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HecMoruiacTuyeckast MEJIKOKJIETOYHasI ONyXOJb
(IMKO) oTHOCUTCS K OYeHBb PEIKUM M BBICOKO-
arpecCUBHBIM 3JI0KAYECTBEHHBIM OOpPa30BaHUSIM.
BrepBrle ObTa OMMcaHa KaK OTOEIbHAs HO30JOTH -
yeckas enuHuua B 1989 r. Gerald u Rosai. J/Io Ha-
CTOSIIIETO BPEMEHH B MUPE 3apeTUCTPUPOBAHO ME-
Hee 200 cnyyaeB aToro 3aboneBanud [1, 18]. Xapak-
TEPHOU JIOKIM3ALUEN JAHHOW OMYyXOJIU SIBJISIETCS
OpIOIIHAS TOJIOCTh, TTOJOCTh Ta3a, pexe — rpyaHas
mosiocTb. CpeH1iT BO3pacT MalMeHTOB COCTABIISIET
22 rona. Manudecrauus 3ad0oaeBaHus, KaK MpaBu-
JIO, COTIPOBOXIAETCS BBIPakeHHBIM OOJIEBBIM CHH-
IPOMOM, CUMIITOMaMK OOCTPYKIIMY BHYTPEHHUX Op-
raHoB. uarto3 JIMKO ocHoBbIBaeTcs1 Ha TUCTO-
JIOTUMYECKOM MCCJeIOBaHUU MaTepuaiga OMOICUU
ONYXOJIM M OIEHKE 3KCIIPECCUN MMMYHOTHCTOXH -
MUUYECKHNX MapKepoB. KJIeTKM OITyX0JI MOTYT OJTHO-
BPEMEHHO 3KCIPECCUPOBATH AMUTEINATbHbBIE (LIUTO-
KepaTWH, STUTEeINaTbHBI MeMOpaHHBII aHTUTCH),
HelipoHcneuuduueckue (HeilpoHcneuudpuyeckas
9HOJa3a) U MUOTEHHBIE (IeCMUH) MapKepbl. KieTku
JAMKO, kak nmoyiaratoT HeKOTOpble aBTOPbI, MIPOUC-
XOIISIT M3 ME30TEINAIbHBIX WJIN CYOMEe30TeTNaIbHBIX
KJIETOK-TIPEIIECTBEHHUKOB C BHICOKMM YPOBHEM
npoiudepaTUBHON aKTUBHOCTH. [1py MUKpPOCKOITH -
YeCKOM HMCCIeIOBaHUM B 0Opa3liax OnyXoau MEeXIy
¢dparMeHTaMHU KOJIJIaTeHOBBIX BOJIOKOH OMPEACISIOT
CKOIUICHUST MEJIKMX KPYIJIBIX TOJTYyOBIX KIETOK C TU-
MEePXPOMHBIMU siapaMu. [Ipy KMMYHOTUCTOXUMH -
yecKOM HcciaeaoBaHuu B 23% ciiyyaeB OIyXOJIeBbIe
KJIETKH dKcTpeccupytoT aHTureH CD99, uTto xapak-
TepPHO TakXe I capkoMbl FOunra [9].

Huddepenunanbubiii auarno3 IMKO Heobxo-
IMMO TIPOBOAUTH C aIbBEOJIIPHON pabmoMUOCcapKo-
Moii, capkomoii FOuHra, Helipo6i1acToMOil, 310Ka-
yecTBeHHOI muM@omoii. OcobeHHo clioxXHO audde-
PEeHLMPOBATh TaKyIO OIMYyX0Jib ¢ capkomoii FOuHra [2,
14]. HexoTopble aBTOPHI CYUTAIOT, YTO 00€ OIYXOJIHN
OTHOCSITCSI K OIHOMY MOTPaHUYHOMY TUIY HOBOOO-
pa3oBaHUI, pa3BUBAIOIINXCS U3 HEMPOIKTOMEpMATIb-
HBIX TKaHel (mepudepryeckre MPUMUTUBHBIC HEl-
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AECMOINMJIACTUYHECKA4
MEJIKOKJIETO4YHASA ONYXOJib:
TPYOHOCTU U NEPCIMNEKTUBDI
B AMATHOCTUKE U JIEHEHUA

B cmamve npusedernvt mamepuanst docmynHoi aumepamypul 0 OUaGeHOCHUKe U Pa3-
AUMHBIX ROOX00AX K NeUeHUI0 NAYUEHIO8 C 0eCMONAACIMUMECKOU MEAKOKACMOUYHOL
onyxonvio. [Ipedcmasnennl pe3ynomamol paztuiHbix uccaiedosameneil 00 dggerx-
MUBHOCMU NPUMEHEHUSI XUPYPUHECK020 AeHeHUsl, PA0A PeNCUMO8 XUMUO- U NY-
Yesoll mepanuu; ONUCAHbL HOBble NOOX00bL C NPUMEHEHUEM MAaPeemHbIX U UMMYH-
Homepanesmuueckux npenapamog. Ilpugeden cobcmeeniblii onvim OUACHOCIU-
KU U AeHeHUst NAUUEeHMKU ¢ 0eCMONAACMUYECKOU MEAKOKACMOYHOU ONYXO0AbIO.

poO3KToAepMabHbIe OMyXoau — peripheral primitive
neuroectodermal tumor — PNET).

