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Lleaw: 0606uums u npoanasu3uposams pe3yabmamsl OUAZHOCMUKU U mepanuu
GHYMPU2ZPYOHOI nepupepu4ecKkoli npUMUMUGHOU Helipo3KmooepMaabHOl OnyXo-
au (PNET) 0as ouenxu npozHoCmuyecKux npusHaKoe u sgpgpexmusrocmu pas-
JAUYHBIX NPOMOK 008 AeYeHUs hayuermos smoi kamezopuu. Obsexm u memo-
Obi: npueederv Oannbie Habarooernuii 12 nayuenmoe ¢ nepeuuroii PNET epydnoii
nosaocmu, 060e u3 HuXx ¢ pedKoii 6Hympuaezo4Hol soxasuzayuel. Jns ymoyren-
HOli OuaeHOCMUKYU 2UCmoao2usecKoe uccae0oearue 0oin0 0ONOAHEHO yumozeHe-
MUYeCKUMU U UMMYHOUCIOXUMUYeckumu memodamu. Bcem nayuenmam eui-
nosHeHo paduxanbroe xupypeuyeckoe yoaserue onyxoaeii; y 11 u3 nux aevenue
Obi10 Hawamo ¢ Heoadsroearnmruoli xumuomepanuu (XT); adsroeanmuyro XT na-
3HA4aAu no nokazanusm. Oyenueanu OaumensHocmb 6e3peyudusH020 nepuooa
U BbIXHCUBAEMOCINb NAYUECHMA NOCAE OKOHYAHUA AeyeHus. Pesyavmamui: cdhop-
MYAUPOBAHB! NPOHOCMUYECKUE NPUBHAKU 048 DOAbHBIX C ONYXO0AAMU HelipoIK-
modepmanvHozo 2ucmoeeresa. Ommeyena aghghpexmuerHocmo npoeeodeHHol Heo-
adsioearnmuoit XT 6o ecex kaunuueckux Habnrodenusx. Haubonee sgpgpexmue-
HbIM 0KA300C KOMNACKCHOE Ae4eHUe C He0aos06aHMHOI u adsroeanmHoli X1,
KOmopoe 00ANXCHO UCNOAb308AMbCA KaK Memoo 6600pa npu OAKHOU NAMOAO2UU.
Bbi600: naubonee ybeoumensHoe noomeepxcoerue duaznoza PNET ocroeviaem-
€A HA OnpedeneHul MKAHeGbIX MapKepos NPU UMMYHOSUCIOXUMUYECKOM Uccae-
doeanuu. JleweGnas maxmuxa 6oavhoix ¢ PNET doaxcha cmpoumbscs HQ KOMR-
JeKCHOM nO0X00e; 8 MO JHce 8PeMA XUPYpeU4ecKuli Memoo Ae4eHus A6AREeMcs 0C-
HOBHbBIM NPU ONEPAbenbHbIX ONYXOASAX.

BBEAEHUE

B xnaccudukanuu BceMupHO# opraHi3aLmy 31pa-
BOOXPAHECHMS IO IATOJOTHMH U I€HETHUKE OITYyXOJIei
MSITKMX TKaHed TIPUMUTHUBHASI HEUPOIKTOACpMAIbHAS
oIryXoJib (primitiv neuroectodermal tumor — PNET)
BXOIUT B TPYILITY 3JI0KA9€CTBEHHBIX HOBOOOPA30BAHMIA
HeoIpeaeIeHHOM nuddepeHITMPOBKH, BKIIIOYAIONICH
aMOpHOHANIbHEIE U HeauddepeHIIMpOBaHHEIE Cap-
KOMBI, CADKOMBI COMHUTEJIFHOTO THIIA M IIPOMCX0X-
aenus [7]. UccnenoBaHus MOCIeAHUX AeCATWIETHI
MO3BOJISAIOT pACCMAaTPUBATh TaHHYIO OIYXOJb B KAue-
CTBE OJTHOTO U3 MPEICTABUTEIICH IPYNITIBI OIM3KOPO/I-
CTBEHHBIX 3JIOKQYeCTBEHHBIX HOBOOOpa30BaHMI, Xa-
PAKTEPU3YIOIIUXCSI BEICOKOArpeCCUBHBIM TCUYECHHUEM,
a TAKXE HAJTMIHEM Psiia TKaHECITSITH(PHUISCKUX Map-
kepoB. I[Tomumo PNET, x zaHHOMY ceMeiCTBY OTHO-
CSATCSA OITyXOJIb ACKHMHA M 9CTe3noHelpobiacToMma [1,
3, 8]. Bce 31 OnmyXxoJM SIBJISIIOTCA OMOJIOTHISCKH CXO-
X¥MH ¢ capkoMoit IOuHra. Tak, oHM OJ0OHEI IO ITH-
TOreHeTHYeCKUM [27], OMOXMMMYECKHM H OHKOICHe -
THYECKHUM cBoiicTBaM [24]. B mocienHee BpeMs Io-
SIBWIKCH TIPEITIONOXCHHUS O HEHPOIKTOACPMATEHOM
MIPOMCXOXIEHNH AaHHOM TpyIsl omyxoseif [8, 18].
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PNET BRISBAAIOT IIPEUMYIIECTBEHHO Y JIUII MYXCKO-
TO 1OJIa B MOJIOAIOM BO3pacTe.

