95% tpexiyieTHei Oe3peMaANBHON
BBKMBAEMOCTHU TIPU MCIOJIb30BAHNU BBICOKUX 03
HUcIUIaTuHa, udochamMmuaa, 10KCOpyOUIIMHA, ITOMO-
31Ja B allbIOBAaHTHOM pexkume. PaHee Mbl coobiiianu
0 CBOEM IISITWJIETHEM OIIbITe HAOJIIOAEeHUIA 8 IalueH-
TOB C TAHHOI1 ITaTOJIOTHEl [2]; B HACTOsIIIIee BpeMsI MBI
pacnoJjlaraeM HaboaeHUIMU 12 60JbHBIX TEPBUYHON
PNET rpynHoii mojioctu.

Llenb paboThl — 000OIIMUTHL U MPOAHATU3UPOBATD
pe3yJIbTaThl AMaTHOCTUKU U JIeYeHUSI OOJIBHBIX C BHY-
TpurpyaHoii nepudepudeckoit PNET misg onieHKM 11po-
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THOCTUYECKMX TTPU3HAKOB U 3(PPEKTUBHOCTU pa3iny-
HBIX IIPOTOKOJIOB JIEUCHMSL.

OBBbEKT U METOAbI UCCJIEAOBAHUYA

Bce manmeHTHI, BKIIIOYCHHBIEC B ICCIEIOBaHUE, Ha-
XOIWJINChH Ha JIedeHnW B HallmoHaTbHOM MHCTHTYTE
paka (3a nmocaeaHue 9 net). Mix Bo3pact Ha Havaso Jie-
YeHUs B KIIMHUKE cocTaBiisii 2,5—22,0 rona, IUIb ONUH
TAIIMEHT C JIOKAJTU3aI1eii OITyXOJIH B JISTKOM OBLIT B BO3-
pacte crapue 50 get. Y 10 601bHBIX OblJIa OJHOCTO-
POHHSISI BHYTPUTPYAHAsI TOKAJIU3AIMsI OIYXOJIU C BO-
BJIeyeHreM OT 2 10 6 pebep. Y 1 manmeHnTa OquH MsIT-
KOTKaHHBIH OIyXOJIEBBI Y3€J pacrnoyiarajics B 3aHEM
CPEIOCTEHUU ClpaBa, BTOPOI OMyXOJIEBBIN y3ea —
B HUXKHeI goie JieBoro jerkoro. Eiie y 1 mauueHTa c j1o-
KaJM3alyeit OIyXoJIr B BEPXHEI T0JIe JIeTKOTO TIPH MOp-
donoruueckom u UI'X nccnenoBaHuu onepanyvoHHO-
ro marepuaja auarHoctupoBaHa PNET. Jlokanuzanus
¥ pacIIpOCTPaHECHHOCTH OITyX0JIEBOTO ITPoIIecca BO BCeX
clydasix onpeaessuiuch peHTreHogornyeckum u KT-
oocnenoBanueM. [1lo mokazaHusM BoImoaHsIM MPT
¥ OCTeOCHMHTUTpadMIO. Y BCeX, KpOMe MallMeHTa C JIO-
KaJu3aliuei Onmyxoyu B JETKOM, IMarHO3 YCTaHOBJIEH
JIo Havasia jeyeHust Mopdoiornyeckumu u UI'X uccie-
noBaHUsIMU. Bcem 601bHBIM, 32 UCKITIOUEHUEM MOCIIeT-
HETO MalneHTa, JICUeHNe ObIO HayaTo ¢ Ha3HAYCHUS
HITXT. BosbHOMY C MenMacTUHAIbHO-JIETOYHOMU J10-
Kanuzauueii natonorndeckoro npouecca HITXT mpo-
Bomwu 1o cxeme CWS-96, octanbHbiM 10 anreHTamM
Ha3zHavyaiu jeyeHue rno cxeme VAID (BUHKpUCTUH, TOK-
copyounmH, udochamua, TaKTUHOMUIIMH) B KOJIUYE-
CTBe OT 3 10 6 UMKJIOB. B manbHeileM Bce MalueHTbI
ObUTH TTpooniepupoBaHbl. AnbloBaHTHYIO [TXT Ha3zHa-
Yyajiu Mo MoKa3aHUsIM.