CornacHo JaHHBIM JOCTYIHOM tutepaTtypbl IMKO
accolMUpyeTcs ¢ HaauuueM TpaHciokauu t (11:22)
(p13, ql2), yTo MPUBOIUT K HAPYLICHUIO SKCIIPECCUU
reHoB EWSRIw WTI[2-5,9, 10]. Posnb nanHoro hak-
Ta B BOSHUKHOBEHUY OITYXOJIH IO CUX TIOP HE BBISICHE-
Ha ¥ B HaCTOsIIee BpeMs aKTUBHO n3ydaercs. [Ipornos
MpU HAJIMYUU TaKOM OITyXOJIM OCOOEHHO Hebaaronpu-
SITeH, IMana3oH BbXKMBaeMOCTU — OT 17 go 25 Mec.
He 6onee yem y 20% naLieHTOB OTMEUAIOT 5-JIETHIOO
BBIKMBAaEMOCTh, HECMOTPSI Ha UCITOJIb30BaHKUE arpec-
CHBHBIX MyJIbTUMOIATBHBIX cXeM xumuoTepanuu (XT).
B ocHOBHOM 3T0 00YCJIOBJIEHO MO3AHEI TMarHOCTUKOM
3a00seBaHMs. BBUIY pe1KOCTH JaHHO ITaTOJIOTUN HET
OOLIETIPUHSTBIX KPUTEPUEB CTaIMpOBaHUS 3a00seBa-
HUS W CTAaHIApTOB JieueHUd [2].

CylecTByeT HECKOJIbKO CITIOCOOOB CTaaupPOBaHUS
JAMKO. OnuH M3 HUX — MHIEKC MEPUTOHEATBHOTO
KaHIepomaTo3a (peritoneal cancer index — PCI), ko-
TOPBIH TIpeAyCMaTPUBAET BhIIEICHNE YeTHIPEX CTaIui
3a0osneBaHus. HemaBHo yueHbie 13 OHKOJIOTMYECKOTO
neHtpa um. M.JI. AunepcoHa (MD Anderson Cancer
Center), XbroctoH, CILA, nmpenoKuiv HOBYIO CUCTe-
My CTaaupoBaHusi, ocHoBaHHY1o Ha PCI, ¢ yueTom Ha-
JINYMS Y TAlIMEHTa METACTaTUIECKOTO MOPaKeHUSI TIe-
YeHM U DKCTpaabIOMMHAIbHBIX METacTas3os [2, 6, 7].
Hung crapupoBanus JIMKO Takske MCTOIb3YIOT Kiiac-
cudukanuo TNM.

Ha ceromnst onrcaHo HECKOJBKO OIMIMIA IS Jie-
YeHHWST JAHHOTO BHJA OIYXOJIM, a TaKXKe WX pa3ind-
HbIe KoMOMHAMKY. OCHOBHBIMH, JOKAa3aBIINMHM CBOIO
3GhGEKTUBHOCTD, SBJISIOTCS: OTIepaTUBHOE JICYCHHUE,
nyaeBas tepanust (JIT), momuxumuorepanus (ITXT)
¢ uau 6e3 TpaHCIUIAaHTallM¥ CTBOJIOBBIX T€MOMOATU -
YeCKUX KJIETOK. B rmociemHee BpeMs MOSIBUIINCH TaH-
Hble O MPUMEHEHUHU TapreTHoU Tepanuu [17]. Kak
MOTIOJTHUTEIbHBIC METOIBI JIOKAJThbHOTO KOHTPOJIS,
YTO 0COOEHHO BaXKHO MPU PaCIPOCTPaHEHHOM MPO-
mmecce, MPeacTaBICHBI paguodYacTOTHAs a0sIIus,
raMmMa-HoxX, Kpuoaousiuus, sM00aMU3alusI COCYI0B
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omyxoyiv. JlaHHbIE METOAMKU TTPUMEHSIIOT TIPeUMy-
IIECTBEHHO B MCCIIENOBATEILCKUX LIEHTPAX B KAXKIAOM
KOHKPETHOM CJIy4yae ¢ y9eTOM KJIMHUYEeCKOM cUuTya-
1uu (Tabauua).

Tabnuua
Metopabl nokanbHoro koutpons npu AMKO [20]
Jlokanusauus
onyxoneBoro Jleyenune
nopaxeHusi

Xupypruyeckoe neyeHue, ToTanbHoe 06/yyeHmne
GPIOLLIHOI NONOCTI; XMPYPrUYECKOE NeyeHue, To-
TanbHOe 06/y4eHIne BPIOLIHOI NOSOCTH, HENPEPbIB-
Hasi nepuTOHeasbHas runepTepMudeckas nepdysms

MopaxeHune 6PIOLLIMHI

Xupypruyeckoe neyeHne, CTepeoTakcuyeckas pa-
IMOXMPYPIUsl, PAAMOYacTOTHas abnaums, Kpuo-
abnauns, MUKpOCGHEpbl UTTPUs

