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AHHOTaNUA

JlecMorniacTuueckas MeKOKpyTJIokaeTounas omyxosb (IMKO) — ouenb pejikast 1 arpeccuBHast 3I0Ka4eCTBEHHAS Oy X0JIb
OprolHoii 1osiocTH, Briepsble ornmcanuass B 1989 1. [1]. 3aboseBaemocts JIMKO cocrasisier mpumepro 0,2 ciaydast
ma 1000000 macenenus [2]. IMKO 06bIuHO BCTpedyaeTcst y MOAPOCTKOB U MoJiopix My»kuni. [IMKO xapakrtepusyercst
BBICOKOII arpecCHBHOCTBIO U, HECMOTPsI HA KOMILIEKCHOE JIEUYeHHE, TIPOTHO3 MPHU JAHHOM 3a00JIEBAHUN OCTAeTCs KpaiiHe
nebmaronpuatHbiM. Mennana BbikuBaemMoctn 6es mporpeccuposanust (BBII) cocrasaser ot 4 no 21 Mecstia, o61ast BbIKH-
Baemoctb (OB) naxoautcs B npenenax 17 no 60 Mecsanes, a Topor 5-JeTHel BBIKMBAEMOCTH TIpeooeBaroT b 10—20%
6ospabIX JIMKO [3]. B Hacrosiiuit MOMEHT He CyIecTBYeT poTokosioB Jiederust JIMKO B cBsI31 ¢ PEIKOCTHIO HO30IOT UL
B nanHoil cratbe Mbl IIpe/icTaBIIsieM KIMHUYeCKUi ciayyail sedenus nauuenta ¢ JIMKO ¢ MHO)KeCTBEHHBIMUM MeTacTazaMu
10 GproliKHe, oJryyasiiero Jeuernue 1o cxeme VAC-IE, ¢ MakcuMaibHbIM 9 (heKTOM JieueHrsi B BUE YaCTUIHOTO perpecca.
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Annotation

Desmoplastic small round cell tumour (DSRCT) is a very rare and aggressive malignant tumour first described in
1989 [1]. The incidence of DSRCT is approximately 0.2 cases per 1,000,000 population [2]. DSRCT usually occurs in
adolescents and young males. DSRCT is characterised by high aggressiveness and despite comprehensive treatment,
the prognosis in this disease remains extremely poor. Median progression-free survival (PFS) ranges from 4 to 21
months, overall survival (OS) ranges from 17 to 60 months, and only 10-20% of DSRCT patients cross the 5-year
survival threshold [3]. Currently, there are no treatment protocols for DSRCT due to the rarity of the nosology. In
this article, we present a clinical case of a patient with DSRCT with multiple peritoneal metastases treated with the
VAC-IE regimen with a maximum treatment effect of partial regression.
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BBEJNEHUE CUBHBII THTI CAPKOM, Yallle BCETO BCTPEYAIONTNii-
IlecmoruiacTudyeckast MeJIKOKPYTJIOKJIETOUHAs! — Cs1Y MOAPOCTKOB U MOJIOJIBIX B3POCIBIX, XapaKTe-
onyxonb (JIMKQO) — kpaiine peakuii 1 arpec- pU3YIOUUIiCS IOPaKeHUEM IIPEUMYIECTBEHHO
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CEpPO3HBIX 000J0YeK OpPIONIHON  ITOJOCTH.
BriepBbie ecMoriacTu4ecKie MeTKOKPYTIOKIIe-
TOYHbIE OMNyXoJu onucanbl J[Kepaybaom
u Pozaem B 1989 1. [1].

CoBpemeHHOe JieueHne 3a00eBaHusl BKJIIOYA-
eT B ce0si coueTaHue XMMUOTEPAITUN U TAPTeTHOIM
Tepanuu, Jy4eBOW Tepanmuu U XUPYPTUU.
HecmoTpst Ha ocTusKeHust B 06J1aCTH MYJIBTHMO-
NAJTBHON Teparuu, NCX0/1 3a60IeBaHIS OCTAETCST
HEY/IOBJIETBOPUTEJIbHBIM, MOCKOJBKY Y O00JIb-
MIMHCTBA TAIIMEHTOB Pa3BUBAETCS BbBICOKUI
MPOIEHT PEeNUANBOB 3abosieBanusi. B cBsizu
C HeyTeluTeJIbHON BbIKUBaeMocTbio JMKO
OCTPO OIIyIIaeTcs IOoTPeOHOCTh B 60see apdek-
TUBHBIX U WHHOBAIMOHHBIX METOJIaX JIEYEHWSI.
B nanHoM 0630pe 06006111eHbI COBpEMEHHbBIE 3HA-
HUSI O BO3MOKHBIX MeXaHU3MaX, KJINHUYECKUX
MIPOSIBJIEHUSIX, TUATHOCTUKE, JIEYeHUN U IIPOTHO-
3e [IMKO, npencraBieHbl METOIBI JIEYEHMSI.

MOP®OJOTUYECKUE OCOBEHHOCTH
NECMOTIJIACTUYECKOIA
MEJKOKPYTIJTOKJETOYHOU ONYXOJHU

Mukpockonnueckn JIMKO mnpexncrasisiet
coboii ckorieHue rHesn u3 HeauddepeHInpo-
BAHHBIX KPYTJIBIX KJIETOK, OKPY’KE€HHBIX TIJIOT-
HOW CTpOMOW. XapaKTepHbl MHOTOYUCJIEHHbIE

gyro /IMKO umeer paznoo6pasmbiii ummyHode-
HOTUIINYECKUIT TIPOdUIh, U [a’ke TaKhe «KJac-
CUYeCcKue» MMMYHOTUCTOXUMUYECKUE MapKepPbI
JTAHHOW OIyXOJId, KaK JECMUH W IIUTOKEPaTHH,
MOTyYT He 9KcnpeccupoBaTbes (tabu. 1) [4].
MOJIEKYSIPHBIE XAPAKTEPUCTUKU
JECMOTIIACTUYECKOTI
MEJKOKPYIJTOKJETOUYHON ONYXO0JU
JIMKO xapakrtepusyercsi crenududecKoi
xpomocomuoi anomasmeit t(11;22)(p13;q12) [5].
WNurepecHo, 4To faHHAsA TPAHCIOKAIUS 3aTparu-
BaeT /[Ba TeHa, y4acTBYIONUX B PA3BUTUU OT/I€JTh-
HBIX 3JI0KaueCTBEHHBIX HOBOOOpa30BaHUil. ITO
red EWS, myTanust B KoTopoM accolmmpoBaHa
c pa3ButueM capkombl KOWHTa U MPUMUTHBHOM
HePOaKTO/IepMaJIbHOI oryxonu, u reH WT1,
y4acTBYIOIIUI B IaToreHe3e omyxosn Bumbmca.
B pesysibrare maHHOI TpaHCIOKAIMK 00pa3yeTcst
xuMepHbIit 6esjok EWS-WT1, koTopsbiii feiicTBy-
eT Kak (DaKTop aKTUBAIUU TPAHCKPUIIIIUH, PETY-
JIUPYIOTIUIT 9KCITPECCUIO TEHOB MHOTUX (paKTOpPOB
poCTa, B 4aCTHOCTH PEIENTOpPa TPOMOOIIUTAPHOTO
dakropa pocra a (PDGFRa) [6]. B Hopme
PDGFRa yvactByeT B pereHepanuu TKaHell —
obecIteurBaeT BBIPAOOTKY KOJIareHa B CTPOME,
CTUMYJUPYET HEOAHTHOTEHE3, SIBJSETCSI XeMOaT-