PE3YJIbTATbl U UX OBCYXXAEHUE

B pesynbrate npoBeaeHHoi 11 mauuentam HITXT
y 1 3aperucTpupoBaHa IoJiHas PeHTIeHOJOrnyecKast
n Mopdoitormaeckast perpeccus omyxoiu, y 10 — ga-
CTUYHAs perpeccusl. XUpypruueckKue orepalni BCeM
11 mauueHTaM BBIMOJHEHBI B paIuKaJlbHOM OO0bEME.
Y 10 60bHBIX ¢ BHYTPUTPYAHOM JTOKATU3ALIUEH OITyX0-
JIEBOTO TIpOIIecca BEITTOJTHEHO YIaJeHUE OITyXOJIHU C pPe-
3eKIKel oT 2 10 6 pebep ¢ MocIenyolleil IacTuKon
rpyaHOU cTeHKU. Y3 5TuX nmauueHToB 0e3peliuanBHas
BBDKMBAEMOCTb ITOCJIe OKOHYAHMSI JICYCHUSI 10 TOAa OT-
MedeHay 2, 6osiee 3 et — y 2, 6ojiee 5 aeT — y 3 L.
ITpononrauusa 3aboneBaHus 10 1 roma BhIsIBIEHA y 2,
no 5 ner — y 1 mauuenTta. bonbHbIE ¢ TIpoJioOHranuen
OITYXOJI YMEPJIM B MHTEpBaJIe OT 2 10 5 JIET OT MOMEH-
Ta IMarHOCTMPOBAHHOTI'O ITPOrPeCCUPOBAHUS MPoLEcca.

B kxauecTBe KITMHIMYECKHX IIPUMEPOB ITPUBEIEM KpaT-
KO€ OITMCAaHME IBYX HAOIIONEHUI C peIKOil BHYTPUIIC-
royHoit nokamu3anueitr PNET. Onun nmauuent, 20 ieT,
¢ nuarHo3oM «PNET 3agHero cpegocteHus cripaBa
¥ HIDKHE TOJIU JIEBOTO JIETKOTO, BpacTaroIleil B cpeno-
CTEHUE», TTOCTYIWII B KJIMHUKY TTOC/IEe SKCITIOPATUBHOM
TOpaKOTOMUU. [{MarHo3 ycTaHOBJIEH TIPU CTaHAAPTHOM
MOPdOTIOTHIECKOM MCCIeI0BAaHUH OMOTICUITHOTO MaTe-
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puana. [Tocae KOMOMHUPOBAHHOTO JICYCHUSI C HEOATh-
IOBAaHTHOM XMMMOJIYYEBOU Tepanuend U IOCIEAYIOLIUM
PpamuKaIbHBIM XUPYPTUISCKIM yIaJICHUEM IBYCTOPOH-
HUX OTTyXOJIe TTallMeHT Ha0JItoaasIcs 6e3 IMPOJIOHTALNK
3a00J1eBaHUs B TeueHue 3 JIeT 0 MPOorpeccupoBaHust 00-
JIE3HU, KOTAa ObLIIO BBISIBJICHO HATMYME METACTa30B B KO-
CTH JIeBoit cTombl. I1aTorucronornueckoe 3aKIFOUCHIE
110 MaTepuajTy TpelaH-OMOIICUY KIMHOBUIHOMN KOCTH:
metactaz PNET. UT'X uccnenoBaHue BhISIBUIO MapKe-
pbl: Anti-Synaptophysin Clone SY38 (+), Anti-Human
CD99, Mic2 Gene Product (+), Anti-Vimentin Clone
V9 (+). 3akmoueHnue: metacta3 PNET. Havara ITXT
o cxeme VAID + 6ucdochonatel. Beero mpoBeneHo
5 nukiios [TXT. Mexnay 3-m u 4-M nukiiom XT npose-
JIeH KypC JTUCTAaHIIMOHHON TejeraMmarepanuu Ha Me-
TacTasbl B KOCTSX JIEBOM CTOIBI B CYMMAapPHOI 04aroBoi
no3e 45 I'p. Ha koutponbsHoii KT opraHoB rpyaHoii 11o-
soctu (OI'TI), opraHoB OPIOITHOI ITOJIOCTH, KOCTEH Jie-
BOI CTOTTBI JAHHBIX O PEIIUIMBE OITyX0JIEBOTO POCTA HET,
cTabwiIM3alus rpolecca (IeCTpyKIMS orpaHUuYeHa 30-
Hoii ckiiepo3a). [Tpu KOHTPOJILHOM OCMOTpE uepes 3 Mec
COCTOSTHME OOJIBHOTO BIIOJTHE YIOBJIECTBOPUTEIHHOE, CO-
XpaHsSeT TPYIOCIIOCOOHOCTD, JKajJ00 He MPeIbsBIISICT,
MPU3HAKOB TIPOTPECCUPOBAHMS OTyXou HeT. OmHaKo
elle yepe3 S Mec TMarHOCTUPOBaHA IMPOJIOHTAIUS Me-
TacTa3upOBaHUs B KOCTH.