MeTacTasbl B ne4YeHm

Xupyprudeckoe neyeHue, ctepeotakcuyeckas pa-
LMOXMPYPTUst

MeTacTasbl B nerkux

MopaxeHue mepmna-
CTUHanNbHbIX umdatu- | JIT
YeCKunX y3noB

KocTtHble meTactasel [ JIT

Ony6IMKOBaHbBI PE3YIbTaThl ABYX PETPOCIIEKTUB-
HBIX MCCJIENOBAaHUI, B KOTOPBIX IMPOaHATU3UPOBAHO
MPOTHOCTUYECKOE 3HAUCHUE IIUTOPETYKTUBHOTO OITe-
paTtuBHOTO JieueHus nauueHToB ¢ JIMKO. Xupypru-
YeCKOe BMEIIATETLCTBO 0KA3aJI0Ch ITPEIUKTOPOM JIyU-
et oomeit BbkuaemocTtu. D.R. Lal u coaBTopsl [ 14]
YTBEPXKIAIOT, YTO MPOBEICHUE ONEePaTUBHOIO BMe-
IIaTeJIbCTBA KaK OTHOTO M3 3TAroB JICUEHUST KOppe-
JIUPYET C JIYYIIIMM IPOrHO30M. ABTOPBI MPeACTaBUIN
MaHHBIC O 3-JeTHEil BRLKMBACMOCTH ITAIIEHTOB, ITO-
JiyyaBIiux KoMorHupoBaHHoe edyeHue (ITXT, onepa-
tuBHOe ieueHue, JIT), kotopas coctaBuia 58%. DToii
Ke TPYTITION MccienoBaresiell mpoaHaan3npoBaHa Ko-
ropra IMaiydeHTOB, He MOJIyJyaBIINX OllepaTUBHOE Jie-
YeHHUe, B KOTOPOU 3-JIETHSIST BBDKMBAeMOCTb He TIpe-
Bbimana 27% 2, 14, 15].

H3BectHO, yT0 IMKO — XMM1O- 1 paivio9yBCTBU-
TeTbHBIN BUI o1TyXoii. OCHOBHBIE JaHHBIE, TTOATBEPXK-
narmoine 3(pGEeKTUBHOCTD XMMUOTEPATIEBTUIECKOTO
JiedyeHust, ormyoiukoBaHsl enie B 1996 r. B.H. Kushner
u coaBropamu [16]. 12 maumentos ¢ JAMKO nonyua-
qm nedenne mo cxeme HD-CAV, niporokon P6, uro
npenycMmatpuBaeT 7 kypcoB XT ¢ nukiaodochamuaom
4200 Mr/M?, TOKCOPYOULIMHOM 75 MI/M?, BAHKPUCTU-
HOM 1,4 Mr/m?, yepeaytroluxcst ¢ arono3uaom 500—
1000 mMr/m? u udochamumom 9—12 r/m? Y Beex naim-
CHTOB ITOJIyIeH KaK MUHIMYM YaCTUYHBIIN OTBET Ha MH-
OYKIIMOHHYIO Tepamnuio. ClenyoiuuM 3TarmoM CTajlo
BBITIOJTHCHNE LIMTOPEAYKTUBHOTO OIEPATUBHOTIO BMeE-
mareabcTBa. YacTh MalMeHTOB MOJy4Ynsia B KauecTBe
koHconmnauu JIT, octaabHbiM ipoBoaviu X T (THoTe-
mma 900 mr/m?, kapoorutatus 1500 Mr/m?) B MUe10a071s1-
TUBHBIX J03aX C ITOCIEAYIOLIEN ITOIIEPKKOM CTBOJIOBbBI-
MM KJIETKaMHi. MearaHa BEDKMBaeMOCTH IIJIsT BCEX T1a-
LIUEHTOB cocTaBuia 17 Mec, it 7 00JIbHBIX, JOCTUTIIINX
TIOJTHOTO OTBeTa, — 22 Mec. B HacTosiee BpeMst mpo-
xoasT uccienoBaHust NCI, B KOTOpBIX OLIEHUBAIOT 3 -
(beKTUBHOCTD TIPUMEHEHUSI UPUHOTEKaHa, TEMO30J10-
Muaa, 0eBal3yMada B KOMOMHALMHU C ITPOTOKOIOM P6.
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OTHOCUTENIbPHO MHAYKIMOHHBIX pexkuMoB XT
IIpY JICICHUM JAHHOTO BUIA OITYXOJI CYIIECTBYIOT I0-
CTaTOYHO TIPOTMBOpEUYMBBIC TaHHbIe. HekoToprle aB-
TOPBI BBICKA3bIBAIOT COMHEHMS B 11€J1€CO00Pa3HOCTH
MMPUMEHEHUSI TAKUX BEICOKOIO3HBIX PEXKMMOB, CUUTAs
BO3MOXHBIM MCITOJIb30BaHUE CTAaHIAPTHBIX aHTpaIl-
KJIMHCOIEpXKaIIMX PeXUMOB ISl JIeUeHHUs MallieHTOB
¢ capkomoti FOuHra u npyrumMu monooHbsIMU METKOKPY-
[JIOKJIETOYHBIMU OITyXOJIsIMU. OTyOIMKOBaHbI JaHHbIE
0 HEIOCTaTOYHOU 3(PHEKTUBHOCTH TTOTOOHBIX PEXKM-
MOB, KOTOPBIE, TEM HE MEHee, SIBJITIOTCS METOIOM BBI-
06opa Ipu HEBO3MOXHOCTU TIPUMEHEHUS BHICOKOI03-
HbIx cxeM ITXT [11-13].