B 1979 r. amepukanckuii Mopcoor F.B. Askin Briep-
BBIE OITMCAJT HECKOJILKO CJTy4aEB OITyXOJIY IPYIHOM CTCH-
KM, KOoTOpasi OblIa Ha3BaHA 3JI0KAYECTBEHHOM MEJIKO-
KPYTTIOKJIETOYHOM OITYyXOJIbI0 TOPAKOIYJIbMOHATBHOM
00J1aCcTH, N3BECTHOI B HACTOsIIEe BpeMA KaK OITyXOJlb
AckuHa. Omyxoiib ACKHMHA JOKQIN3YeTCs B TpyIHOMN
CTCHKE, MapUETATHLHOM WIM BUCIICPATBHOM TUIEBpE, T1e-
pukapne, muadparmMe WiM nepudeprIecKux OTaeaax
JIeToyHO# napeHxuMnl. ITopaxkeHue pebep yacro HO-
CHT 5PO3MBHBIN XapakTep. MaKpOCKOIIMYECKH OIyXOJIb
TIpeICTABIISCT CODOM y3€l HOMBYATOrO THIIA, KOTOPRIA
MCXOJHT YaITe BCero U3 MATKUX TKAHEH rpyTHOM CTeH-
xu. Mopdonorudeckoit 0co0eHHOCTEIO capKoMbl FOuH-
rau PNET smnsercs nx HepocraTouHast TaTOTHOMOHUWY -
HOCTB 11 YCTAHOBJICHMSI OKOHYATEIILHOIO JUATHO3A.
HauGosbinye CI0XHOCTH BOSHUKAIOT ITPH IIPOBEACHUH
T depeHIMaTBHOM TUATHOCTHKH C IPYTHMH CapKoOMa-
MM MSITKUX TKaHe i — pabloMHOCapKOMOi, CHHOBHAJTb-
HOI capKOMOIi, HepOOIaCTOMOM, TEHOMIOCapKOMOM.
Omyxoab ACKHHA XapaKTepHu3yeTcsl 00JIee BRIPAXCHHOM
MUTOTUYECKOM aKTUBHOCTHIO [3].
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Vrnyonennoe nud¢pepeHUaIBHO-THATHOCTHYC-
cKoe 00cIeIOBaHHE, KPOME TMCTOJIOTHYSCKOIO METO-
IIa, TOITOJHAETCS UMMyHOrucroxuMudeckumu (UI'X)
U IIUTOTeHCTUUSCKUMHU HCCllenoBaHUSIMHU [4, 24, 25].
Hns xnerok capkoMul FOunTa 1 PNET xapakrtepHa 3Kc-
IpeCCHsi BAMEHTHHA — O€JIKA, COMEPXKAILETOC BO BCEX
ME3CHXMMAJIBHBIX KiIeTKaX [ 19]. Hautonee momHoe UTX
HMCCIeI0BAHME KIIETOK OIyXOoJieH HeHpOIKTOAepMallb-
Horo rucroreHesa mposen A.J. Cavazzana [10], koTo-
pHIA YCTaHOBHJI, YTO HEHPOHCIIEIM(pHYIECKAS SHOIA-
33 MOJIOXUTENIbHA B 95% ciaydaeB, CHHANTO(GH3MH —
B 73%, S-100 mporenH — B 67%. Dmmuton MIC2 reHa
(CD99) onpegensercsa B OONbIIMHCTBE ciaydaeB [10].
B otmame ot capkoMel FOuHTa omyxonb ACKMHA Xa-
PAKTEPU3YETCS OTYECTIUBOM HEHMPOIKTOACPMATbHOM
b hepeHITMPOBKOM, MPOSBIAIONIESHCS SKCIPECCHEH
HelipoHcepUIeCKOH 3HOMA3bl, CHHAIITOPHU3NHA,
CD57, S-100, Leu-7 [8].