AHaU3 pa3BUTHS 3a00JIeBaHUS Y JAHHOTO OOIbHO-
r'0 TTIOKAa3bIBACT, YTO TIepel HauaJIoM JISYCHUS pa3Mephl
OITyXOJICH B JIETKOM U CPEAOCTCHUH OBLIA JOCTATOU-
HO 0OJIblIIMe — MPU3HAK HeOJIarompUsITHOTO MTPOTHO-
3a. O@HaKo B pe3yjbTare MpoBeAeHHbIX 4 KypcoB XT
U Kypca JIy4eBOi Tepanuy TOCTUTHYTa YaCTUYHAs pe-
TPECCHSI OITyXOJIEBBIX Y3JIOB, UTO TTO3BOJIMIIO PATUKAIb-
HO YIaJINTh OCTAaTOYHBIE OyX0Ir. Mopdoaornieckoe
HCCIIeIOBaHNE BBISIBUJIO HAIMYUE TepareBTUIECKO-
ro nmatomopdo3a, 0COOEHHO BbIPAXXEHHOTO B OIYXOJIU
cpenocteHus. Bece aTu XxapakTepucTUKU OJaronpusiT-
HOIo MpOrHo3a o0ycI0BUIIM Oe3peliuIUBHOE TeUYeHUE
3a00JIeBaHUS Ha TIPOTSKEHUU > 3 JICT M OOIIYIO TISITH-
JIETHIOIO BBKMBAEMOCTD TTAIIMCHTA.

BTopoe HabGioneHUe MpeacTaBiisieT MHTEpec
He TOJBKO peaKoil Jiokanuzauueit nepsuuHoit PNET
B JIeTKOM [23, 25], HO ellle MemJIeHHO TUHAMUKOMI
pocCTa OITyXOJIM, B OTVIMYME OT OOBIYHO HAOII0ZacMO-
ro BBICOKOArpecCMBHOIO pa3BUTU mpolecca [15, 16].

MyxuauHa, 56 JIeT, TOCITUTATU3UPOBAH B KIIMHUKY
08.02.2016 r. ¢ TMAarHO30M «3JI0KayeCTBEHHas OITy-
XOJIb BEpXHEU TOJIM IIpaBoro jerkoro». M3 anamHesa
M3BECTHO, UyTO Y nanueHTa B 2012 r. OBIJIO BBISIBIIEHO
HOBOOOpa3oBaHUe MPaBoro jierkoro. Ha KOHTposibHOI
KT OI'TI 82016 r. marosjornyeckoe oopa3oBaHue yBe-
JUYuiIoch B pazMepax. I[1pu nmocrymieHun oobiiee co-
CTOSIHME TTallMeHTa YIOBJIETBOPUTEIbHOE. Pe3ynbTa-
oI KT OI'TI: nepudepuyeckast onmyxoJib BEpXHEM 1071
npaBoro jerkoro. OnyxoJib 10 4 cM B IMaMeTpe, C YeT-
KMMH Hapy>XHBIMU KoHTypamu. C 1ebio BepuduKa-
LIMY JMarHo3a BbITIOJHEeHA AMarHOCTUYeCKast MyHKIMS
onyxonu 1nona KT-konTponeM. Pe3ynbrar LuTOJIOTH-
YeCKOTO MCCIIeIOBAHUS: 3JIEMEHTH YMEPEeHHO An-