A. Hayes-Jordan u coaBTOpBI NIpeACTaBUIN TaH-
HbI€, CBUJIETEJIbCTBYIOIINE 00 3(DHEKTUBHOCTU MPU-
MeHeHUsI rurieprepmudeckoit XT ¢ ucnonb3oBaHeM
nucruiaTuHa. Y OOJBIIMHCTBA MAllMEHTOB TUArHO3
OAMKO ycTaHaBiuMBaiud MpU AOCTATOYHO PacHpo-
CTpPaHEHHOM OITyXO0JIEBOM IIpoliecce, 3a4acTyo ¢ BO-
BleYeHUEM OpIoIIMHBI. [ UnepTepMuyeckasi MHTpa-
onepannonHas XT (hyperthermic intraperitoneal
chemotherapy — HIPEC) 3apekomenmoBana cebs
Kak ahdexTuBHAS OMIKS Y MAIUEHTOB C PAKOM SINY-
HUKa B cllydae KapIMHOMAaTo3a OPIOIIMHEI (CII0CO0
VIYYIIATH BBDKUBAEMOCTh C OMHOBPEMEHHBIM CHU-
KEHHEM TOKCUYHOCTH JieueHUs ). OmrucaHo IIpuMe-
HeHue uHTpaonepauroHHoir XT ¢ ucnonb3oBaHUEM
uucruiatuHa B mode 100—150 mr/m? [8, 18]. Ipose-
JIeH PeTPOCIIEKTUBHBIN aHaIN3 JieueHus 24 malueH-
ToB ¢ IMKO. CpaBHUBaIM TpU MOATPYMIIbI MALMEH-
TOB: 9 601bHBIX Moaydanu XT u/wmm JIT (rpynma 1);
y 7 MallMEHTOB BBIMOJHEHA IIUTOPEAYKTUBHAS OIlepa-
1us (rpymnmna 2), y 8§ — HMTOpeAyKTUBHOE OTllepaTUBHOE
neuenue u HIPEC (rpynma 3). Bce manueHTHI moy-
yanu HeoaabloBaHTHYIO [TXT 1 HeKOTOphIE U3 HUX —
JIT 1 ayTOJOTUYHYIO TpaHCIJIAHTALlMIO CTBOJIOBBIX
KJIeTOK M/WJIM UMMYyHOTepanum. Takxke IpuMeHs -
Ji mocToriepaumonnyio ITXT, Bkiouatomnyio 12 Kyp-
COB TeMO030JIOMHIa M UprHOTeKaHa [ 18]. B rpymire ma-
IIMEHTOB, KOTOPHIE MOIBEPTaINCh IUTOPEAYKTUBHOMN
onepanuu ¢ HIPEC, 3-neTHsis1 BBKMBa€MOCTh COCTa-
Bwia 71%. He ObL10 cTaTUCTUYECKU 3HAYMMOM pa3HU-
IIbI TI0 CPaBHEHUIO C TPYIIIO, B KOTOPOI TTPOBOIM -
JIV JIMIIb OIlepaTUBHOE JieueHUe, Ie JaHHbINA MoKa-
3aTesib 10CTUT 62%. ABTOPBI OOBSICHWIN OTCYTCTBUE
CTaTUCTUYECKU 3HAUMMOM pa3HUIIbI HEOOIbIIUM pa3-
MepoM BbIOOpKU. HecomMHeHHO, Xupyprudeckoe Jie-
yeHue ¢ mim 6e3 HIPEC ynydymaer BBXMBaeMOCTb
OOJIbHBIX B CPABHEHUU C TPYIIION, TTOTy4YaBIIEii TOIb-
KO MEeINKAaMEHTO3HOE JICUeHUE, B KOTOPOUl 3-JIeTHSIS
BBIKMBAEMOCTb cOCTaBuia Juib 26%. OqHako maH-
Heie o npeumymiectBax HIPEC kak nononHuTenbHOMU
OIIIUH K TPATUIIMOHHOMY XUPYPTUIECKOMY JICUSHUTO
OrpaHWYeHBI, 3TOT METOJL HE PEKOMEH0BaH KaK CO-
CTaBJIsIOLIAs CTpaTeruu Tepanuu namreHToB ¢ JIMKO
BHE paMOK KJIMHUYECKUX UCCIeI0BaHUA.

E1e oquH, 3aciayXuBaroiiniit BHUMaHUs METOI Jie-
yeHwust, — JIT. C.C. Pinnix u rpynrma uccienoBareneii