Ta6auma 1

Yacrora BCTpeYaeMOCTH Pa3INYHbBIX UMMYHOTHCTOXHUMHYECKUX MapKepOB IPH AeCMOIIACTHYECKOI
MEJIKOKPYTJIOKJIETOYHOH omyxo0.Jiu [4]

Table 1
Frequency of occurrence of various immunohistochemical markers in desmoplastic small round cell tumor [4]
Antureno Tun oxkparmmBaHus Yacrora sKcIpeccun, %
Jlecmun [Huronnazmatuyeckuii, yaiie OKoJIOs/Ie PHDIH, 90
TOYETHBII

dnuTenuaabHblil MeMOPaHHbII aHTUTeH [luTorasMaTuyecKuii 1 MeMOPaHO3HbII 90
WT1 x C-TepMIHATBHOMY TOMEHY Anepubtii Ilo 90
ITannurokepaTux [IuTomnasmMaTnyecKuit 1o 90
CAMS.2 IluromnasMaTnyecKuit 80-90
AE1/AE3 [uromnasMarndeckuii 70-80
Heitponcrnenuduueckas enosasa [uronnazmaruuyeckuit 75
XpomorpaHnuu [uronnmazmarnyeckunii <5
Cunanrobusns [MuTommazmaTnyecKuit 15
CD56 [luromasMaTuyecKuii 1 MeMOpPaHO3HbII 1o 80
S100 AnepHbBIil 1 MUTOTIIA3MATHYECKUI <10
I'magkoMbIleYHbIl aKTUH [luTomaasmMaTnyecKuit 18
MbimedHo-crieniupuuecKkuii akTHH [Muronazmatuueckuit 15
CD99 [lurorasMaTuyecKuii 1 MeMOpPaHO3HbII o 50
INI1 Anepubrii Jo 100

MUTO3bI U 30HbI HEKPO3a KaK 11eJIbIX OCTPOBKOB,
TaK U OTJeJIbHBIX KJIeToK. OTHaKo /10 TPEeTHU CIIy-
gaeB JIMKO wumeloT mupokuii criektp Mmopdo-
JIOTUYECKUX OCOOEHHOCTEN, YTO MOKET 3aTpy/l-
HUTH TOCTAHOBKY [AuarHo3a. BakHO OTMeTUTb,
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TPaKTaHTOM [17is1 GpUOPOOIACTOB U IHAOTENTUATD-
HbIx Kietok. ['mnepakcnpeccusi PDGFRa, Bo3-
HUKAIOIast BCJIEACTBUE JESTEIbHOCTH XUMEPHO-
ro 6eka EWS-WT1, o6yciioBinBaer rucTo/Ioru-
yeckoe crpoenne [IMKO — mnpomudeparuio
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KJIMHUYECKNI CAYUYAN B OHKOJIOTUN

CTPOMAJIbHBIX KJIETOK U aKTUBHbBIN HEOAHTHOTe-
ue3 [7]. Crout ormeTuth, ut0o EWS Tpancioka-
1S XapakrepHa He TobKo i [IMKO, Ho u i
GOJIBIITMHCTBA OITyXOJIell U3 CEMENCTBAa CAapKOMBI
IOwunra [8]. Tak:ke cemayer OTMETUTD, 4TO B 9%
CJlydaeB BCTPeYAeTCsl TOBBIIIEHHAsS 9KCIIPECCHst
aH/poreHoBbIX perienitopoB B [IMKO, uro mosker
ObITH TOTEHI[MAJbHON MUIIEHBIO B JIEUEHUU
n TpebyeT JOMOJHUTEIBHOTO uccyaenoBanms [9].
KAUHUYECKAS KAPTUHA U TUATHOCTHUKA
Knuunueckas kaptuna npu IMKO He nmeer
XapaKTePHbIX CUMIITOMOB U OOYCJIOBJIEHA C/IaB-
JIeHueM OpraHoB TIEPBUYHOM OITyXoJibio. Kak
MPaBUJIO, HA PAHHUX CTaIUSIX CUMIITOMbI 3a601€e-
BaHUs OTCYTCTBYIOT. lIpu mporpeccupoBaHum
3a00JI€EBaHUST M1 POCTE OITYXOJIU MAIIMEHTOB MOTY T
6ecriokouTh GOJIM B KUBOTE, 3aIOPbI, MOTEPSI
Macchl Teja. JKcTpaaboMuHaIbHbie (DOPMbI
JIMKO BcTpeuatoTcst ropasio peske «KJjaccuye-

CTATUYECKOTO MOPaskeHus TIeYeHN WM OPTraHoOB
MaJoTO Ta3a, a TaKKe IMPU IJIAHUPOBAHUU
XUPYPruvyeckoro sTara JeuyeHusl.

I[I9T-KT Bcero tesa ¢ 18-O/IT MokeT ObITH
JOTIOJTHUTEIbHBIM METOJOM [IUATrHOCTUKU JIJIST
OLIEHKU HaJUUYUS OTHAaJeHHbIX MEeTacTa30B
U HUCIIOJIb30BaThCSl B OTHEIbHBIX caydasx [14].

CTAZUPOBAHUE

OdunmanspbHoil  CUCTEMbI  CTAAMPOBAHMSI
JIMKO ne cymectByer. Hayes-Jordan u coasrt.
n3 MD Anderson Cancer Center (XbiocToH,
mrar Texac) IpeaIoKIIN CUCTEMY CTaAlpOBa-
H1, onMparontytocs Ha nmokasarenab PCI (perito-
neal cancer index — WHEKC TIEPUTOHEATHHOTO
KaHI[epoMaTo3a), HaJi4yKe MeTacTa30B B IeYeHn
U 9KCTpaabJOMUHAIbHOE pacIpOCTpaHEHUE
onyxosesoro mpoiecca (tabna. 2), koropas
WCITOJTb3yeTCsI Ha JIaHHBII MOMEHT B KJIMHUYe-
CKUX HccaenoBanusax [15].

Ta6numa 2

Cucrema CTaiupoOBaHUusA J€CMOIJIACTUYECKUX MEJIKOKPYTIJIOKJIE€TOYHBIX onyxoneﬁ

Table 2
Desmoplastic small round cell tumor staging system
Cramus PCI MeracTa3bl B Ie9eHI SKCTpi?eéTI;(é?;;?HBHHe
I <12 Her Her
11 >12 Her Her
I11 Jio6oit Ia Her
v JTo6oit Ja uan ver Ila

CKOI1» a0moMUHAIbHOI (DOPMBI M MOTYT JaBaTh
COOTBETCTBYIOIINE JAHHOW JIOKAJTU3AIUNA CUMII-
toMmbl. Omnucanbl WHTPaKpaHWaTbHbIe (HOPMBI
JIMKO [10], ormyxoJsiut TOJIOBBI U 111€U, CTIOHHBIX
xkese3 [11], cpenoctenus [12], TecTUKyISpHBIX
U ITapaTeCcTUKYJISIPHBbIX TKaHei [ 13].

B Memorial Sloan Kettering Cancer Center
IIPE/IJIOJKEeHA CrcTeMa CTpaTU(UKAIIY 110 TPYII-
1aM pucKa. JTa CUCTeMa pas/esiseT MalueHToB
¢ IMKO Ha Tpu KaTeropum B 3aBUCUMOCTU
OT HAJIMYMS aCIUTa U METaCTaTHYECKOTO Topa-
xenus nedenu (Ta6u. 3).