(epeHmpoBaHHoOi KapuuHoMbl. 15.02.2016 r. mipo-
U3BeAcHA OIlepallisl: BEPXHSIS JTJOOSKTOMMUS CIIpaBa,
MenuacTUuHajlbHas JuMdoauccekuus. [larorucrono-
TMUYecKoe 3akjoueHue: Hu3koaudepeHIupoBaHHas
SIUTENOTIOA00HAS 3JT0KAaYeCTBEHHAs OITyXOJIb C BbI-
paxxeHHOU JTUMOOUTHO-KICTOYHON MHOUIBTpAIIN -
eit ctpombl. Pesynbrat UT'X nccinenoBaHus: Haauuue
3J10KAYe€CTBEHHBIX KJIETOK, MO3UTUBHBIX Ha CD99,
BUMEHTHH (KJIOH V9), cuHanTo(u3uH U HeTaTUBHBIX
Ha CD45, xpoMOoTpaHWH U IUTOKEpAaTUH. Takoil nM-
MYHO(DEHOTHUIT KJIETOK OITYXOJIM XapaKTepHBIN s
PNET. IlauueHT BbIMMCAH C BBI3IOPOBIEHUEM, Ha-
XOJUTCS MO HAOJIIONCHHUEM.

BricokoarpeccuBHblit xapakrep PNET u capko-
MBI FOuHTa ompenesieT HeOIarONPUSITHRINA ITPOTHO3.
ITporHo3 y GOJBHBIX C OMYXOJSIMU CEMENCTBa CapKo-
Mbl FOuHra 6a3upyercst Ha BhISIBICHUY TAKMX OCHOBHBIX
dakTopoB, KaK pa3Mep IMIepBUIHOI OITYXOJIH, €€ JIOKa-
JIN3amus, CTETIEHb PaCIIPOCTPaHEHHOCTH, 3(D(HEKT Je-
KapcTBeHHOI Tepanuu [9, 11]. BaxxHoe nmporHoctuye-
CKO€ 3HaueHMe UMeeT IJIUTEIbHOCTD Ieproaa 10 Mpo-
rpeccupoBaHusl. [I9TuneTHSISI BBDKMBA@MOCTb OOJIbHBIX,
HAMEIOIINX paHHUE, B TCUCHHE TIEPBBIX 2 JIET ITOCIIE IPO-
BEJIEHHOTO JICUEHU S, PELIMAUBBI OITyX0JIEBOTO MPOIIEC-
ca, He mpeBbliaet 4—8,5% [11]. IIporpeccupoBanue
3aboyieBaHUsI B 0oJjiee TMO3IHUE CPOKU XapaKTepu3y-
eTCs TToOKa3aTeIIMU OOIIel MSATIIETHE! BhKUBACMO-
ctn 25—35% [9, 12]. ®akTopoM OJIarONPUSITHOTO MPO-
THO3a SIBJISIETCSI PErpecc OMyxoJu B pe3yjbTaTe IpoBe-
neHHoit XT. [1o naHHBIM psiia aBTOPOB, HEKPO3 BCeil
I OOJIBIIEI YacTU OITyXOJIM KOPPEIUpPYeT C BHICO-
KOi1, mocturarwoiieii 85—95%, nsaTtuaeTHed BbLKUBAE-
MOCTBIO OOBHBIX [21].