13 MeMopHraIbHOTO OHKOJIOTHYecKoTo IeHTpa CIIoH-
Kerrepunr (Memorial Sloan Kettering Cancer Center),
Hbplo-Mopk, CIIIA, u3yuany BO3MOXHOCTb IIPUMEHe-
HUSI TOTaJbHOTO OOJydyeHUs Ta3a U OPIOIIHON MmoJio-
CTU MOCJIe UUTOPEAYKTUBHOM OIepaliu ¢ LUeblo JIOo-
KaJIbHOTO KOHTPOJIs 3a0oeBaHus [18]. Bce manmeHTHI
(n = 21) nmonyyanu uHaykiroHHyto IIXT mo nmpoto-
koay P6 (7 KypcoB), Xupypruyeckoe jJedeHue U Kak
KoHcosmaupytouee geyeHue JIT Ha o6aacTe O6proLi-
HoIt mosocTu u Taza B go3e 30 I'p. JlomoaHUTEIbHO
mpuUMeHsIIU JoKaiabHyo JIT mpu HaaIudum ocTtaTod-
HOI pe3uayanbHOU omyxonu. C y4eToM pe3yibTa-
TOB mcclienoBaHus ToTaidbHasg JIT accoummpoBanach
CO 3HAYUTEJIbHOW TaCTPOMHTECTUHAJIBHON M TreMa-
TOJOTUYECKON TOKCUYHOCThI0. OTnajaeHHass TOKCHY-
HOCTB MPOSIBJISIACh OOCTPYKIIMEH TOHKOTO KHIIEY-
Huka (7 u3 21) u creHo3amu ypetpsl (2 u3 21). bob-
IIMHCTBO MaiueHToB (16 (76%) u3 21) umenu pelaus
U YMepJU B pe3yjbTaTe MporpeccupoBaHMs 3a0oJe-
BaHUs, 1 U3 HUX — OT OCTPOU JeMKeMUU, HECMOTPS
Ha JOCTUTHYTHIN TTOJIHBIN OTBeT. TOJNbLKO 2 manueH-
TOB OBLIM JKMBBI HA MOMEHT ITOCJICTHETO HaOTIOMCHUS
¥ HaXOIWJIMCh B CTAINU ITOJTHOM peMuccun. [1pencras-
JICHBI TaKKe JaHHbIe o puMeHeHun JIT ¢ Momyms-
el uHTeHcuBHOCTHU (intensity-modulated radiation
therapy — IMRT) y 8 mauyeHTOB nocJjie HeoabloBaHT-
Hoii [TXT u onepatuBHoro JeyeHus (HIPECy 7 mauum-
eHToB) [19]. CornacHo BeiBogaM aBTopoB IMRT mnpu-
MEHMMa y MallMeHTOB I0CJIe arPECCUBHOIO XUPYPIU-
YeCcKOTo JIeYeHUs; B OTJUYUE OT BBHILICYTTOMSIHYTOMN
TotanbHOU JIT, He oKa3bIBaeT racCTPOMHTECTUHATBLHOM
TokcuuHocTH IV creneHn, uMeeT yMepeHHYIO reMaTo-
JIOTUYECKYIO TOKCUYHOCTD (JTMIIB | MalMeHTy TOTpe-
OoBasack TpaHCHY3UST IPUTPOLIUTAPHOI MACCHI, ITHU-
toneHud IV crenmenn otMeueHa B 1 ciydae). M3 atux
8 manmeHTOB 1 yMep OT peruanBa 3a00JIeBaHUS T1O-
cie 20-MecguHoro HaomoneHud. V. Subbiah 1 coas-
Tophbl [19] coobmmam 06 ycneluHoM Je4eHU | Mauu-
eHTa moJjoaoro Bodpacta ¢ JIMKO, metacTaTuueckum
nopaxkeHueM neyeHu, peaucteHTHoIMU K ITXT, ¢ nmo-
Moo Mukpocoep urrpus (°°Y). [Ipenapar BBoguin
myTeM SMO0IU3alUU TEYEHOYHOM apTEePUHU C TOKA3aH-
HBIM MeTaO0OJIMIECKUM OTBETOM Ha IPUMEHEHHE I10-
3UTPOHHO-3MUCCUOHHON TOMOTrpaduy/KOMITbIOTEeP-
Hoii Tomorpacduu (ITDT/KT). OnHako naHHBI METO
3aHUMAET OrpaHUYEHHOE MECTO B JICUCHUU TalieH-
ToB ¢ JIMKO.

Bricokast TOKCMYHOCTb U HemocTaTouHast ahex-
TUBHOCTH cyliecTBytommx pexumon IIXT cranu oc-
HOBOIT pa3BUTHSI HOBOTO HAIIPaBJICHMS B ICUCHUH IPU
AMKO, a uMeHHO — TapreTHOI Tepanuu. B HacTog-
1ee BpeMsT aKTUBHO M3yJaeTcs 3(h(eKTUBHOCTD TAKUX
TapreTHbIX MpernapaToB, Kak JedryHomuna (SU101), cy-
HUTUHUO, UMaTUHUO [20].

Hosble moaxoasl K neyeHuto JIM KO Bkirogaror um-
MyHoTtepanuio [20]. Dkcnpeccupyromiics Ha MoBepX-
HocTu onyxosieBbix KieToK JIMKO GD2 611 nzyuyeH
U MIPeJIOKEH KaK HOBasi MUILIEHb IS UMMYHOTEpaInuu

Tpu HeiipobiracToMax. B kauecTBe HOBOTO TEpCIIeK-
TUBHOTO HaIpaBJICHUS B JICYCHUW OOJIBHBIX ¢ JaHHOMN
OITYXOJIBIO TPEJIOKEHO TAKXKE MCII0Jb30BaHNE HOBBIX
MKAT 3F8 u 8H9. OnHuM U3 mepcrneKTUBHBIX METOIOB
pelieHus podJIeMbl MUKPOCKOIIMYECKH BBISIBIISIEMOI1
OCTaTOYHOI 0O0JIE3HU SIBJISIETCS UCIIOJIb30BaHUE MeUe-
HBIX MOJIEKY)T 8H9 myTeM BHYTPHUOPIOITMHHOTO BBEIE-
HUS TAllMeHTaM, Y KOTOPBIX IIPOBOIVIIN TOTAIBHOE 00-
JydeHre OPIONTHOM TTOJIOCTH.

KJIMHWYECKUIA CNTYYAN

IMaumnentka K. E., 29 ner, rociuraan3vpoBaHa B OT-
neJieHre OHKoreMaToJjiorni HartmoHapHOTO MHCTUTY -
Ta paka ¢ >kajo0aM Ha UHTEHCUBHYIO 0O0JIb, JIOKAITN30-
BAHHYIO B HVDKHUX OT/eJaX OPIONIHOW MOJIOCTU C UP-
paguanneit B STONMIHYIO 00J1aCTh, U3YPHIO, 3aIEPKKY
nedekanuu. g KynupoBaHusi 00J€BOro CUHApOMa
ObLIO HEOOXOIMMbBIM ITOCTOSIHHOE Ha3HAYEHUE HapKO-
TUYECKMX aHAJTbI€TUKOB.

