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Beenexue

Capkoma IOunra (CHO) — BbICOKO3710KaueCTBeHHAS
OITyXO0JIb, OTHOCSIIASICS K IrpyIine HeauddepeHIIMpoBaH-
HbIX MEJIKOKPYIJIOKJIETOUHBIX CAPKOM KOCTEil M MSTKHUX
TKaHel (cormmacHo Kiaccudukanuu BecemMupHol opraHm-
3anum 3apaBooxpadHeHus 2020 r.). Boepsrie CHO onmcana
T.A. Seemayer u coaBt. B 1975 1. [1]. Yare 6oeoT MyX-
YYHbI, CPEAHUI BO3PACT HA MOMEHT YCTAHOBJICHMSI JUAr-
Ho3a cocTaBiseT 28—30 ner [2].

OcHosHoi tokaym3zanueil CHO gaBisieTcst oceBoil U 10-
0GaBOYHbII CKeJieT, onHako B 30 % ciyyaeB cpenu B3pOCJIoii
MOMY/ISIIAY BO3MOXHA BHEKOCTHAs JloKanu3auus [3, 4].
Breckenernas CHO pa3BuBaeTcs mpeMMyIIECTBEHHO B TY-
JIOBUILIE ¥ KOHEUHOCTSIX, TAKXKE OMMUCAHBI CJIydan JIOKAIU-
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3allM OITyXOJIM B 3a0PIOIIMHHOM ITPOCTPAHCTBE, TOJIOBE
U 1Iee, oponTe, MOYCIIOIOBOM CHCTEME, KOHCKOM XBOCTE
CIIMHHOTO MO3ra, TuieBpe U Ap. [5—9]. OgHoli n3 Hauboee
penxkux Jiokanm3auuii BHeckeneTHoit CHO gaBnsercs mep-
puuyHas ClO nmouku, kotopas coctasisieT MmeHee 1 % Bcex
OITyXOJICH IMOYEK U XapaKTePU3YeTCsl arpeCCUBHBIM TeUe-
HHEM ¢ TCHACHIIMEN K YacTOMY MeTacTasupoBaHuio [10].
Ha momeHT ycraHOBIEHMS AuarHo3a y 25—50 % nauneH-
TOB C JaHHOU I1aTOJIOTMell OTMedaeTCsl HaJIu4ure OTaajIeH-
HBIX METAaCcTa30B, MPEUMYIIECTBEHHO B JTUM(MATHICCKIX
y3J1ax, JIETKMX, e4eHu, Koctax [11]. dakTopamu Heb1a-
TOIPUSITHOTO IIPOTHO3a SIBJISTIOTCS PACIIPOCTPAHEHUE OITy-
XOJIY 32 TIPEIEIbI KAIICYJIbl IIOYKH, HATUMIHNE OITyX0JIEBOTO
TpoMOa B IOYEUHOM, HUXKHEH 1010l BeHax U OTJaJIeHHbIS
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MetacTasbl [12]. I1pu tokaim3oBaHHOM IIpoLiecce S-JIeTHSIS
o0111asT BBDKMBaeMOoCTh coctanisier 60—70 %, a ripu mucce-
MUHHUpOBaHHOM — He Gonee 20—30 % [13]. Kimnuuyeckumu
MIPOSIBJICHUSIMU 3200JIeBaHMST HA TTO3MHUX CTaaUSIX MOTYT
OBITh 00JIb B XKMUBOTE, HAJILIIMPYEMOE 00pa30BaHUE U reMaTy-
pus1, BO3HUKAOIIIME, KaK MPaBUIIO, IIPU OOJIBIINX pa3Mepax
onyxonu. JlaHHbIe THCTPYMEHTAIBHOI BU3yaI3alii HOBO-
00pa30BaHMS HeCTICHIM(UIHBI M1 MOTYT COBITAIATh C PE3YJIb-
TaTaMHU BU3YAIM3alluK APYTUX OIYXOJIeil MOYeK, BKIIIOYasT
IMOYEYHO-KJIETOYHBIN paK, omyXxojib BuibMca u capkomy
mouk [14]. Takum 00pa3oM, IO TaHHBIM JIyIEBBIX METOIOB
nccnenoBaHys nuddepeHIInaIbHAs TUaTHOCTUKA SIBIISICTCS
KpaiiHe 3aTPyTHUTENIbHOIA.