Ta6auma 3

Cucrema crpatudguKanum 1eCMOILUIACTUYECKUX MEJKOKPYIJIOKJIeToYHbIX onyxojeit MSKCC

Table 3
Memorial Sloan Kettering Cancer Center (MSKCC) image-based risk stratification system
Puck Aciur Meracrasbl B Ie4eHI nglfl/lél;:l:[jgrg_é?;ﬂgl)
IIpoMesKy TOUHBII Her Hert 61 (40-76)
Boicoknii Hanuune aciiura nim MeTacTa3oB B [I€YEHN 16 (6-29)
OueHb BBICOKUIL Jla | Jla 8(1-29)

O1yXxo/ib MOKET PacipoCTpPaHsThCs 1Mo Opio-
IIMHE, a TaKyKe B OTAaJIeHHbIe OPTaHbl U JTUMDO-
y3JIbl, Yallle B JIETKKeE, IIe4e€Hb, KOCTHBIN MO3T.

CrangapTHBIM METOZOM HMHCTPYyMEHTaJIbHOIT
nuarnoctuku [IMKO saBsisieTcss KOMIbIOTEpHAS
tomorpadusi. MarHUTHO-pe30HaHCHOE MCCIIe0-
BaHUe MOKeT ObITh OoJiee WHMOPMATUBHO IS
OIIEHKH CTeIeH! PACIIPOCTPAHEHHOCTH OITy XOJIe-
BOTO IIPOIIECCa, B YaCTHOCTU OIIpeeIeHsT MeTa-

Takum ob6pasom, S-ynetasiss OB B rpyrirme mpo-
MEKYTOUHOTO PHCKA JOCTUTAETCS B CpeIHeM
y 61% mareHToB, B rpyIiie BHICOKOTO PHCKa —
y 16%, a B rpyIIIe O4eHb BHICOKOTO pUCKa — y 8%.

[Tpeamnosnaraaock, 9To IMPOTHO3 OYAET CIIYKUTh
PYKOBO/JICTBOM /1Jis TIPUHSTHUS PEIIeHN O TaKTH-
Ke JieUeHUs], HO BBU/LYy TIEPEKPBITUSI JOBEPUTETh-
HBIX WHTEPBAJOB /JsI KaTeropuil BBICOKOTO
U OYeHb BBICOKOTO PUCKA W OTCYTCTBUS BHEIIIHEN
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BaJIU/IAIINY 9TOU CUCTEMBbI, ee 3HAYUMOCTh TT0Ka
He sicua [ 16].

JIEYEHUE JOKAJBHBIX ®OPM
AECMOTIIACTUYECKUX
MEJKOKPYTJTOKJETOUYHBIX ONMYXOJIEM.
XVUMUOTEPAIINI

Jlyisi TaInMeHToB € OTCYTCTBUEM 3KCTpaadIo-
MUHAJBHBIX METACTA30B CTAHAAPTOM SIBJISIETCSI
MYJbTUMOANbHBIN TOAXOA K JIEYEHUI0O — 39TO
UCIIOJIb30BAHUE arpecCUBHON IMOJTUXUMHUOTEPA-
NUU, TIPOBE/leHNE XUPYPTUUECKOTO JieUeHUs
B 0O'beMe TOJTHOI IIUTOPEAYKIINH, a TAK)Ke JIyJe-
BOII Teparnuy Ha BCIO 00J1aCTh OPIONITHO ITOJIOCTH
u mosoctu masnoro taza (WAP-RT — whole
abdominopelvical radiotherapy) [17].

[IpuHuMasi BO BHUMaHWE arpecCHBHBIN POCT
OITyXOJIM, OCHOBHbBIE PYKOBOJICTBA TIO JIEYEHUIO
JIMKO pexoMeHyIOT HAUMHATD JieueHue ¢ T0JIn-
xumuorepanuiu [ 18]. I dexTuBHasT cxemMa XUMIO-
Teparuu Oblia oKa3aHa B ucciaenoBannu Kushner
U COAaBT., B KOTOpOM 12 marmeHTaM MPOBONIOCH
nedenue 10 cxeme P6 protocol (VAC-IE) —
VICTIOJIb30BAHUE AJIKMJIMPYIONINX areHToB (IIMKI0-
docamug mm ndocdamu), BAHKPUCTUHA, TOK-
COpyOUIIMHA, YepeayIouuxcsi ¢ 9TOIMO3UI0M
n undochamumom. Ilpn Meamane HaOMOLEHUS
22 Mecsitia MeinaHa 6e3pernMBHON BbIKIBAEMO-
ctu coctaBuiia 19 mecsnes. /lanee nmarueHTam mpo-
BO/IIJIACH 1TUTOPEYKTUBHAST OIEPALUST U AbIO-
BaHTHas JyuyeBas Teparnus [19]. B npyrom mccie-
noBanuu Schneer ¥ COaBT. TIPOIEMOHCTPUPOBAJIH
6osiee IIATENbHYIO GECCOOBITUIHYIO BBIKHIBAE-
MocTh B 29,4 Mecsiia 110 cpaBHeHwmio ¢ P6 protocol
IIPU UCIIOJb30BAHUKM XMMUOTEPAIIUU T10 CXEMe
VAIA — wudocdamu, BUHKPUCTHH, TOKCOPYOU-
uH, aktunomutia D [20].

XUPYPTUUECKOE JTEYEHUE

YacToli uHTpaoliepallMOHHONW  HaXOJIKOW
SIBJISIETCST KAHI[EPOMATO3 OPIOIINHBI, TPU 3TOM
pasMep WUMILJIAHTATOB MOJKET BapbHPOBATHCS
or 1 MM 10 40 cM. BreInosiHeHue TIEPUTOHIKTO-
MHUM PEKOMEHIOBAHO [IJISI JIOCTUKEHUSI TOJIHOM
nutopenykiu. Llenecoob6pasHocTh Xxupyprude-
CKOIl pe3eKIIUu CJie[yeT OIEHWBATh IOCHEe TPO-
Be/leHUs 4—6 IUKJIOB HEOAhIOBAHTHON XMMHO-
teparu [21]. [Tomnas nutopeayKius accomnu-
pYyeTcsi ¢ TIOBbIIIeHnEM OOIIell BbIXKMBAEMOCTH.
Hanpumep, Bo dpaHIly3cCKOM HCCIe0OBAaHUN
Honoré u coaBT. moka3aHo, 4TO TP BbITIOJIHE-
HUU TIOJIHOHM TUTOPEeNyKIMKU 00masi BbIKUBae-
MOCTb COCTaBuWJIa 38 MeCSIEeB IO CPaBHEHHIO
c 21 MecsamMu B TPYyIIle MallUEHTOB, KOTOPbIM
OblLTa BBITIOJTHEHA HETOJIHAS IIUTOPELYKITUS WJIN
BOOOIIE He BBITIOJHAJIOCh XUPYPTrUYECKOe Jieue-
Hue [22]. Anajoruunbie pe3yJibTaTbl OTOOpaske-
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upl B ucciaegosanun or MD Anderson Cancer
Center — memmana OB cocraBsuima 31 mecan
B TPYIITIe MAIlueHTOB C MTOJTHBIM y/laJleHheM OITy-
X0JIEBOTO TIOpa)keHus u Bcero 13 Mecsies npu
HEIOJIHOM 00beMe OTlepaTUBHOTO Jiedenus [23].

OCHOBHBIMU KaH/IU/IATAMU HA XUPYPTUUYECKOE
JiedeHue SIBJISTIOTCS TTAIIUEeHTDI, Y KOTOPBIX OTCYT-
CTBYEeT MeTacTaTu4yecKoe TOopa’keHue IMedeHu
U KOTOPbIM TEXHUYECKU BO3MOKHO BBITTOJHUTD
MOJIHYIO IIUTOPeyKIHIO. [laruenTsl ¢ CHHXPOH-
HBIMU MeTacTa3aMu B Ie4eHb OObIYHO He pac-
CMATPUBAIOTCS [IJII TIPOBE/IEHNUsT OTepaIly, TakK
KaK WX BBDKMBAEMOCTDb IOCJE OIMepaify COIo-
CTaBUMa C pe3yJibTaTaMu IIPU TTPOBEIEHUN TOJTb-
KO MTOJIMXUMUOTEparuu [ 24].