B Haiux HaGMOAeHUSIX OTMEUeHa IPEMYILEeCTBEeH-
HO BBICOKAsI XUMHOUYYBCTBUTEILHOCTh OITYXOJIH K IIPO-
Boaumoii I1XT, peanuszoBaBiuasicsi 3HaUUMTEIbHOI pe-
rpeccueii oobeMa HOBOOOpa30BaHUSI U TepareBTUYE-
cKkuM ratromopdo3om. [ToaToMy ¢ TTOJTHBIM OCHOBaHHEM
MOXKHO YTBEpKAaTh, YTO KOMIUIECKCHOE JICYCHHE C UC-
MOJIb30BaHUEM HeoaabloBaHTHOU XT mpeacTasisieTcs
HauOoJsiee onpaBAaHHbBIM, MOCKOJIbKY MO3BOJISIET ITO-
BBICUTH Pe3eKTa0CIbHOCTh 32 CUET PErpecCui OIyXO-
JIN ¥ YBEJIWYNTH BBDKMBAEMOCTD MAIIMEHTOB. AIbIO-
BaHTHas XT, pexkuM KOTOPOii BBIOPaH B 3aBUCUMOCTU
OT CTEeTIEHU JIeKapCTBEHHOTro maToMopdo3a, TakKe IMo-
KazaHa 00JIbBHBIM MOCJIE pATUKAILHO BBHITTOJTHEHHBIX X1 -
PYPIrUIECKUX OTICPAIIHiA.

BbiBOAbI

1. Hanbonee yoenutenbHOE MOATBEPKIACHUE OUA-
rao3a PNET, B uactHOCTH OITyX0u ACKMHA, OCHOBBI-
BaeTCs Ha OIpeAe/IeHUN TKaHeBBIX MapKepoB mpu MTX
HCCIIETOBAHW Y.

2. JleueOHas TakTuKa y 00abHBIX ¢ PNET momkHa
CTPOUTHCS Ha KOMIIEKCHOM ITOAX0e. XUPYPTUUSCKUA
METOJI JICUCHUS SIBIISICTCSI OCHOBHBIM TIpU OTiepadesTb-
HBIX OITyXOJISIX.

3. Ham onbIT mpuMeHeHUsI HeoaabioBaHTHON XT
MMOATBEPINI 1IeJIECO00Pa3HOCTDb €€ MCITOJIb30BaHUSI

B KOMILJIEKCHOM JieueHuu maumeHToB ¢ PNET nns
MMOBBILIEHNST PE3EKTAOEIHLHOCTU OMYXOJIM, a TaKXKe
TOCJEAYIONIETO ameKBaTHOTO BEIOOpa aablOBAaHTHOMN
XT B 3aBUCUMOCTH OT CTEIIEHM JICKAPCTBEHHOTO TTa-
Tomopdo3a.
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ORPHAN TUMORS: EXPERIENCE

OF DIAGNOSIS AND TREATMENT

OF NEUROECTODERMAL TUMORS

OF THE INTRATHORACIC LOCALIZATION

V.D. Zakharychev, A.V. Ganul, B.O. Borisiuk

Summary. Objective: to summarize and analyze the
results of diagnosis and treatment of patients with in-
trathoracic peripheral primitive neuroectodermal tu-
mor (PNET) for the assessment of prognostic indica-
tors and the effectiveness of various treatment protocols
of patients. Object and methods: the data of observa-
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tions of 12 patients with a primary PNET of the chest
cavity, two of them with a rare localization inside the
lungs. Histological examination was complemented by
cytogenetic and immunohistochemical methods for re-
fined diagnostic. All patients underwent radical surgical
removal of tumors; in 11 of them treatment was start-
ed with neoadjuvant chemotherapy (CT); adjuvant CT
was administered according to the indications. The du-
ration of recurrence-free period and survival of the pa-
tient were evaluated after treatment. Results: prognos-
tic sign for patients with tumors of neuroectodermal his-
togenesis were formulated. The efficacy of neoadjuvant
CT in all clinical studies waqs noted. The most effica-
cy was the complex treatment with neoadjuvant and ad-
juvant CT to be used as a method of choice for this pa-
thology. Conclusion: the most convincing confirmation
of the diagnosis of PNET is based on the definition of
tissue markers for immunohistochemical study. Treat-
ment tactics of patients with PNET should be based on
an integrated approach; at the same time, surgical tech-
nique is a key in operable tumors.

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