B ¢Bs131 ¢ peaKOCThIO TaHHOM ITATOJIOTHH, OTCYTCTBUEM
crielUIecKoi KIIMHNYECKOM KAPTUHBI M MTHCTPYMEHTATb-
HOI BU3yaJIM3allMd OCHOBHBIMU METOIAMM, TTIOATBEPXKIA-
IOIIMMU JUATHO3, SIBIISIIOTCS MOP(MOJIOrnIecKkoe, UMMYHO-
rucroxummdeckoe (MI'X) 1 MoaeKynsipHO-TeHETUYECKOE
nccaegoBanuss. Muxkpockormmyecku CHO mpencraBieHa
CKYYEHHBIMU CJIOSIMU OITHOOOPA3HBIX MEJIKMX KPYTJIbIX KITe-
TOK C BBICOKVM SIIEPHO-LIMTOILIA3MAaTUISCKIM COOTHOIIIE-
HueM. C nomorsio UI'X-mccneroBaHms OLieHUBAETCS DKC-
mpeccusa Mapkepa CD99. OnHako TaHHBIN MapKep TakKe
OIIpeIeIISIeTCS IIPY CUHOBHAIBHBIX I CTPOMAJILHBIX OITYXO-
JISIX KeJTyTOYHO-KHIIIEYHOT'O TPAaKTa, YTO He JeJIaeT eTo I1a-
TorHoMoHMYHBIM 111 CHO moukm [15]. Haubonee cnenn-
¢myeckum rpuszHakoM CHO gBisieTcst abeppaHTHOE CITUSTHUE
rena CIO (EWSRI) ¢ omHMM WM HECKOJIBKMU (haKTOpaMu
TPaHCKPUIIIIANA. XPOMOCOMHAasI TPAHCIOKALIUS C yIaCTUEM
IJIMHHBIX TUTed xpoMmocoM 11 m 22 (t[11;22][q24;q12]) —
HauboJIee pacIIpoCTpaHEeHHAs TPAHCIOKAIINS, TIPUBOIS-
mas K canstHuio 6eaka EWSRI1-FLIIT B 85 % ciydaes.
BTopoit pacripocTpaHeHHOI TpaHCIOKaALlUEH SIBISIETCS
t(21;22)(q22;q12), uro nmpuBoauT K ciussHuio EWSRI1-
ERG B 10 % ciny4aes [16].

B Hacrosiiee BpeMst He pa3paboTaHO CTaHIAPTOB Jie-
yeHus CIO nmouku, 1mMo3ToMy 3KCTpamnosIiys OIbITa Jie-
yenus1 CIO mpyrux jmokaamzaliuii, MyJbTUMOOAIbHBIN
MOAXO[, BKJIIOYAIOUIMNA paguKalbHYI0 HEPPIKTOMUIO
C MOCIEAYIOUIECH XMMUOTEPAIIME U Jajee ¢ BO3MOXHOM
JIy4yeBOIl Tepamueid, ocTaloTCs HauboJjiee ONTUMAaIbHOM
crparerueii edenus [10]. OnpeneeHHBIM CTaHIAPTOM
B XxuMuoTepaneBTuueckoM JiedeHnn CHO KocTHOI 1 BHe-
KOCTHOM JIOKa/IM3allyii SIBJIsIeTCSl KOMOMHALIMS IIpenapaToB
BUHKPUCTHH, TOKcopyouirH u mukiodochamun (VAC),
yepemymomasics ¢ ndochammumom u storozunom (IE), mo-
3BOJISTIIOIIAS JOCTHYD PEMUCCHHN Y OOJTBIIIMHCTBA MAILIMEHTOB
[17]. B ensix 10KalbHOrO KOHTPOJISI aAblOBaHTHAS JTydeBast
Teparusi MOXeT OBITh IIPOBEIcHA MIPY HAIMYUN Pe3NIyalTb-
HOM OITyXOJIM U TTOJIOXKUTEIBHBIX KPasiX Pe3eKIINN, a TAKKE
MPU HETIOJTHOM TTaToMopdosiornyeckom oTaete [18].