Hauano 3abosieBaHus CBSI3aHO C BOBHUKHOBEHUEM
00JIe3HEHHOTO MOYeHCITyCKaHusl. JIlu3ypryeckue pac-
CTPO¥ICTBA ITMJINCH OKOJIO 2 Mec. Ha mpoTsskeHUN 3T0-
TO BpeMEHM TallMeHTKa 00cenoBaiach y Bpaueil pas-
JINYHBIX CIICMATbHOCTEI. AHTUOAKTepHaTbHas, TIPO-
TUBOBOCITAJIUTEIbHAST Tepanus ObLIN Hed(h(GEKTUBHEI.
Co BpeMeHeM MPUCOeINHUINCH 00b B HUXKHUX OTIE-
JIax OPIOIIHOM MOJIOCTU MOCTOSTHHOTO XapakTepa, 3a-
TpyaHeHue nedexkanuu. B cBsa3u ¢ o0CTpyKImeir Mo-
YEBBIBOASIIIINX MYTe OBLI YCTAHOBJICH MOCTOSTHHBIN
ypeTpaJbHBIN KaTeTep. I1pn TMHEKOJIOTMIeCcKOM OC-
MOTpE OTIpeesIsIOCh 00pa3oBaHue, UHOWIBTPUPYIO-
ee meiKy MaTku. [1pu yabpTpa3ByKOBOM HCCIIEN0OBA-
HUU BBISIBIICHO oOpa3oBaHKe B MajioM Ta3y. [To mecTy
KUTEJIbCTBA MAallMeHTKe MpoBeAeHa TpaHCBarMHasb-
Has OMOTICHSI OTTYXOJIM, IMarHocTupoBaHa nuddysHas
B-xpynHoxierouHas auMmdoma. bonbHy0 HanmpaBuiIn
B HaummoHaIbHBIN MHCTUTYT paka.

ITpu ocMOTpe BBISIBIEHO pe3Ko 00ie3HEeHHOE 0Opa-
30BaHME B HUXKHUX OTAeAaX OprolIHoi rmojoctu. Kpo-
Me€ TOTO, OITpeeIsTIach MH(WIBTPALIMS MITKIUX TKAHE
MpaBoil AsronuyHOM obsacT. MoveucnyckaHue ObL10
BO3MOXKHO Yepe3 ypeTpasibHbIli KaTeTep. BarnHanbHbIi
OCMOTD B IMOJITHOM 00BbEME MPOBECTU HE YAATI0Ch (OITy-
XOJIb PacIIPOCTPAHSIIACh Ha % Barajauina).

[Tpu moBTOpHOM MOP(HOIOTUIECKOM UCCICTOBAHII
MpoBoOIVIN AU(depeHINATbHYI0 THATHOCTUKY MEXK-
ny aumdoMoit 1 aMOpUOHaIbHOI pabaoMuUOCcCapKo-
Moii. C 11eJTbI0 YTOUHEeHUST IMarHo3a MPoBe/ieHa OLIeH-
Ka 3KCIPECCUN UMMYHOTHCTOXUMUYIECKUX MapKEPOB:
Cytokeratin AE1/AE3+, Bcl2+, Vimentin+, CD15+,
Ki-67 75%; CD45—, Cytokeratin—, Calretinin—,
CD99, MIC2—, CD20cyt—, CD10—, BCL6 Protein—,
MUM-1 Protein—, Cytokeratin 7—, Synaptophysin—,
Chromogranin A—, CD117, ¢-Kit—, Wilms’ Tumor 1
Protein—, Placental Alkaline Phosphatase—, Desmine—,
CD34 Class II—, Neuron-Specific Enolase— (puc.1).
VYcranosnen auarHos: JIMKO BbicOKOI cTerneHu 3710~
Ka4eCTBEHHOCTHU.
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Puc. 1. Dkcrnpeccuss UMMYHOTUCTOXMMUYECKUX MapKe-
poB u rucroctpykrypa AMKO: a — anturen CD15 (x100),
6 — antureH CD45 (x100), 6 — manuTokepaTuHbl (X400),
2 — OKpackKa reMaTOKCHJIMHOM U 303UHOM (%200)
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IIpu KT BrisiBIEHO 00pa3oBaHUE B MajioM Tasy,
OTTECHSIOIee MaTKy U TPSMYIO KUIIKY, pa3MepaMu
91x80%130 MM, yBeITMUEHHbBIC TTOAB3AOITHbBIC TUMDa-
THYECKHE y37IbI (puC. 2).

Puc. 2. KT-n300paxkeHus 10 JeUSHUS

IIpu paccMOTpeHHU BO3MOXHOCTH OITepaTUBHO-
ro BMEIIATeIbCTBA MPUHSITO PellleHHe O BHIMOJHEHUU
MPT c nenbio onpenenieHus 0oj1ee TOYHOM Tororpapun
OITyXOJI1, CTETICHN BOBJICYUCHHOCTH COCETHUX CTPYKTYP.

ITpu MPT uccnenoBaHuu BbISIBIEHO 00beMHOE 00-
pa3oBaHuEe Majoro tasa pasmepamu 73xX97x127 mm
¢ OYTpUCTHIMUA HEYETKUMM KOHTYpaMM, KOTOPOE OXBa-
TBIBAJIO BJIATAJIMIIE, CMEIIAJI0 MATKYy, TDIOTHO TIPWJIe-
rajio K CTeHKe MpsaMoii KUIKH. [Ileiika MaTK1 4eTKO
He onpenensiach (pe3ko caapieHa oIyxoJiblo). HoBo-
oOpa3oBaHMe IMpuUJiexaao K cTeHKaM Ta3a. BoisiBaeHa
WHBAa3Ms TA30BOTO THA C pACTIPOCTPAHCHUEM B MSITKHE
TKaHW MPaBOM STOAULIBI, MHOXECTBEHHBIC METacTa3bl
B KOCTH Ta3a.