HccnegoBaHua LIUTOTEHETHIECKUX aHOMAJIHM
B 3JIOKaYE€CTBCHHBIX OIyXOJISIX MSTKMX TKAHEH Ipo-
JEMOHCTPMPOBAIM MHTepeCcHBIE pe3yabTaThl. PNET,
3CTE3HMOHEIipoOIacTOMa H OIyX0Jdbh ACKHHA HMEIOT
cxoxwe ¢ capkoMoii KOuHTa IHToreHeTHYECKHME HApy-
meHus [24]. DTO N03BOMIIIO OOBETUHHUTD 3TH OITyXO-
JIM B €IMHYIO I'PYIIITY — OIMyXOJIM C HEHPOIKTOAEC PMAIIb-
HBIM TMCTOreHe30M [26].

XapakTepHBIMH 0COOEHHOCTMH BCEX OIYXOJICHi ce-
meiicrea PNET smisiiotTcst paHHAS MHBA3HsI B OKPYXaro-
IIHE TKAHM ¥ BEIpAXXEeHHAs1 CIIOCOGHOCTE K TeMaTOTeH-
HOMy MeTactasuposaHiio [26]. ITo nanneiM A.H. Ceme-
HOBOIA [6], Bce GOBHEIE C TOKATM30BAHHRIMU GOpMaMK
3THX OITyXOJIeii MMEIOT OTAaJIEHHBIE MUKPOMETACTA3HEI.
HauGonee THIIAYHOI1 TOKaTH3aITHEeH OTIATeHHOTO Me-
TaCcTa3HPOBAHUS SBJISIOTCSA JeTkue [11, 12], a Takcke ya-
CTO IMOPAXaloTCA IUIEBPa, IICYCHB, KOCTH. YacTora oT-
JaJIeHHBIX METACTA30B BO3PACTACT 10 MEPE YBEIIMUCHHS
pa3MepoB IIepBUYHOM oImyxoau [15].

151 TOYHOro CTAMUPOBAHUSA M OLCHKH THHAMMKHI
Pa3MEPOB OITYXOJIM B IIPOLIECCE U ITOCJIC TTPOBOAMMOTO
JICYCHUS ITOKa3aHbl KOMIIBIOTepHAs ToMorpadus (KT)
M MarHUTHO-pe30HaHCcHasA ToMorpadus (MPT) ¢ koH-
TpacTHpoBaHHeM. IIpH HaIMYKMKM Y GOJBHOTO MCXOMI-
HBIX WIM BOSHUKIITMX Ha JIOOOM 3TaIrie JICICHUS XKanob
Ha 00JIb B KaKOI-/TM00 TOYKE KOCTHOTI'O CKeJIeTa HE00X0-
TMMO HA3HAYCHUE OCTEOCLIMHTUTPatIH, TIO3BOJIIONICTH
IHAarHOCTHPOBAThH OTAAJIEHHBIE METACTA3bI B KOCTSX.

Bribop cTpaTerum JeueHUs: ONPeesieTCsS KIMHHU-
9eCcKOH rpymmoit 601pHOT0, KOTOpasi opMHUpYETCS
€ y4eTOM ()axTOpPOB IIPOrHO3a, BRISABICHHBIX Y TAITUCH-
Ta. Y OOJIBHBIX C OITyXOJIbI0 ACKHMHA, TIeprUdepUIcCKOil
PNET, nokaymi3aimeit capkoMbl JOHMHTa B MATKMX TKA-
HAX 00BIYHO MCIIONB3YIOTCA (haKTOpHI MPOrHO3a, aHA-
JIOTUIHEIE IS ITAIMCHTOB ¢ padaoMuocapkoMoii. Oc-
HOBHBIMH IIPOTHOCTHYECKHMMH (haKTOpamu SIBJISTIOTCS
pe3eKTabenbHOCTE U pa3Mephl omyxonu [12]. Kpome
pa3Mepa IePBUYHOM OITyXOJIH, €€ JIOKATH3AIlMH U CTe-
TIEHH pacIpOCTPaHEHHOCTH, BAXHOE IIPOTHOCTHYE-
CKO€ 3HaYeHNE UMEET BpeMsI 0 IIporpeccHpoBaHus [9].
DakTopamMu 6JATONPUATHOIO TIPOTHO3a ABIISIOTCS Pe-

Tpecc OIMyXOJIH U CTETICHb TEPaTIEBTHIECKOIO IaTOMOP-
¢03a B pe3yiIbTaTe MpOBSACHHOM XuMuoTepanuu (XT).