JIVUEBAS TEPANIUSI

Kouconupupyiomass ~ gydeBasg  Tepamnus
C 1IeJIBIO0 JIOKOPETMOHATBHOTO KOHTPOJISI B 00be-
Me WAP-RT kak yactb MyJIbTUMO/IQJTbHOTO Jieye-
nust JIMKO Briepsbie onicana Kushner u coast.
B 1996 r. [19]. B uccnemosauuu or Memorial
Sloan-Kettering Cancer Center ormeuyena poJib
TPUMOJlaJIbHOU Tepanuu — TpexJseTHsas OB
cocraBmiia 55% Yy MAallMe€HTOB, KOTOPBHIM ObLIH
BBITIOJIHEHBI XUMUOTEpAIus, Olepalus u Jyde-
Bas Teparivis, a y TPYIIIbl MAIIUeHTOB, Y KOTOPBIX
ObLIT TIPOTIYIIIEH OINH U3 JJAHHBIX BU/IOB JIEUEHUS,
tpexyetHsist OB cocraBuia 27% [21].

WAP-RT B arbioBaHTOM pesKUMe ITPOBOUTCS
B MaKCHUMaJIbHO MOMYyCTUMON CyMMapHOU 103e
B 30 I'p, ¢ 6ycrom miu Ge3 HEro Ha pe3u/yasib-
HYIO OITyX0Jhb. YacToTa U BHIPAKEHHOCTD JKey-
JIOYHO-KUTIEYHBIX W TeMATOJOTUYECKUX OCJIOXK-
HEHUIl MOTYT OBITh CHUKEHbBI 32 CUET MCII0JIb30-
BaHUs JIy4eBOIl Tepanuy ¢ MOAYJIUPOBAHHOM
untencusHoctbio (IMRT) [25, 26].

BHYTPUBPIOMHAS TUNEPTEPMUYECKAS

TEPATING (HIPEC)

YuutbiBasg BBICOKUN PUCK Pe3uayalbHON
OCTATOYHOU OIyXOJId, Ja’ke TPU TPOBEeHUU
XUMHUOTEPAINUN U yJaJleHu! BCeX BUIUMBIX OITy-
xoneBbix ouaros, HIPEC wmoxer paccmatpu-
BAaThCsl KaK JOMOJTHUTENbHBIM METOJ JIeUeHUSs
NUIST YTy UIIeHNST JIOTOPETHOHAIBHOTO KOHTPOJIS.

HawubGosee pacripocrpanennas cxema HIPEC
BKJI04yaeT nucratun 100 Mr/M2 mpu Temiepa-
type 41° C B Teuenne 90 MUHYyT.

B uccinenosanun II daspr 14 marmentam 6blia
MpoBe/ieHa HeoabIOBAHTHAS XUMUOTEPAIHS
U IUTOPEAYKINS B TTOJTHOM WJIU TIOYTHU TIOJHOM
oObeme (2,5 cM OCTaBLIEHCS OIyXOJIN), & 3aTEM
HIPEC u WAP-RT. O611as TpexJieTHsIsI BbIXKH-
BaeMOCTb cocTaBmiia 79%, Mennana 6e3penuins-
HOMl BBIXKMBAEMOCTH cocraBujia 14 Mecdries.
Y 100% marieHToB ¢ U3HAYaJIbHO OTCYTCTBYIO-
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UMY [TeYeHOYHBIMU U TTOPTAJbHBIMU MeTacTa-
3aMi He ObLIO 3apPerucCTPUPOBAHO MECTHOIO
penuauBa 10 OpiomuHe. ABTOPbHI IIPUILIN
K BBIBOAY, 4uTO mosHas 1uropenykiusi, HIPEC
u WAP-RT sasnstiorcst 9 heKTUBHBIM METO/IOM
JokajgbHOoTOo KOHTposiss mnipu JIMKO [27].
Opmnako ¢paHIy3cKoe paHIOMU3MPOBAHHOE
MCCIeIOBaHNe He MOKa3ajo yIydIleHus OOIIei
BbIKUBaeMmoctu nipu ipoenenun [PEC naruen-
TaM C MOopakeHreM OPIONIMHBI 1TOCJIe XUPYPru-
yeckoro aTana Jiedenus [28]. PerpocrniektuBHoe
uccienoBanne Bo DpaHIWU, OXBaTHBIIEe
neprog ¢ 1991 mo 2015 r. u Braouyusinee 107
MMaIMeHToB 6e3 9KCTpalepUTOHEAIbHBIX MeTa-
CTa30B, TaKyKe He TMOKa3aJ0 YJIydIleHus oomieit
BbikUBaemoctu 1pu nnposegennu HIPEC nocre
MOJTHOM 1TUTOpeyKimu [29].

HOBBIE MUIIEHU CUCTEMHON TEPAIIUU

HecmoTpss Ha MyJIbTUMOJAIbHBIN TOMXO/I,
BepoATHOCTD pasButus peruausa [IMKO kpaii-
He BbICOKA. Bropast munust teparuu HeabheKTns-
Ha B GOJIBIIIMHCTBE CJTyYaeB, MOITOMY Ha JaHHBII
MOMEHT GOJIbIIIOe BHUMAHKE YIEJSETCS TOUCKY
HOBBIX MWUIIIEHEH, Ha KOTOPble MOXKHO BO3/IEii-
CTBOBaTh TapreTHoil Tepanueir. OTaenbHOe
nanpasienue B usydennn [IMKO mnocsieno
NEeCTBUI0 MHTUONTOPOB TUPO3UHKUHAS.

[Tasonanu6 — TEepoOpasbHBIil MYJIbTUTHPO-
3UHKUHA3HBIII MHTUOUTOP BTOPOTO IOKOJIEHUS.
Omn peiictByet B ocHoBHoM Ha c-KIT, VEGF 1,2
u 3, PDGF anbda- u 6eta-perenTopsbl; 1 B MEHb-
mreii crertedn Ha FGFR 1 1 3[30]. B uccnenosa-
nnn PALETTE 369 mamuentoB c¢ capkoMamu
MSITKUX TKaHell ObLITM PaH/IOMU3UPOBAHBI B J[BE
TPYIIIIbI, TOJYYaBIINX Ma30MaHn0 UK 11a1eoo.
Menuana BBII cocrasuina 4,6 mecana (95% CI:
3,7-4,8) ana mnasomanuba 10 CPaBHEHUIO
¢ 1,6 Mmecsiiamu B rpyme miaie6o [31].

O6bennuennblil aganus nanuentos ¢ JIMKO,
MIPOXO/IUBINKX JieYeHUe T1a30IMaHuO0M B paMKax
uccnegosanus EORTC II ¢asp (3 nanumenra),
EORTC III ¢rassr (3 manuenrta) u B mporpaMmme
pacumpeHHoro aocrymna B BemukoOpuranuu (3
naiyenTa), IPeACTaBUI JaHHbIE 110 MeJuaHaM
BBII u OB, pasubie 9,2 mecsa u 15,4 Mecsia
cooTBeTcTBeHHO. KOHTpoJsIb Has 3aboJieBaHUEM
nocrurajics B 78% ciydaes [32].