HecMoTpst Ha arpecCUBHBIN TTOAXOM K JISYCHHIO THIC-
cemuHupoBaHHoI CHO, TporHo3 ocraeTcs HEYTEIIUTEb-
HeIM. [1o maHHBIM IIPOaHATU3UPOBAHHOU JIUTEPATYPHI,
rnocjae 5—6 KypcoB XMMHUOTEPAMUU Y MallMEHTOB MOTYT

HaOJII00aThCsI IIPOTPECCHPOBAHME OITYXO0JIEBOTO IIpoIiecca,
a TakxKe pa3BUTHE paHHMX peluIuBOB (MeHee 12 Mec
oT okoHYaHus JeueHus) [19]. B uccnemoBanme N. Tarek
1 coaBT. OblTM BKITI0YeHBI 30 60nbHBIX CHO nmoukw, 4-et-
Hs1s 6e3peliuauBHAsI U 00111as1 BBKMBAEMOCTb MAllMEHTOB
C JIOKaJIM30BaHHOM (opMoii 3a00J1eBaHNs cocTaBmia 54 %
(95 % noseputenbHbiii uHTepBan (JAN) 27—81) u 85 %
(95 % AN 65—100) COOTBETCTBEHHO 110 CPABHEHUIO C AU~
€HTaMU ¢ TUCCEMMHMPOBAHHOM (POpMOIi 3a00IeBaHUS —
35% (95 % AN 13—-58) n 47 % (95 % AN 23—71) cooTseT-
CTBeHHO [12].

B naHHO# cTaThbe MbI MPEACTaBAIEM COOCTBEHHBIM
onbIT ledeHns nmanueHTKy ¢ CHO mpaBoit moukw.

Knunuyeckui cnyyai

Ilayuenmra I, 33 sem, 6 okmsbpe 2023 2. 6viaa eocnu-
mManu3upo8ana no cKopoii MeOUyUHCKOL NOMOWU 8 PAilOHHYI0
001bHULY 8 C853U C 8NePBble BO3HUKULEL] MaKpoceMamypuell.
IIpu doobcredosarnuu 3ano0003peHa 310K a4ecmeeHHAs ONYXonb
npaeoii nouku. Ilo daHubIM KoMNbIOMEPHOU momoepaguu
opearoe oprounoil norocmu om 20.11.2023 evisereHo H080-
00paszoeanue 8epxHe2o ce2cMeHma npasoil NOYKU ¢ UHeasuell
6 napaneppanvHylo KAemuyamiy U CUHYC NOYKU pazmepamu
do 7 x 7 cM, eUn0BACKYAAPHOU CIPYKmMYpbl, npuielcaujee
K Ouagpaeme u @ucyeparbHoll N0GePXHOCMU NPAGoi 00AU
neuenu 6e3 A6HbIX NpU3HaKos uneasuu. Taxoice evisi6neH ony-
X0/1e6blil MpomO03 NPAeoll NOYEUHOI U HUNCHel NoAOU 6eH
(6epxuan epanuya Ha 5—7 cm HUdice BNAOEHUs 2AABHbIX Ne-
yeHouHbIX 6eH) (puc. 1, 2).

s uckarouenus onyxonu A0XaHKU NPAgoil NO4KU Nayu-
enmie 13.12.2023 6viau 6binoaHeHbl ypemeponuesocKonus,
ouoncus cauzucmoi 00010YKU AOXAHKU NPAGOL NOUKU
(yuacmia ¢ 6yane3HHO U3MEHeHHOU CAUBUCMO 000104KO1L).
1o pezyavmamam mopghonoeuueckoeo uccaedo8anus OaGHHbIX
0 HAAUYUU ONYX01€80U NAMOA02UU He 0OHADYICEHO.

Puc. 1. Komnstomepras momoepaghus opearog oprouiHoii horocmu
€ GHYMPUBEHHBIM KOHMPACMHbIM YCUACHUEM, AKCUANbHAS NPOEKUYUsL
Fig. 1. Contrast-enhanced computed tomography of the abdomen
in the axial plane
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Puc. 2. Komnsromepras momoepaghus opearog OprowtHoli nosocmu
€ HYMPUBEHHBIM KOHMPACHHbIM YCUNCHUEM, CASUMANbHAS NPOCKULS
Fig. 2. Contrast-enhanced computed tomography of the abdomen
in the sagittal plane