Jleue6Has TakTrKa 60onpHBX ¢ PNET momkHa crpo-
HMTHCS Ha KOMILIEKCHOM ITOAX0¢. XMpypryudeCcKii Me-
TOJH, JIEdeHHUSI ABJISAETCA OCHOBHEIM IIPH oIlepabelib-
HEIX OITYXOJIsIX. PamuKaibHO YIATUTh OITYXOJIh YIAeTCS
y 10—20% GonbHeix [4, 20]. CpenHss Mpoao/CKUTEIb-
HOCTb XHW3HH HEOIepabeIbHBIX OOJbHBIX HE ITPEBEI-
maet 8 Mec [4, 9]. PeltuauBEL ITocae ygaaeHUs OITy-
XOJIH HOBOJIbHO XapaKTePHEI M Yallle JIOKATHU3YIOTCS
B 30HE omnepaiuy M jJerkux. Knuniueckue Habmomne-
HHSA [OKA3BIBAIOT, YTO IOCJIC UCCEICHUS OITyXOJIH Ja-
CTOTa MECTHBIX pelluauBoB pocturact 60—90%. Pexe
BBISIBJISIIOT METACTATHIECKHE OYATH B CKeEJIETE, TOJIOB-
HOM MO3TIy, IledeHH [5].

TpamMIMOHHO BCICACTBHE PAIHOYYBCTBHTEIBHOCTH
OIIyXOJIEH HEHPOIKTOAECPMAIILHOIO TMCTOICHE3a JIyde-
BYIO TEPAIIHIO MPUMEHSIOT IS JOCTHKEHHS MECTHOTO
KOHTpOJISL Haf oIryXxoJibio [13]. OnHako Heyoaym MecT-
HOTO JICYEHUS BBI3BIBAIOT CIIOPHI I10 TOBOIY IIOKa3a-
HUH K Ha3HAYEHMIO JIy4eBOii Tepanuu [17], B pe3ynb-
TaTe KOTOPhIX PEKOMEHIOBAHO OOJBHBIM C OITYXOJIbIO
Acxkuna, nepugepudeckoii PNET, capkomMoii FOuHra
BHEKOCTHOM JIOKATH3AIIMH TIPOBOIMTH JIYIEBYIO Tepa-
MHIO TIOCTIe HEPaTUKABLHBIX OTIepaliid.

IMenecoodpasnocTts HazHayeHUd XT mpu aTmx
OITyXOJISIX B JINTEPAType OLICHMBACTCSH HEOTHO3HAY-
HO. MHOTHe aBTOpDHI YKa3bIBAIOT HA HH3KYIO UyB-
CTBHTEJBHOCTH OITYX0JH K X T, OMHAKO Y MAIlHEHTOB
B IETCKOM BO3pacTe yaaeTcs TOOMThCS YaCTUIHOI pe-
MMCCHH WIH 110 KpaiHel Mepe crabmwiu3amuu [4, 5].
Omnmy61MKoBaHBI JAHHBIC HECKOJIBKHX PaHIOMH3UPO-
BaHHBIX TIPOCIIEKTHBHBIX MCCIEIOBAHUM, IIPH KOTO-
PBIX OLIEHUBAJIACh POJIb aXbIOBaHTHOM X T Y B3pOCIIBIX
¢ nepudepuicckoii PNET. ITonyyeHHbie pesyabTa-
THI ITOKA3aJIM IOBBIIICHNE OOIICH IATHICTHEH BHI-
XMBA€MOCTH Y IMaIl[MEHTOB, IOJYYaBIIHX aXbIOBAHT-
Hy1o XT 110 cpaBHEHHMIO C MAaLIMEHTaMHM, Y KOTOPBIX XT
He npoBoauiach [21, 22]. Han6onee apheXTHBHEIMH
XMMHOTIpENapaTaMu B JICKAPCTBECHHOH TEPaIlMH IIPH
TaHHBIX HO30JIOTHUECKMX (PopMax sIBIsIIoTcsS mdoc-
damun, nukirodochaMun, STONO3UT, aTPUAMHIIMH,
BUHKpHUCTHH [14, 21, 22]. O npuMeHEeHUH HEOAIbIO-
BaHTHOM nomuxumuoTteparmu (HITXT) npu 3TuX rpyT-
ax OMyXoJei MMEIOTCS EIUHUYHEIE COOOIIeHUs [12,
22]. HanboJee yenenHbie pe3yJIbTaThI IIPH HCII0JIb30-
Banuu XT B JeueHun PNET u capkomsl IOunTa no-
JIy9eHBI (PPaHIy3CKHMH HCCIIEIOBATENISIMH B TIPOTO-
koine API-Al — mo 95% tpexieTHel 6e3peIMAUBHOM
BBIXKMBAEMOCTH IIPH MCIIOJL30BAHUH BRICOKHX 103
IMCIDIaTHHA, HpochaMuma, TOKCOPYOHIIMHA, 3TOIIO-
3WMIa B aIbIOBAHTHOM peXuMe. PaHee MBI cooGmamm
0 CBOEM IIATHJIETHEM OIIbITE HAOMIOMEHHUH 8 malueH-
TOB C JAaHHO# NATONOTHEH [2]; B HACTOSIIEE BPEMST MBI
pacnonaraeM HaOmoOACHUSIMH 12 GOJIbHBIX IICPBUYIHOM
PNET rpynHoii mosocTu.