Takske mcciemoBasicss APYroil TUPO3MHKUHA3-
HBIIT THTUOUTOP GeBaIM3yMad B COUETAHUY C HPU-
HOTEKAHOM U TE€MO30JIOMUJIOM B TIEPBOU JIMHUH
jgeyenuss Meracrarudeckoin /IMKO. B sTtom
MMAJIOTHOM MccaeqoBann 14 m3 15 mammeHToB
3aBEPIIIA KypC JieueHUsI, COCTOSIBININI U3 JBYX
IUKJIOB II0 JaHHOII CXeMe, 3aTeM CMEHSIOIIIXCS
cxemoii P6. Hacrora 00beKTHBHOTO OTBETA COCTa-

Buia 27 % Ha cxeme ¢ 6eBanu3yMaboM U He MMeJia
3HAYMMBIX T060YHBIX 3 deKrToB [33].

Ha nanHbBIil MOMEHT NPOBOMTCS UCCJIE/IOBA-
mne CAMPFIRE (NCTO04145349) no ouenke
spbexkTUBHOCTH JiedeHUsT TpH A00aBJIEHUN
pamyimpymada K rukiaogochamMuay 1 BHHOPE-
6WHYy 10 cpaBHeHUIO ¢ IuKJI0DochamMuIoM
1 BUHOPEJOUHOM.

[Iyts PI3K/AKT,/mTOR Ttakske siBisieTcst
MOTEHINATHHON MUIIEHBIO IS TAPTeTHOTO BO3-
NEeNCTBUS, TaK KaK ero aKTUBAI[Us OINUCaHa
B Pa3BUTUU MHOTHUX capkoM [ 34]. UccnenoBanme
in vitro TOKa3aJI0 MHAYKIIUIO aTloNTO3a KJIeToY-
Hoit muaun [IMKO npu ucnonb3oBaHuu para-
muinHa, naruéuropa mTOR. OxHako maHHbIE
06 2 dEKTUBHOCTH B KJIMHUYECKOH IPaKTUKE
UHTUOUTOPOB 3TOW TPYIIbI OTPAHUYEHbI €/H-
HUYHBIMU KJUHUYECKUMU CJIydasiMu, Jubo
uuarn6utopsl mMTOR npumensiorcss B KoMOnHa-
A C JAPYTMMHU TapreTHbIMK IIperapaTamu.
Hamnpuwmep, Tarek u coaBt. B cBoeM coolrieHun
JIOJIOSKUJIA O COOCTBEHHOM OITIbITE TTPUMEHEHUSI
BUHOpeIONHA, nKI0dochaMuia 1 TeMCUPOJIH-
Myca y O TAIlHWeHTOB C PeluAuBUPYIOIIei
IMKO. ¥ Bcex mnaiueHToB ObLT JAOCTUTHYT
YaCTUYHBIN OTBET, Me/lMaHa BPEMEHW [0 TpO-
rpeccupoBaHMs cocTaBuia 8,5 Mecsiies [ 33 ].

YautbiBasi OTJAUYUTENBHYIO OCOOEHHOCTD
IIMKO ot apyrux omyxoseil cemeiicTBa capKo-
MbI FOuHra, 2 UMEHHO TIOBBIIIEHHYIO SKCITPECCUTO
AH/IPOTEHOBBIX PEIENTOPOB, I1eJIecO06pa3Ho pac-
CMOTPETb BO3MOKHOCTb TapTeTHOTO BO3JIeii-
CTBMSI M Ha JAHHYIO TOTEHIIMAJIbHYIO MUIIEHb.
Fine u coaBT. 06HAPYKUJIM PEIETITOPHI aH/IPOTe-
Ha y 10 u3 27 nanuentos ¢ [IMKO wu in vitro
TIOKa3aJI POCT OIYXOJIEBBIX KJIETOK TIPU UX CTU-
MyJIsIiy aurugporecrocreporom. Ilectu maru-
€HTaM C TMOBBINIEHHOI 9KCIIpeccueil aHaporeHo-
BBIX PEIENTOPOB Oblja IMPOBeIeHa Teparus
OVKATyTaMUIOM W JIEHTIPOpPEeTMHOM. Y Tpex
MAlMEeHTOB JOCTUTHYT KJANHUYECKHi 3(pdeKT:
y 1 — 4dactuunblii otBeT, y 1 — MUHUMaJIbHBIN
otBeT, y 1 — crabunmnsarnus. Tpu maimeHTa, oTBe-
TUBIIME HA TEPaIuio, UMeJU U3HAYaJbHO HOP-
MaJIbHbINl YPOBEHb TECTOCTEPOHA, a TPU TallU€eH-
Ta, HE OTBETHBINUX Ha JieuyeHWe, NMeIN KacTpa-
IIMOHHBIN yPOBEHb TecTocTepoHa [36].

JIMKO umeer Bbicoknii yposenb PARP1, nau-
6oJiee pacrpocTpaHeHHOTO (hepMeHTa ceMelicTBa
PARP, 1 komOuHa1us oyarapuda 1 TeMO30JI0MHU-
Jla TIPOJIEMOHCTPUPOBAJINA YCUJIEHHBIN MTPOTHBO-
ormyxouieBblit addekt in vitro u in vivo [37].
Kom6unars tpabekreiuia u onarapuba npoje-
MOHCTPHPOBaJa MHIMOMPOBaHHE MPOJIeparim
OITyXOJIEBBIX KJIETOK CapKOMbI Ha MbIITUHBIX
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MoziesistX. B manHoM sKcriepruMenTe Tpy IprMeHe-
HUU ojiamapuba B MOHOPEXHME, perapaiuu
OJTHO- W ABYXIIENTOYeuyHbIX pas3pbiBoB /[HK nHe
ormeuasioch [38]. Ha manublii MOMEHT Belercst
pPaHZIOMU3UPOBaHHOE UcceqoBaHue 2-if (has3bl
(NCTO03838744) 110 n3yuennto KOMOMHAIMN TPa-
OekTemrHa 1 oamapuda y mpeajedeHHbIX Talu-
€HTOB C METAaCTaTUYeCKON CAPKOMOM.

N3BecTHO, 4TO TPU capKOMaxX PeKOMEH/I0BAaHO
ucciefoBaHre Ha HaJIU4YUe CJIUSHUS TEeHOB
NTRK, cay:xaree ocHoBaHWEM /1Jis1 HA3HAYEHUS
JapoTrpekTuHn6a wuan dHTpekTuHmO6a [39].
HenaBHo ObLI0O 1MOKa3aHO, YTO CJIMSIHUE T€HOB
EWS-WT1, cmoco6cTByeT  TpaHCKPUIIIUU
NTRKS3, a unru6uposanne NTRK3 B kierkax
in viVOo M in VIitro PU UCIIOJb30BAaHUU 3HTPEK-
TUHUOA MPUBOINT K 3HAUUTEBHOMY CHUKEHUIO
pocTa KJIETOK. ITO OTKPBIBAET BO3MOKHOCTD JIJIsT
6ynyuux ucnbitanuii naruéuropa NTRK mpu
IIMKO [40].

KINHUYECKUN CIYUYA

IMamuent 27 netr, cuuraer ceOd OOJNbHBIM
c mionsg 2021 1., Korna mpu Masiblaiuu ObLIO
obHapy:KeHO 0oOpasoBaHMe IMpaBoro suvka. M3
aHaMHe3a W3BECTHO, YTO B JIETCTBE TAI[UEHTY
ObL7Ia BBITTOJIHEHA OPXOTIEKCHS. YUUThIBasi BO3-
pacT marnuenTa u JOKaJIN3aIuio epBUYHOI OITy-
XOJIM, JWarHoCTHKa  Oblia  HalpaBJieHa
Ha UCKJII0UYeHNe TePMUHOTEHHO OITyXOJIu.