15.12.2023 6biaa evinonnena pobom-accucmuposantas pa-
duxanvras Heghpadpenanrskmomus cnpasa. Jauuvie mopghono-
2UMECK020 UCCACO08AHUSL: MAKPONPENapam npeocmagieH NoYKoll
¢ napategpanvHoil kKaemyamkoi pazmepamu 13 x 8 x 8 cm
U HaonoueuHuKom pasmepom 1,2 cm, Komopwlii 6 0nyxoneebwiii
npouecc He gosaeuer. Ha paspese y3en puixaoil KOHCUCMEH-
yuu, pazmepom 7 cmM, MaKpOCKONUYECKU ¢ UHBA3Uell 8 nouey-
Hblil cUHYC U noveuHyro eeny. [lpu mukpockonueckom uccae-
008aHUU 6 ONYX0AU ONpedeAsiomcs KpYnHvle Kiemku
C 2UNEPXPOMHBIMU NOAUMOPPHBIMU AOPAMU, C KPOBOUIAUS -

HUAMU U HEKPO30M, C ONYXO0Ae8biMU IMO0AAMU 8 NpOCGeme
cocy0os, 6e3 npU3HaK08 NepUHe8pPaNbHOL UHBA3UL.

Ilpu UTX-uccredosanuu 6 onyxoneewix Kaemxax onpe-
deasiromces asxcnpeccus mapkepoe CD99 u eumenmun, om-
cymcmeue sxcnpeccuu mapkepog CD10, EMA, p63, PAXS,
RCC, CD34, CD45, CD56, xpomoepanun A, CK7, decmun,
PCK (AE1/AE3), cunanmodgpuzun, TLE1. UmmyHnomopgho-
A0euuecKas KapmuHa onyxoau cOOmeemcmayem mMeaKoKpy-
enokaemounoil capxome (CIHO) pT2NO(0/4)R0O Lvi+ Pni—.
MoanekyaapHo-eenemuueckoe ucciedoganue Ha Haiuuue
mpancarokayuii EWSR ne nposodunocs. IlocareonepavuonHolii
nepuoo npomexan 6e3 0CAOHCHeHUIL.

15.02.2024 evinonnero naarnosoe KoHmpoavHoe 06caedosa-
Hue. I1o danHbIM KoMNBIOMEPHOL MoMOoSpaguL 0pearos oprouL-
HOII noAOCMU U MAN020 MA3a 3an0003peHo NpoSpeccuposanue
3a001e6aHUSI — MHONCECIBEHHbIEe MACKOMKAHHble 00pA308aHUs
6 OKOMOKUUIeYHOII Kaemyamie: 8 N008300UIHOlL 0baacmu ceéa
0o 1,5 cm u 6 okonoKue HOI Kaemyamie 8 NPoeKyul yoaneH-
Holl npaeoil nouku 0o 0,9 cm. B 2onoerom mosee u neekux dannbix
0 HAAUMUU 04a2080L1 NAMOA0UL He OOHADYHCEHO.

Ilayuenmxa obpamusace ¢ HMHMHI] oukoaoeuu
um. H.H. baoxuna. Ona npedessensiia »#arobvt Ha nepuoou-
yeckue 004U 8 NOACHUYHOI obnacmu cnpaga, Ouckom@opm
6 me30eacmpuu, cyopeOpUIbHYI0 meMnepamypy.

Jlannble MazHUMHO-Pe30HAHCHOU moMoepaguu opeanos
OPIOWHOI ROAOCMU C BHYMPUBEHHBIM KOHMPACMUPOBAHUEM
om 14.03.2024 (puc. 3): Ha yposre meaa nozeonxa L4, cnpa-
64 0M NOACHUMHOU MblUIYbl ONpedesiemcst onyxosaesoe oopa-
308aHUe CONUOHOU CMPYKMYPbL, C HEPOBHBIM, YeMKUM KOH-
mypom, pasmepamu 0o 2,4 x 2,5 cm. ObsemHoe obpazosarue
cxooicetli cmpykmypbl pasmepamu do 2,4 x 2,3 cm pacnoaa-
2aemcs cnesa 60016 Kocbix Mbiuiy scugoma. Cnpaga Ha ypoe-
He meaa noseonka S1, ramepansHee NOACHUYHOU MblULLbL
onpedeasitomcs 2 H08000pA308AHUS CXOMNCEIl CIMPYKMYPbl
pazmepamu do 2,0 x 1,5 cm.