Ilens paboThl — OGOOIUUTE ¥ TTPOAHATU3UPOBATH
Pe3YJIbTaThl JUATHOCTHKH M JICYCHUS OOJIBHBIX C BHY-
TpurpynHoi nepucdepuueckoid PNET mis oneHku ipo-
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THOCTUYECKHMX MPU3HAKOB ¥ 3(pHeKTUBHOCTH pas3iny-
HBIX IIPOTOKOJIOB JICYCHHST.

OBBEKT U METOAbI UCCNELOBAHUA

Bce maiiMeHThl, BKIIOUEHHEIE B HCCIEIOBaHKWE,, HA-
XOIWIUCh Ha JiedeHMH B HaluMoHaIbHOM MHCTUTYTE
paka (3a nocaeaHaue 9 jet). Ux Bo3pacT Ha HAvYalo Je-
YeHMSI B KIIMHMKE COCTaBIILI 2,5—22,0 roaa, JIMilb OmiH
MALMEHT C JIOKATU3AIMEI OITyX0JIM B JIETKOM OBLI B BO3-
pacte ctapme 50 yet. ¥ 10 GonpHBIX ObUTa OTHOCTO-
POHHSISI BHYTPUTPYTHAS JIOKAJIU3AIMSA OITyXOJU C BO-
BJIeYeHHEM OT 2 10 6 pebep. ¥ 1 maieHTa OIMH MAT-
KOTKAHHEBIH OITyXOJIEBRI y3€ell paciioaraics B 3aIHEM
CpPENOCTeHUHM CITpaBa, BTOPOM OMYXOJEBHH y3ea —
B HIDXHEIH fo11e JieBoro jierkoro. Eie y 1 mauueHTa ¢ o-
KaJTM3alrei OIyXoIH B BepXHe 1oJie JIErKOro IIpy Mop-
donormaeckoM U UTX rccaenoBaHUU ONEPAlIMOHHO-
ro Matepuaa guarHoctuposata PNET. Jlokami3aimisa
M PacIIpOCTPaHEHHOCTD OITYX0JIEBOIO ITpoliecca BO BCEX
CIydasix OIpelesUTICh peHTreHonornieckuM U KT-
obcnemoBanueM. I1o mokasaHusmM BeIMOAHSLIM MPT
H OCTeOCIIMHTUTPadHIO. Y BCeX, KPOME MALIMEHTA C JIO-
KaM3alyeil oIlyXxoJM B JIETKOM, THATHO3 YCTAHOBJICH
Jlo Hadaula JiedeHust MopgostoruyecknMu u UT'X nccre-
nIoBaHUsAMH. BceM O0IbHBIM, 33 HCKITIOUCHUEM TTOCIIE -
HEeTO MallMeHTAa, JIeYeHHEe OhUIO HAYATO C HA3HAYCHHS
HIIXT. BonpbHOMY ¢ MemMacTHHAIBHO-JIETOYHOH JI0-
KaJM3aleit maromorudeckoro mpouecca HITXT mpo-
BomwiH 110 cxeme CWS-96, octanpubM 10 marmeHTamM
Ha3HaYaIM JJedeHue 1o cxeme VAID (BUHKpUCTHH, 10K-
copyouIH, HdpocdhaMum, JaAKTHHOMHUIIMH) B KOJIMYE-
cTBe OT 3 A0 6 HuKI0B. B ganbHeiieM Bce MaLUEHTRI
OBUTH ITpoonepHpoBaHEL. AgbioBaHTHYIO IIXT Ha3zHa-
YaJTH TI0 TTOKA3AHHIM.