Anamu3pl KpoBu Ha asbpaderonporent,
XOPUOHWYECKU TOHANOTPOIUH, JAKTATAETH/I-
poreHasy HaXOAWJINCh B TIpefesax pedepenc-
ubix 3Havenuil. [lo maHHbBIM MarHUTHO-pE30-
HAHCHOTO WCCJIE/IOBAaHNUSI OPTAaHOB MOIIOHKH
oT 24.07.2021 omnpenenssics yTOJIIEHHBIN TpPHU-
NIATOK TPaBOTO sinuKa c fedopMaliyeil 3a cuer
HECKOJIbKIX OObEMHBIX 00pa30BaHUIl C COJIM/I-
HO-KUCTO3HOU CTPYKTYPOH, pasmMepamMu
no 13 mM. JloTOTHUTENBHO OTPeesisiinuch
HECKOJIBKO 00BbEeMHBIX 00Pa30BaHUIl ¢ YETKUMU
1 OYyrpUCTBIMU KOHTYPaMH, OJTHOPOIHON CTPYK-
Typo#l BIOJIb 3aJlHENl CTEHKW HUKHEro Kpas
MOMIOHKU pa3MepoM 24x19x10 MM, B TpoKcH-
MaJIbHOM OT/IeJie CEMEHHOTO KaHAaTUKA Ha yPOB-
He TIyOOKOTro 1MaxoBOTO KOJIbIla JBa 0Opa3oBa-
Husi, pasamepom 15 m 12 mm. Tak:ke ompeness-
Juch 00pa30BaHMsl B TPOCTPAHCTBE MEK/Y JTHOM
MOYEBOTO Ty3bIps W TIPSIMON KUIITKOU U B JIEBOI
MO/IB3/IOIITHOI 06JIaCTH HA YPOBHE /IHA MOYEBOTO
nysbips (puc. 1).

[Marment 6611 OOGCTEn0BaH. [To pesysnbratam
KOMITBIOTEPHOI TOMOTpaduu OpraHoB T'PYIHOM
KJIETKU ¥ OPIONIHO TMOJIOCTH C BHYTPUBEHHbBIM
kontpactupoBanuem oT 08.08.2021 ganHbIX, CBU-
JIETEIBCTBYIONNX O HAJTUINK 00hEMHOTO 00pa3o-
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BaHMs, MorydeHo He 6b110. 12.08.2021 manmenTy
BBITTOJTHEHA  OPXO(YHUKYJIKTOMUST ~ CIIpaBa
C TOJIOKUTENbHBIM XUPYPrUYeCKUM Kpaem
pesekiun. [To gaHHBIM TTATOMOPQOIOTUYECKOTO
HCCJIEIOBAHNS AUArHOCTHPOBaHa HuU3Komaudde-
PEHIIMPOBAHHAS OIYXOJb COJMIHO-THE3IHOTO
CTPOEHMSI, C HEKpO3aMU B I[EHTPaJbHbBIX 00Ja-
CTSIX U BBICOKOM MUTOTHYECKON aKTUBHOCTBHIO.
[Ipu npoBeneHUM UMMYHOTUCTOXMMUYECKOTO
nccyeoBaius B peepeHCHOM IIEHTPe JAUarHo-
CTMPOBaHa SKTONMMPOBAHHAS aHAILJIACTHYECKast
MEHUHTHOMa IapaTeCTUKY/JISPHBIX  TKaHEeil.
Kietkn omyxomm cimabo (okaabHO TO3UTUBHBI
Ha CK8 (EP 17), PR, EMA, HeratusHble Ha calre-
tinin, CD56, chromogranin A, desmin, inhibin
alfa, ki67, OCT3/4, p40, PAXS, S100, SALL4,
synaptophysin, WT1 k N-tepmunaibHOMy 10Me-
ny. Ciaenyer oOpatutTh BHUMaHUE, YTO TOJIOKH-
TeJIbHAsl HKCIIPECCUsI OIyXOJEBbIMU KJIETKaMMU
PEIENTOPOB MIPOTeCTEPOHA He OYeHb XapaKTepHa
st JIMKO, ogHako onmucanbl KITUHUYECKUE CITY-
Yyay, T/e yKasaHa ToTeHInaabHas 3(pQeKTuB-
HOCTb aHTUACTPOTeHOB B JyiedeHuu ESWR-nosu-
TUBHBIX KPYIJIOKJIETOUHBIX CAPKOM C ITOJIOMKH-
TEJIbHOI SKCITpeccueil K nmporectepony [41].

Puc. 1. MPT-ckannt ot 24.07.2021
Fig. 1. MRI scans dated 07,/24,2021

[TarmenT ObLT OCTaBJIEH MO AUHAMUYECKOE
Ha6uionienue, onnako npu KT opranos masoro
Taza C BHYTPUBEHHBIM KOHTPACTHMPOBAHUEM
ot 30.11.21 BBIsIBJIEHO TIpOrpeccHpoOBaHme 3a00-
JIeBaHUsI 3a CYET TOSIBJIEHUS MHOKECTBEHHBIX
MHOTOY3JIOBbIX 00pa3oBaHUil 10 OpIOIITHE
HEOJTHOPOJIHON CTPYKTYpPbI 3a CYeT HEeKpo3a,
HanOoJibine: pasmepoMm 68x53 MM Haa Moue-
BbIM Ty3bipeM M 66x38 MM Haa ceMeHHbIMU
My3bIPbKaMU, TECHO TIpUJierasi K HUM U BepxHe-
aMITyJIIPHOMY OTzeNy npsMoil kumku (puc. 2).



Ne 1 (2) 2024

KJIMHUYECKNI CAYUYAN B OHKOJIOTUN

C nexabpst 2021 o deBpasb 2022 1. IpoBeIeHO
3 IIUKJIa CUCTEMHON T€PAIUHU TI0 CXeMe TEMO30JI0-

Puc. 2. KT-ckanb ot 30.11.2021 1.
Fig. 2. CT scans dated 11,/30,/2021

MuJ ¢ GeBaI3yMaboM ¢ MakCHMaJIbHbIM 3 dek-
TOM B BH/Ie cTabusm3aryu mpoitecca. OHaKO mpu
KOHTPOJIbHOI MPT GpromTHoil MoJIOCTH U MaJIOTO
Taza C BHYTPUBEHHBIM KOHTPACTUPOBAHWEM
ot 14.02.2022 BbISIBIEHO ITPOTPeCCHPOBaHLE 3200~
JIeBaHUsI B BU/IE TIOSIBJIEHUST OOpa30BaHUil B/IOJIb
KarcyJpl anadparMagbHOl U BUCIEPATbHOI

B JQJbHENIEM CTaJ0 M3BECTHO, YTO TAI[UEHT
OTKa3aJIcsl OT ero rpuema.

[TarieHT 0OpaTUICS 32 MEAMIIMHCKOW TTOMO-
mpio B CII6 TBY3 «Topoackoil KAMHUYIECKHit
OHKOJIOTUYECKUIT IUCTIAHCEP> TS 00OCTe/10Ba-
HUS ¥ TTPOJIOJKEHUST JIeUeHUSI.