Puc. 3. Maenumno-pe3onancnas momoepaghus opeanos 6prouiHol NOAOCMU ¢ GHYMPUBEHHbIM KOHMPACMHbIM YCUAeHUEM, AKCUANbHAS NPOEKUUs
Fig. 3. Contrast-enhanced magnetic resonance images of the abdomen in the axial plane
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Puc. 4. Komnstomepras momoepagus opearnog 6prowHoil noA0Cmu ¢ 6HYMPUBEHHBIM KOHMPACMHBIM YCUACHUeM, AKCUANbHAS NPOeKYUs]
Fig. 4. Contrast-enhanced computed tomography of the abdomen in the axial plane

Ilo dannbiM nepecmompa 20moGvixX 2UCMOA0UYECKUX
npenapamos 8 onyxonegom y3ne onpeoessitomcs coAUoHble
KOMNAEKCbL KAeMOK C 2UNePXPOMHBIMU NOAUMOPDHbIMU 0pa-
Mu ¢ ouaeamu Hekposa. B eomosvix UIX-npenapamax
6 KAemKax onyxoau evisieaensl sxcnpeccus mapkepos CD99
U BUMEHMUH, OMCYMCMeUe IKCAPeccUll cAedyiouux mapke-
pos: CD10, EMA, p63, PAXS, RCC, CD34, CD45, CD56,
xpomoepanun A, CK7, decmur, PCK (AE1/AE3), cunanmo-
@uzun, TLEI. Ilo pe3yrsmamam gayopecueHmuoil eudpu-
ouzayuu in situ (FISH) 6 eucmonoeuueckom mamepuane npu
ucnonwvzoearuu npooot EWSRI Break Apart FISH Probe Kit
6 60 % onyxoneevix Kaemok 00HAPYliCeHA MPAHCAOKAYUS
yuacmia 22q12, xapakmepnas oas CIO. 3axarouenue: CHO
npaeoii nouku RO Lvi+ Pni—, EWSR+.

Takum obpazom, Ha 0CHOBAHUU KAUHUYECKUX, MOPPOA0-
2uuecKux U 1abopamopHbiX OAHHbIX YCMAHOBAEH KAUHUMEeCKULl
duaeroz: C64 CIO npasoii nouxu,; cocmosiHue nocie padukans-
Holl Heghpadpenansxmomuu cnpasa om 15.12.2023; npoepec-
cupoganue 6 gespane 2024 2. (memacma3swl no bprouiune).

B anpene 2024 . nocae noanoeo doobcredosanus nayu-
eHMKU ObLI0 NPUHAMO pelierue 0 nposedenuu 6 Kypcog uH-
OdykuuonHotl xumuomepanuu no cxeme VAI (eunkpucmun 2 me
BHYMPUBEHHO KaneavHo 6 delb 1, doxcopybuyun 25 me/m?
BHYMPUBEHHO KaneabHo 6 Onu 1—3, ugocghamud 2500 me/m?
BHYMPUBEHHO KaneavbHo 6 Onu 1—4, mecna 2500 me/m? 6 Onu
1—4; kypcot kaxcowiit 21 dens, ¢ npodpusakmukoii epanyno-
YUmapHsvimM KosoHuecmumyaupyowum gpaxkmopom (I-KC®D))
€ ROCAeOYIOUWUM PeuleHUeM 80NPOCA O BbINOAHEHUU XUPYpeU -
YecK020 AeueHusl.

[layuenmke nposedero 3 Kypca xumuomepanuu no 8oi-
weykasauHoll cxeme. B unmepeane nocne kasxcdoeo kypca
Xumuomepanuu ommeuansucy gedpuibras HelmponeHus,
anemus Il cmenenu, mpomboyumonenus 1V cmenenu, snu-
3006l 2UNOMOHUU, YMO NOMPEH08AN0 HEOOHOKPAMHO20 pedy-
yuposanus 003vl npenapamos. Kymyaamuenas doza dokco-
pybuyuna 3a 3 kypca neuenus cocmaguaa 195 me/m?.
Ilo dannbim KOHMPOABHBIX 00CAe008aHULl (KOMNbIOMEPHOI
momoepaghuu opearos epyoHoil Kaemku, OpIOWHOL NoA0CHU