PE3VJIbTATBI U UX OBCYXXIOAEHUE

B pesyibrare npoBeaenHoit 11 nmaimentaM HIIXT
y 1 3aperucTpupoBaHa MOJHAasA peHTTEHOIOTHYIeCKasn
H Mopdooruyeckas perpeccus ormyxom, y 10 — va-
CTHYHAsA perpeccus. XHpypruyeckKue olepallii BceM
11 maLmeHTaM BBIIOJTHEHBI B paIMKAIbHOM OOBEME.
V 10 60JIbHBEIX C BHYTPHTPYIHOM JIOKATTA3ALMCH OITyX0-
JIEBOT'O IIPOLIECCA BRIIIOJHEHO YaJleHHe OITyXOJH C pe-
3eKIrei ot 2 1o 6 pebep ¢ mocIenylonien Im1acTHKOMi
rpyaHOiA creHkH. V3 3THX naimenToB Oe3periMauBHas
BBDKMBaEMOCTB IIOCJIC OKOHYAHHS JICICHHS O FOa OT-
MedeHa y 2, 6oiee 3 geT — y 2, Gonee 5 et — y 3wl
TIposonTammst 3a6oieBaHus 10 1 TOMA BHISIBIICHA ¥ 2,
1m0 5 ner — y 1 mauuenTa. BonbHEBIC ¢ IPOOHTALIMCH
OITYXOJIH YMEPJIU B MHTEPBAJIE OT 2 710 5 JIeT OT MOMEH-
Ta THArHOCTHPOBAHHOI'O ITPOrPECCHPOBAHNS ITpOIlecca.

B xauecTBe KITMHUIECKUX PUMEPOB MPHBENEM KpaT-
KO€ OIMMCaHue AByX HaOMOAEHUIA ¢ peaKOil BHYTpUIIE-
rouHoii nokamsarmeii PNET. OnuH naieHT, 20 JeT,
¢ nuarHo30M «PNET 3amHero cpefloCTeHMs CIpaBa
M HIDKHEH J0JIH JIEBOT'O JIETKOT0, BpaCTAIOLIEH B Cpelo-
CTEHHE»,, IIOCTYITHJI B KJIMHUKY ITOCIIE SKCIUIOPaTUBHOM
TOpaKoTOMMM. J[MarHo3 yCTaHOBJIEH TP CTAHIAPTHOM
MOp®dOIOrMYeCKOM HCCIISA0OBAHNH OHOIICUITHOTO MaTe-
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puana. Ilocie KOMOMHMPOBAHHOIO JIEYEHHSI C HE0A b~
I0BAHTHOM XUMHUOJIYICBON TCPAITUCH U TIOCICIYIONIUM
pPaIMKaJIbHEIM XMPYPTUMECKHUM YIAICHHEM TBYCTOPOH-
HUX OITyXOJIeH IMalMeHT Habmoaascs 6e3 IpoJIOHTAILUK
3ab0JieBaHM B TeYeHHe 3 JIET 0 ITporpeccupoBaHusa 60-
JIE3HH, KOr/Ia ObLTO BBISIBJICHO HATMIME METACTAa30B BKO-
CTH JieBO# cTOIBI. ITaTOrHCTONOrHYECKOE 3aKITIOYEHIE
10 MATEPHAIY TPEIaH-OMOICHM KIIMHOBMIAHOM KOCTH:
Metacta3 PNET. UI'X uccnenoBaHue BbIIBHIIO MapKe-
pel: Anti-Synaptophysin Clone SY38 (+), Anti-Human
CD99, Mic2 Gene Product (+), Anti-Vimentin Clone
V9 (+). 3akmouenue: Mmeracra3 PNET. Hauara IIXT
no cxeme VAID + oucdocdonatel. Becero mpoBeecHo
5 muxoios IIXT. Mexny 3-M u 4-M mukiioM XT mmpoBe-
JleH KypC TUCTAHIITMOHHOM TejleraMMmaTepaliiid Ha Me-
TacTa3bl B KOCTAX JICBOM CTOITLI B CYMMApHOM 049aroBoi
nmo3e 45 I'p. Ha xonTpombHoit KT opraHoB rpymHoi mo-
noctu (OI'TI), opraHoB GPIOIIHOI ITOJIOCTH, KOCTET JIe-
BOI CTOITHI AHHBIX O PEITHIMBE OITyXOJIEBOIO pOCTA HET,
cTabUIM3aLUs IIpoLiecca (AeCTPYKLIMS OrpaHN4IeHa 30-
HOM cKjepo3a). [Ipu KOHTPOILHOM OCMOTpE uepe3 3 Mec
cocTosiHie OOJIBHOTO BITOJTHE YAOBJICTBOPUTEIIEHOE, CO-
XpaHsSeT TPYAOCIIOCOOHOCTD, Xa/l0b HE IpPeIbABIACT,
IIPM3HAKOB ITPOrPECCHPOBAHMUSA OITyX0lId HeT. OmMHAKO
ele 4epe3 5 Mec IMArHOCTHPOBAHA ITPOJIOHTAITHS Me-
TACTA3UPOBAHUSI B KOCTH.