[To nanubim MPT opranoB GpIOIIHOII TOJIOCTH
U MaJIOTO Ta3a ¢ BHYTPUBEHHBIM KOHTPACTUPO-
BanueM ot 12.09.2022 6piomrHoii 110JI0CTH OTpe-
NeJisieTcsi  MHOKECTBEHHble  00pa30BaHUS
110 OpIoHE, MAaKCUMAJIbHbBIE TI0 BUCIIEPAJBHOI
MOBEPXHOCTU TleueHu pasMepoM 39x69 mwm,
B BOpPOTax IreueHu pazmepom 45x23 mm. IHekc
nepuToHeanbHoro Kaumepomarosza (PCI) 23.
B nosnoctu manoro Taza Mek/1y MOUEBbBIM ITy3bl-
peM, CeMEeHHBIMU Iy3bIPbKaMU U MPSAMON KHUIII-
KOl BU3yaJu3upyercs o0beMHOe oOpa3oBaHUE,
pasmepamu 116x83x97 MM ¢ KoMIipeccueii opra-
HOB MaJIOTO Tasa U Iepexo/isiiiee B aHaJIOTUYHOe
ob6pasoBaHue OPIOINIHOI TIOJOCTH, pa3Mepamu
112x55x134 MM, c WHBasWell B TEPENHION
GPIOIIHYIO CTEHKY M 11T Kuinku (puc. 3).

Puc. 3. MPT-ckannbi ot 12.09.2022
Fig. 3. MRI scans dated 09,/12,2022

TTOBEPXHOCTHU TTeYeHN, pa3MepoM 110 32x 18x65 mm,
a TaKyKe POcTa KMCTO3HO-COJUIHOTO 00Pa30BaHus
HaJl MOYEBBIM IIy3bIpeM pa3MepoOM OKOJIO
112x86x93 mm. OmnpenesisieTcsi ”HBa3UsI B KJeT-
YaTKy, CT€HKU CUTMOBUHOW, TOHKOW KHWIIKH,
OproINHY OOKOBBIX CTEHOK Ta3a, BEpOSITHAsI
WHBA3WsI CEMEHHBIX ITy3bIPHKOB C JIBYX CTOPOH.

B despasie 2022 r. BBIOJHEHO MOJIEKYJIISIPHO-
reHeTH4YecKoe UCCle/loBaHne — BbIsIBJIeHA TPAHC-
gokanust EWSR1-WT1. HecmoTpst Ha BbIsIBJIEH-
HYI0O TPaHCJOKAINIO, He ObLT TPOBEEH Tepe-
CMOTP THCTOJIOTUYECKOTO W MUMMYHOTUCTOXUMHU-
YeCKOTO HCCAeJ0OBaHUM, JUarHo3 IalueHTa
paciieHMBAJICSl KaK 9KTOIMPOBAaHHAs aHAILJIACTH-
YyecKass MEHUHTHOMa TapaTeCTUKYJISPHBIX TKa-
Hell. B kauecTBe BTOPOI TMHUYM CUCTEMHON Tepa-
nuu ObLT PEKOMEHIOBAaH METOTPEKCAT, O/[HAKO

[TarieHTy pEKOMEHIOBAHO JI000C/e/I0BaHNE
C YYeTOM [IMarHo3a sKTOIMPOBaHHAs aHATLIACTH-
Yeckass MEHUHTHOMA IapaTecTUKYJISIPHBIX TKa-
Hell. YuuTbiBasi JaHHbIE JTUTEPATYPbI, PEKOMEH-
noBaHo onpenenenue akcrpeccun PD-1L.1 u omnpe-
nenennie Tpanciaokaiuii cemeiictBa NTRK.

[Ipy UMMYHOTUCTOXUMUYECKOM HCCIeA0Ba-
HUU TI0JTyuYeHa HeraTuBHas peakius Ha 9KCIIpec-
cuio PD-L1 (knon SP142) npu KoMOMHUPOBaH-
HOI OIleHKe, a TIPU MPOBEJIEHNHN MOJIEKYIISPHO-
reHeTUYeCKOr0 WUCCIeOBAaHUSA He BBISIBJIEHO
tpancaokanuii cemeiictBa NTRK.

YuuTeiBasg peaKoCcTb HO30JIOTUU, BBITIOJHEH
MePecMOTP TUCTOJOTUYECKOTO U UMMYHOTHUCTO-
XUMUYECKOTO MaTepuasa, o pe3yabraraM KOTo-
PBIX C YyYeTOM BBISBJIEHHON TPaHCIOKAIUN
EWSR1-WT1 mmarnoctupoBana [[IMKO.
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C centss6ps 2022 o maii 2023 r. mpoBezieHo 6
IIUKJOB BTOPOU JIMHUM CUCTEMHOW Tepanuu
1o cxeme VAC-IE (BUHKPHUCTHH, IOKCOPYOUIINH,
mukaopochamuy, sromosua, udocdamur)
¢ MaKCUMaJbHBIM 9((HEKTOM B BH/IE€ YACTHYHOTO
perpecca. K ocnoxuenusim jeyenusi Ha ¢hoHe
y TalueHTa oTMeuyeHa HeWTpomenusi IV cr,
tpomOonuronenus 111 cr., ogHako jeuenue mpo-
BOJIMJIOCH 6€3 PeIyKIINI /103 TIPEapaToB 3a CUeT
npodunaktuku [-KCD. Ha dbone mpoBoanmoii
Tepanuy MaiueHT OTMETUJ KyTrpoBaHue 6osie-
BOTO CUH/IPOMa B OPIOIIHOI ITOJIOCTH.

[To pamnubiM KT opranoB rpyaHoil KJETKH
1 GPIOIITHOI TIOJIOCTU C BHYTPUBEHHBIM KOHTpa-
crupoBanueM ot 27.05.2023 onpenensinch cyo6-
KaICyJIsipHbIe 00Pa30BaHUSI MT€YEHN MaKCUMAaJTh-
HBIM pa3MepoM /10 23 MM, pa3Mepbl paHee olpe-
NefisieMbIX 00pa3oBaHMil 10 OpIOIIMHE yMEHb-
muanch 10 23x18 MM B TIpoeKIMu IMpaBoOit
ITO/IB3/I0IIHOM 00/1acTH, 00pa3oBaHUs Ha yPOBHE
paBoii mouku perpeccuposanu (puc. 4).

1[epajJbHOIl U TMapueTanibHOW OPIONIMHBI HaJl
MOYEBBIM ITy3bIPEM, CEMEHHBIMU ITy3bIPbKAMU
U TPsSAMOW KHIIKOW oOpa3oBaHUE pa3MepoM
35x27x46 MM, B 0o06sacTy OOJIBIIOTO CAJIbHUKA
obOpaszoBaHue pasmepoM 54x31x50 MM, mpue-
JKallee K CUTMOBUIHOW KHINKE U BEPXYIIKe
MOYeBOro my3bipsa (puc. 5).

Jlanee maimeHT ObLT OTIIPABJIEH O/ IMHAMI-
yecKoe HaOJII0/IeHIe, OJJHAKO B ceHTsiOpe 2023 T.
MAIMEeHT OTMETUJI MTOsiBJIeHNe GOJIEBOTO CUHIPO-
Ma B OpromrHoii mosoctu. [Ipu moo6eaenoBanum
no naaubiM MPT masioro taza ¢ BHyTpUBEHHBIM
KoHTpacTupoBanuem ot 26.09.2023 6bu10 3aduK-
CHPOBAHO TpOrpeccupoBaHne 3a60JeBaHUS:
pocT 00pa3oBaHUsI MEKIY MOYEBBIM ITy3bIPEM,
CEMEHHBIMM Ty3bIPbKaAMHU U TPSAMON KHUIIKOI
pazmepom 60x96x110 MM 1 B o6s1acTu GOJIBIIOTO
caJibHUKa pazMepoM 55x79x85 mm (puc. 6).