Ycranosnen nuarHos AMKO taza T4AN1M1 IV cre-
TeHN ¢ MHBA3WeH BIIaraInIa, MPSIMOM KUIITKI, CTEHOK
Ta3a, paclpoCTpaHeHNEM Ha MSATKIE TKAHH IPABOM SITO-
JUYHOI obsacTu. MeTacTasbl B KOCTH Tasa.

[IpuHsiTO perieHne HaYaTh MEAMKAMEHTO3HOE JIe-
yeHue. [TanmenTtka noayunia 2 kypca I[TXT no cxeme
HD-CAYV cornacHo nporokoiy P6 (uukiaodochamus
4200 mMr/M? BHYTPUBEHHO B 1-if IcHb CYyTOYHOM UHGY-



3ueit, TOKcopyourmH 75 Mr/m? B 1-il IeHb, BUHKPU -
CTUH 2 MT B 1-i1 AeHb). JIleueHue conpoBOXAATOCH BbI-
paXX€eHHOM reMaToJIOTMYEeCKOM TOKCUYHOCTBIO: aHEMU -
eii IV crenenn, neiikorieHueii I'V crenenu, (peOpribHOI
HelTponeHueit, pomobouuTonenueit I111—-IV crenenn.
Koppekuus ocioxXHeHUI BKITIOYajIa HEOTHOKPATHBIE
TpaHCHY3UN SPUTPOLIMTAPHON MACCHI, BBEICHUE Ipa-
HYJIOIIMTAPHOTO KOJIOHUECTUMYJIMPYIOIIEro akropa
(ot 8 no 10 BBeneHwmit), MaCCUBHYIO aHTUOAKTEepHUATIb-
HYIO Tepanuio.

Ve K 3aBepuieHuto 1-ro kypca ITXT ucuesna He-
00XOAMMOCTb MPUMEHEeHUsT 00e300uBalolIeil Tepa-
MUY, HOPMAJIM30BaJI0Ch MOYECUCITyCKaHUE U nedeka-
1us. [1py 00beKTUBHOM OCMOTpPE XKMBOT MSITKUI, MaJIb-
naTopHO 0e3001e3HEHHBIN.

ITpy TMHEKOJIOTMIECKOM OCMOTPE TOCIIe 2-TO Kyp-
ca [1XT BbISBISIM OCTATOYHYIO OITyXOJIb B CTEHKE BJla-
rajauiina npoTsKeHHOCTHIo 10 30 MM.

IMammenTke npoBeneHo I13T/KT uccnenosanue,
IIPY KOTOPOM OIIPEAC/ISTIOCh 00pa3oBaHUE B MaJIOM
Tasy pazmepamu 38%27x31 mm. B o6pazoBaHUM HE OT-
MEUEHO TOBBIIIEHHOTO0 HAKOIUIEHUs paauodapmMIipe-
naparta. B neBoit yactu m. levator ani ¢ BpactaHueM
B m. obturatorius internus BBISIBUJIM MSTKOTKaHEBOE
o0pa3oBaHNEe HEOTHOPOTHOU IIJIOTHOCTUA pa3MepoOM
10 30 MM C MOBBIIIEHHBIM METa00JIM3MOM Pagno-
dapmnpenapara (SUV max 4,1), B mapapeKTajabHOI
KJIeTYaTKe — yBeJMYEeHHBIN 10 21X 10 MM aumdarn-
YeCKUI y3eJ ¢ aHAJIOTUYHBIMU TOKa3aTeIsIMU MeTa-
6om3Ma. B Ta30BBIX KOCTSIX MHOXKECTBEHHbBIE OYaru
CHIDXKEHHOW TUIOTHOCTH 0€3 TIPU3HAKOB HaKOIUICHUS
panuodapmMmIipenapara, MAaKCUMaJIbHBII pa3Mep KOTO-
pbix cocTaBisa 10 MmM.

Ha marHOM 3Tarie orrepaTMBHOE JICYCHUE PACIICHEHO
Kak HeuejlecooOpa3Hoe. YUUThIBAsI BbICOKYIO XUMMO-
YYBCTBUTEJIBHOCTb OITyXOJIN U BBIPAXKEHHYIO TeMaTOJI0-
TUYECKYIO0 TOKCUYHOCTh MPEIbIIYIINX PEXXUMOB, CXEMY
XT zamenwmmm Ha EC (aromosuz 100 mr/m? ¢ 1-ro o 4-i
JeHb Kypca, Kapooriatud 100 Mr/M? ¢ aHaTOTUYHOM
MPOIOKUTENIbHOCTHIO). [1ameHTka rmoayunna 4 Kyp-
ca [IXT o nanHoi1 cxeme. JleueHne COMpoOBOXKIAIOCH
YMEPEHHOI TeMaTOJIOTUIECKONM TOKCUYHOCTBIO (aHe-
mus, TpomoouuToneHus 11 crenenu, neiikonenust 11—
I1I crenenun). OO11Iee COCTOSIHUE T10 3aBEPILICHUU JIeue-
HUsI OBLIO YIOBJICTBOPUTEIBHBIM. 2KaI00bI OTCYTCTBA-
. [1pu mpoBeneHNM T'MHEKOJIOTMIECKOI0 OCMOTpa
cm3ucTast 000JI0YKa Biaraauiina obiia 6e3 Tpu3HaKOB
oIryxoJsieBoro pocra. Ha BbicoTe masiblia B ITOACIU3M -
CTOM CJI0€ MaJIbIIMPOBAJIOCh OCTATOYHOE 00pa3oBaHUE
(GUOPO3HOI TNIOTHOCTH Pa3MEPOM OKOJIO 5 MM.