AHam3 pa3BUTHA 3a00JI¢BAaHKA Y JAHHOTO O0JIBHO-
I'o ITOKA3BIBACT, YTO IEPE HAYaJIOM JICYCHHS Pa3MEphI
OITyXOJIeif B JIETKOM H CPeIOCTEHUH OBLIM JOCTATOY-
HO OoNbIlMe — MIPU3HAK HEOIarOIMPUATHOTO TIPOTHO-
3a. OmHAKo B pe3y/bTaTe IPOBEACHHBIX 4 KypcoB XT
M Kypca JIy4eBOM Tepaluu JOCTUTHYTa YaCTUYHAS pe-
IpeccHsi OIyXOJIEBRIX Y3JIOB, YTO ITO3BOJIIUIO PATUKAIb-
HO YIAJIUTh OCTATOYHBIE OITyX0IH. Mopdonorudyeckoe
WCCJICAOBaHUE BRISIBIUIO HAIUYUE TEPalleBTUIECKO-
ro maroMop¢o3a, 0COGEHHO BEIPAXXEHHOTO B OITyXOJIH
cpenocTeHus. Bee 3TH XxapakKTepMCTHKHU OJ1aronpusir-
HOTO ITPOTHO3a 00YCIIOBIUIM OE3pCIIUIMBHOE TEYCHHE
3a00JIeBaHMA Ha MPOTSDKEHUH > 3 JIeT M 00IMyI0 TIATH-
JIETHIOIO BEDKMBAaEMOCTh TTAITUCHTA.

Bropoc HabiioaeHHe TIPEACTABISICT HHTEPEC
HE TOJILKO peaKoil jokam3aimeil neppuaHoii PNET
B JeTKoM [23, 25], HO ellle MemIeHHOM TUHAMMKOM
pOoCTa OIyXOJIM, B OTJTUYUE OT OOBIMHO HaOMIOmaeMO-
Io BRICOKOArpECCHBHOTO pa3BHTHA Mpoltecca [15, 16].

MyxuuHa, 56 J1eT, TOCIIUTATIM3HPOBAH B KIHHHKY
08.02.2016 r. ¢ AHATHO30M «3JI0KAYE€CTBEHHAsS OIIy-
XOJIb BepXHel JOJH IpaBoro Jierkoro». M3 anamuesa
HM3BECTHO, 4TO y manueHTa B 2012 r. 6bU10 BEISIBIEHO
HOBOOOpa30BaHKeE IMPaBOTo Jerkoro. Ha KOHTpobHOM
KT OI'TI B 2016 r. naTomorudeckoe 00pa3oBaHKe yBe -
JIMIWIOCH B pa3Mepax. Ilpu moctyiieHun ob1mee co-
CTOSIHHME ITallHeHTa YIOBIETBOPUTEIbHOE. Pe3ynbra-
161 KT OI'TI: mepudeprdeckas oImyxoab BepxHeil 101
npaBoro jierkoro. Omyxob 10 4 ¢M B TMaMeTpe, C YeT-
KMMH HapyXHBRIMH KOHTypaMH. C 1ienpi0 Bepudpuka-
IIMH JUATHO34 BRITIOJHEHA TUATHOCTHIECKAS ITyHKITHS
omyxonu mog KT-kKoutposneM. Pe3ynbraT IIMTONIOTH-
9eCKOTO MCCICAOBAHUS; MEMEHTH YMEPEHHO TUd-



dbepeHuupoBaHHoM KapuuHomsel. 15.02.2016 r. mpo-
HM3BEICHA OIepalysi: BEpXHIA JTOO3KTOMMUS CIIpaBa,
MeIuacTHHAIbHasA TuMponuccekums. [laTorucrono-
TUYECKOE 3aKTI09eHIE: HU3KoauhepeHITMpOoBaHHAS
STUTEITUOTIONOOHAS 3JI0KAYECTBEHHAST OITyXOJIb C BhI-
paXeHHO TUMMOUTHO-KIECTOYHOM MHQIIBTpAIH-
eif ctpoMel. Pesynberatr UT'X HccnenoBaHus: HATHMIUE
3JI0KAYECTBEHHBIX KJIE€TOK, MO3UTHUBHEIX Ha CD99,
BHMCHTHH (KJIOH V9), cMHanTOMH3WH U HETATUBHEIX
Ha CD45, xpoMOrpaHuH M IIMTOKepaTUH. Takoif uM-
MYHO(DEHOTUN KJIETOK OITYXOJNHM XapaKTepHBINA st
PNET. ITauueHT BHITHMCAH C BHI3AOPOBJICHUEM, Ha-
XOIMTCSA MOJ HAOMIOACHHUEM.