B Opromuoit monoctu mo ganubiM KT
or 29.09.2023 oTMeueH POCT CYyIIECTBYIOIIMX
U MTOSIBJIEHUE HOBBIX 00Pa30BaHuUii 10 OPIONINHE:

Puc. 4. KT-ckams! ot 27.05.2023
Fig. 4. CT scans dated 05,/27,/2023

Puc. 5. MPT-ckaub! ot 17.06.2023
Fig. 5. MRI scans dated 06,/17,/2023

[To nanubim MPT masioro taza ¢ BHyTpUBeH-
HbIM KoHTpactupoBanuem ot 17.06.2023 otmeua-
JINCh MHOTOYKCIEHHBIE 00Pa30BaHUs BIOJIb BHC-

32

B IIPaBOW IOAB3OIIHON 00JacTH pa3sMepoM
35x23 MM, B IIpaBoOii MapaKOJNYECKON 00IacTH
pazmepoMm 52x60 MM m 15x15 MM, a Takke
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Puc. 6. MPT-ckans! ot 26.09.2023
Fig. 6. MRI scans dated 09,/26,/2023

MosiBJIeHNE CBOOOHOW SKUIAKOCTH B OPIOIIHOM
nosoctu (puc. 7).

Puc. 7. KT-ckanbt ot 29.09.2023
Fig. 7. CT scans dated 09,/29,/2023

YauThiBasi MOTEHIMATIBHO BBICOKYIO 3hdek-
TUBHOCTb MYJIBTUKUHA3HBIX MHTUOUTOPOB, BBICO-

JIOBAHO TPOBe/IeHNe TPeTbeil JIMHUU CUCTEMHOM
Teparuy 1ma3onanuooM.

C oktsi6pst 2023 T. 110 HaACTOsIIIIee BPeMsI ITPO-
BOJIUTCSI TPEThsl JIUHWS CUCTEMHOW Tepamnuu
naszonanu6oM B MoHOpexume. OCIOKHEHU
npoBoauMoil Tepanuu HeT. [lo manubim MPT
MaJIOTO Ta3a C BHYTPUBEHHBIM KOHTPACTUPOBa-
Huem ot 18.12.2023 oTMedeHO yMeHbIlleHUE
oO6pa30oBaHUsI MEKY MOYEBbBIM ITy3bIPEM, CEMEH-
HBIMM TIy3bIPbKaMU U TIPSIMOU KUIITKOW pasme-
poM 53x83x98 MM, MOTIOTHUTEHHO OTMEYAETCS
yMeHbIlleHe 00pa3oBaHsi B 001acTH OOJIHIIIOT0
caJabHUKA pasmepoM 43x72x73 mm (puc. 8).

B 6promrHoii mostioctu 1o ganubiM KT opranos
OPIONIHOI TIOJIOCTH C BHYTPUBEHHBIM KOHTpa-
ctupoBanueM ot 22.12.2023 Tak:xe oTMevaeTcs
MOJIOKUTEIbHAST IMHAMUKA B BUJ/IE YMEHbIIIEHUS
o6pa3oBaHMmii 110 GPIOTITNHE.

Y marmenTta MoJHOCTBIO KYyTHMPOBaH GOJIEeBOI
CUH/JIPOM, OH COXpaHsieT PabdoTOCIOCOOHOCTD,
YTO BAXKHO B TAKOM MOJIOJIOM BO3PacTe.

Puc. 8. MPT-ckanb! ot 18.12.2023
Fig. 8. MRI scans dated 12,/18,/2023

KyI0O TeMATOJIOTMYECKYI0 TOKCUYHOCTb Ha (hoHe
MIPEAbIAYIIEN JIMHUN JIEYeHNUsT, a TaKKe JKeJaHue
MalyeHTa MPo0JIKATh padoTaTh, OBLIO PEKOMEH-

BriBOj
[lecmoriactTuyeckasi MeJIKOKPYTJIOKJIeTOUHast
OITyXO0JIb — PeKasA U arpecCUuBHadA OMyXOJIb, 114
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JeyeHuss KOTOPOW B  HAcTosllee BpeMs
OTCYTCTBYIOT CIIeIIMAJIN3UPOBAHHBIE TTPOTOKOJIBI
WM KJIMHUYecKue pekoMeHaamuu. IIpumenenne
xumuorepanuu 1o cxeme VAC-IE mosBoJsisier
JIOCTUYb XOPOUIMX U CTOMKUX OTBETOB Ha Jieye-
HUe, YTO IOATBEP K/IaeTcsl IpeACTaBJIeHHBIM
KIMHUYECKNM caydaeM. TeM He MeHee BayKHO
BbIJIEJIATD IPYIIIbl NAIIMEHTOB C TAKUMU 3JI0Ka-

YEeCTBEHHBIMU OINMYXOJSAMU M aKKyMYJIMPOBaTh
3HAHUS O KJIMHUKO-OMOJIOTMYECKOM TTOBEIECHIH
HTUX BUJIOB OIyXOJieil /IJist ToBbItneHust 3 dek-
TUBHOCTU Tepanuu. Tpebyercs paspaboTka
W COBEpIIEHCTBOBAHWE TaKTHKU JI€YEHUS]
u obcnenosanusa namuentos ¢ JJMKO, a takxe
IIOMCK HOBbBIX MUILEHEN 1Jist MHANBUILY AJIU3HPO-
BaHHOTO TIOIX0/[a B JIEYEHUH HTHX OITyXOJIEL.
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Jecmonnacmuueckas meaxoxpyzroxkiemounas onyxoav (IMKO)
ABNAEMCS AZPECCUBHOU ONYXO0IbIO C HEOLAZONPUSTNHBIM MeUeHUeM U NPO-
2H030M 3a601e6aNUs, HU3KOU 00well 8vlkusaemocmvio. B npedcmasnen-
HOM KAUHUUECKOM Cayuae Mo100020 navuenma c¢ /IMKO ¢ muoxxecmeen-
HBIMU HOB000PA308AHUAMU BMOPUUHOZ0 XAPAKMEPA HAZHAUEHUE COOM-
semcmeyowet. mepanuu He Mmoabko NO360AUNL0 00OUMbBCS YMEPEHHOU
CcMabuIU3aAuUU NPOUEccd, HO U NOBLICUNO KAYECNBO KUSHU C KYNUPOsd-
Huem 6016020 CUHOPOMA, 3HAUUMETLHOIMU PEZPECCUBHDIMU USMEHEH U
MU OCIAMOUHBLX ONYXO0JLEEbLX CIMPYKMYP.

Heobxo0umo ommemums YyHUKAALHOCMY CAYUdAsi ¢ HeonpedesieHHbIM
abeppaHmuoLm UMMYHOGDEHOMUNROM U GOSLUUMU 00BEKMUBHBLMU MPYOHOCMAMU 8 MOPGhOI02UUe-
CKOU Quaznocmuke 3a60ae6aHUS, 4MO CBUDEMENbCMBYem 0 HeOOX00UMOCU He MOJbKO npusiede-
HUSL PYMUHHBLY 2UCTNOJI0ZUYECKUX MEMOO08 UCCIeD08AHUSL, HO U UCCIeD08AHUSL ONYX0IE6020 CYb-
cmpama Ha MOAEKYJIAPHO-2EHEMUUECKOM YPoBHe O YCMAHOBIEHUS KOPPEKMH020 0udzHo3d
U pewenus 60nPocos 06 usMeHeHUU N0OX0008 K JIeUCHUIO BbLCOKOAZPECCUBHBLX 3JIOKAUECTNEEHHBLY
MEICHXUMATLHOLX HOB00OPA308AHUL € BOIMOKHBLIM NPOBEOEHUEM XUMUOMEPANUU NO cxeme
VAC-IE y nayuenmos ¢ /IMKO.
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