ITo manaeM [1DT/KT, obpa3oBaHme 1mo3agu MaT-
KU YMEHBIIWIOCH 10 28X 18 MM, MPU3HAKOB METa00 1 -
YeCKOW aKTMBHOCTHM He BbISBICHO. OTMeEYaIn 3HaYN-
TeJIbHYIO perpeccuio oopa3oBaHus B ToJillle m. levator
ani ¢ 30 MM 10 14,7x16,7 MM (CHU3WJICSI ITIOKA3aTe/lb
SUV max ¢ 4,1 o 2,3) u tuMbaTruIecKoro y3jia mapa-
PEKTaJIbHOM KJIETYATKA JO 5 MM, KOTOPBIIf HA MOMEHT
HCCIIeI0BaHUs YK€ He IEMOHCTPUPOBAJI MOBBILLIEHHO-
ro HakKoIJIeHus paguodapmnpenapara. Meracratuye-

CKO€ TTopakeHNe KOcTeil Taza — 6e3 TMHaMUKHU pa3Me-
POB 1 METa0OJIMUYECKU HEaKTUBHO.

C y4eToM He3HaAUMTEJIbHBIX pa3MepPOB MeTaboIMye-
CKM aKTMBHOM OCTAaTOYHOM OITYXOJIM Y MHOXKECTBEH-
HOTO METacTaTUYECKOTO IIpoIlecca B KOCTSIX Ta3a Xu-
pypruyeckoe jJedeHre Ha JAaHHOM 3Talle ObLIO HEO-
npaBaaHHo. [IpuHsTO peleHue o NpoaoKeHun XT
MO MpeXXHEN cxeMe 10 8 KypCOB C MOCAEAYIOLIUM pac-
CMOTpEeHUEM BO3MOXHOCTU TpoBeaeHus JIT Ha 00-
JIacTh pe3uayanbHoi onyxojau. OnHaKo reMaToJoTu-
yecKast TOKCUYHOCTD (TpombouuToneHus IV crenenn,
nerikoneHud IV cTenenn) TMMUTHpOBaa MpoBeacHe
3aIJIaHMPOBAHHOTO JieYeHM. belio mpoBeaeHo 7 Kyp-
coB XT ¢ nocnenytouiein JIT ¢ Mmoaynsiuueid MHTEH-
CUBHOCTHU B cyMMapHoii ouarosoii 1o3e 30 I'p Ha 30HY
OCTaTOYHOI OIMYyXOJIU.

ITo mannabM ITDT/KT, yepe3 3 Mec nociie OKOHYA-
HUS JIEUeHUsI OCTaTOYHasl OIyXOJib HE OMpeesiaach,
MeTaboJIMUeCKOl aKTUBHOCTU He BbIsiBIIeHO. I1o pe-
synbratam KT, uepes 6 mec 1 yepes 1 roa nmpu3Hakos pe-
LIMIMBa 3a00JIeBaHMSI He OTMEUeHO. B HacTosmee Bpe-
M MAallMeHTKA HAXOMUTC IO HaboaeHrueM (puc. 3),

peryysipHo nosiydaet uHdy3uu oucdocdoHaToB.
\ o G |7

Puc. 3. KT-u3o0paxkeHus nocje jJedeHust
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BbiBOAbl

B 3axsroueHue ciaeayer OTMETUTh, UTO M3-3a PEIKO-
ctu JIMKO, HemocTaTouHOM N3y4eHHOCTH, HeOIaronpu-
SITHOTO TTPOTHO3a JAHHASI OITyXOJIb ITPEACTaBIISICT OCOOBII
WHTEpeC UISI OHKOJIOTOB. B JleueHNM MameHToB ¢ 3Toi
MaToJIOTUEN MYTbTUANCLUIUIMHAPHBINA MOAXON U UHIU-
BUIyaIM3alysl JJeYeHUsT 3aHUMaloT Beayilee mecto. He-
00XOIMMO YETKO OINPENEeJIUTh POJIb XUPYPTUUECKOTO Jie-
YEHUSI, XUMUOJTYUeBOI Teparuu, a TaKKe ITPeUMYyIIecTBa
HOBBIX METOIOB JICUCHNS (MHTCHCUBHO-MOMYJ/ISILIMOHHAS
JIT u runeprepmMuueckast uHTpaneputoHeanbHast XT),
BO3MOXHO, B paMKaX paHIOMU3UPOBAHHBIX KJIMHUYE-
CKUX MCCJIeTOBAHUIA, TTOCKOJIbKY PETPOCTIEKTUBHbIE TaH-
HbIE HbIHE HE BCEJISIIOT yBepeHHOCTH. UTo KacaeTcs nzyye-
HUS TeHeTUYECKUX U3MEHEHU, CBSI3aHHBIX C PA3BUTUEM
TAHHOTO BUA OITyXOJIM, B OYIYIIIeM 3TO MOXKET JaTh BO3-
MOXKHOCTb YCTAHOBUTD TIATOT€HE3 U OTKPBITH HOBBIC Te-
parneBTuyeckue MuilieHu B seyeHuu JIMKO.
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DESMOPLASTIC SMALL CELL TUMOR:
CHALLENGES AND PERSPECTIVES
IN DIAGNOSIS AND TREATMENT

L A. Kriachok, 1.A. Stepanishyna,
E.V. Kushchevyy, A.V. Martynchyk, I.B. Tytorenko,
S.A. Antonyuck, T.V. Kadnikova

Summary: the article presents literature data regarding
diagnosis and approaches to treatment of desmoplastic
small cell tumor. There is information from various re-
searchers in the field of treatment of this disease, as well
as own experience.

Key Words: desmoplastic small cell tumor,
diagnosis, treatment.
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