BricokoarpeccuBHril xapaktep PNET u capko-
mel FOuHra omnpenensier HeOIATONIPHUATHBIN MPOTHO3.
ITporHo3 y GOMBHEIX C OMyXOJSIMU CEMEICTBa CapKo-
M=l IOuHTa 6a3upyeTcs Ha BhIsIBJICHWH TAKUX OCHOBHBIX
dakTopoB, KaK pa3Mep IepBUIHOI OITyXOJIH, €€ JIOKA-
JIM3aLMs, CTENeHb PaclpOCTPAaHEHHOCTH, ¢ (eKT Jre-
KapcTBeHHOI Teparmiu [9, 11]. BaxHoe porHoCcTHIC -
CKO€ 3HaYCHUE UMEET IUTUTCIIBHOCTD IIepHoa 10 Mpo-
rpeccupoBaHusl. [ISTUIETHSS BBDKUBAEMOCTD OOJIbHEIX,
HMMEIOIINX PAHHHUE, B TEdEHHE ITEPBRIX 2 JIET ITOCIIE PO~
BEeICHHOTO JICUCHM S, PSITUIUBEI OITyXOJIEBOTO ITpOLIeC-
ca, He npeshiliaer 4—8,5% [11]. IlporpeccupoBaHue
3aboneBaHus B 0oJee MO3THUE CPOKM XapaKTepH3y-
€TCs IMOKA3aTesIMU OO0IIeil IIATIIETHEN BRDKBAeMO-
¢t 25—-35% [9, 12]. ®akTopomM O1aronMpUsATHOTO ITPO-
THO3a SBJISIETCS PErPecC OMyXOJIH B PE3yJIbTaTe IIPOBE-
nenHoi XT. ITo maHHBIM psijia aBTOPOB, HEKpPO3 Bceit
I OOJBINNEil YacTH OIyXOJIHM KOPPEIHUPYET C BBICO-
KoM, mocturaromeit 85—95%, natuieTHell BEDKUBAe-
MOCTBIO OOBHEIX [21].

B nHanmx HabmoaeHUsSIX OTMEYEHA ITPEUMYITIECTBEH -
HO BEICOKASI XUMHOIYBCTBUTETBHOCTD OITyXOJH K ITPO-
Bomumoii ITXT, peanusoBaBmiasics 3HAYUTEIBHOM pe-
rpeccueii 06beMa HOBOOGPA30BaHMS UM TEPAIICBTHIC-
CcK1M natoMop¢o30oM. ITo3ToMy ¢ ITOJIHEIM OCHOBAHMEM
MOXHO YTBEPXIATh, YTO KOMILUIEKCHOE JIEYEHHE C HC-
MOJIb30BaHHEM HeoaabloBaHTHOMH X1 mpencTapisercs
HauOoJIee ONMpaBIaHHBIM, IIOCKONBKY ITO3BOJISIET IO-
BBICHTb Pe3€KTaOeIbHOCTD 3a CUET PErPECCHHU OITyXO-
JIM ¥ YBEJTUIUTHh BEDKHBAEMOCTD IMALIMEHTOB. AIBIO-
BauTHasA X1, peXXHM KOTOpOil BRIOpaH B 3aBICHMOCTH
OT CTEIEHH JIEKAPCTBEHHOIO ITaToMopd03a, TAKXKE Io-
Ka3aHa 0OJIBHBIM ITOCIIE PAAMKAIIBHO BhIIIOJTHEHHBIX XM~
DPYPTUYECKHUX OTEpaLIMA.

BblBOAbI

1. Haubonee ydeauTenabHOE IMOATBEPXKICHHUE THA-
rHo3a PNET, B wacTHOCTH oImyxo/m ACKHMHA, OCHOBBI-
BaeTCs Ha oNpeeIeHUM TKAHEBBIX MapKepoB Ipu T'X
MCCJICIOBaHNUH.

2. JIeaeOHasa TakTHKa Y 60bHEIX ¢ PNET mospkHa
CTPOMTHCHA Ha KOMILUTEKCHOM MOIX0AE. XUPYPTHIECKIIA
METO, JICICHHS ABISIETCS. OCHOBHEIM IIPH oItepadeib-
HBIX OITYXOJISIX.

3. Hamm onmpIT IIpMMEHEHUS HeoaabloBaHTHOMH XT
IMOATBEPAI 11€JIECO0OPA3HOCTh €€ HCIIOJIb30BAaHUS

B KOMIUIEKCHOM JedeHnH nauueHToB ¢ PNET mus
MOBBIIICHHUSA PEe3eKTA0EIBbHOCTH OITYXOJIH, a TAKKE
MOCTIEAYIOMETo aeKBAaTHOrO0 BHIOOpa aTbIOBAHTHOMU
XT B 3aBUCHMOCTH OT CTEIICHH JICKAPCTBEHHOTO ITa-
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-
¢y 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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