U Man020 masa, MAeHUMHO-PE30HAHCHOU momoepaguu op-
2aH08 OPHOUWHOL NOAOCMU ¢ GHYMPUBEHHBIM KOHMPACMUPO-
eéaHuem om 26.006.2024), ebinosnenHvix nocae 3-20 Kypca
XUMUOMEPAnuu, 3apecucmpupo8an 4acmu4usli omeem:
6 1e60i1 N008300UHOI 0bAacmU O4a2U YMeHbuUAUCH ¢ 2,4 % 2,5
0024 %x19cmuc23x22do 1,5 x 1,3 cm; no bprowune
npagoeo AamepasbHo20 KAHAAA Y3eAK08ble YNAOMHEeHUs
00 0,3—0,6 cm; paree onpedensiembiil ONYXoae8blil 04ae mexic-
dy éocxodsaueli 060004HOU KUWKOU U 60AbULOU NOSCHUYHOU
Mblwyeli ymeHowiuacs ¢ 2,5 do 1,6 cm (puc. 4).

B cea3u ¢ ebipasicentvim d¢hghexmom naaHupos8asocs npo-
6edeHue OONOAHUMENbHBIX 3 KYPCO8 XUMUOMepanuu no npeic-
Hell cxeMe ¢ nOCAeOYIOWUM PeleHUeM BONPOCA 0 B03MONCHO-
cmu onepamugHoeo aevenus. O0OHAKO npu NOCMYNAeHUU
Ha 4-ii Kypc Xumuomepanuu nAyUeHmKa npeosseuad JHeao-
Obl Ha nosieaenue odviuku. Ilo dannvim 3xoKapouoepaguu
(9xoKI) ommeuero cruxiceHue gpakyuu ebibpoca 16020
aceayoouxa Ha 12 % 3a 3 mec. NT-proBNP, mpononun 1
6 npedenax pegpepercHoix 3Hauenuil. Ilpu noemoproit Ixo KT
@paxyus evibpoca neeoeo xceaydouka cocmagura 54 %
(6 cpasuenuu ¢ IxoKI 0o Hauana aewenus — cHuxceHue Gpak-
yuu evibpoca va 11 %). Ilo dannwvim saexmpoxapouoepaguu
namonoeuu He 8vis6aeHo. Kapouonoeom ycmarnoenen ouaeos
AHMPAUUKAUHOBOU KAPOUOMUONAMUL, HAZHAYEHA KAPOUO-
NpomeKmueHas mepanus, pPeKoMeHO08AHO NPOGedeHUe
NOCACOYIOUUX KYPCO8 XuMmuomepanuu 6e3 aHmpayuKiuHos
6 C853U C 0YEHb BbICOKUM PUCKOM PA3BUMUSL CEPOCYHO-COCY -
OUCMbIX 0CA0NCHEHUIL.

Ha onkonoeuueckom KoHcuauyme npuHamo peuienue
0 nposedenuu xupypeueckoeo nevenus. C yuemom cpokos
NAGHUPYEMOO ONEPAMUBHO20 BMEULAMENbCIMEA 8 UESX CO-
XpaHeHus 3ghghexmuernocmu npoMuUEoonyxonegoii 1eKapcm-
6EHHOL mepanuu ObLA0 NPUHAINO PeuieHUe 0 NPO8eOeHUU Kyp-
ca xumuomepanuu no cxeme IE (ugpocchamud 1600 me/m?
6 Onu 1—4, mecna 1600 me/m? 6 onu 1—4, smonozud 100 me/m?
6 Onu 1—4 ¢ pedyxuueii do3 npenapamos va 25 %). Pexcum
UBMEHeH 8 CeA3U C pazeumuem KapoOuOMUONAmuy U evipa-
JCEHHOU 2eMamoA02U1ecKol MOKCUHHOCIbIO NPOBOOUMO20
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panee neverusi. OOHaKo, HecCMOMPs: HA pedyyuposaHHsle 00-
3bL, NOCAE KYPCA XUMUOMEPANUU OMMeUeHa 3HaAYUMAsL 2eMa-
monoeuyeckas mokcuunocms: anemus 111 cmenenu, mpom-
ooyumonenus 1V cmenenu, ebpusvnas Helimponerus.
C yuemom HenepeHOCUMOI MOKCUMHOCMU NPOBOOUMO20 Ne-
YeHUs1 NPUHAMO peuleHue 0 GblNOAHEHUU XUPYPUHecK020
émMeuamenscmea.

Tlayuenmxe 05.08.2024 svinonterst nepumonsyMIKmomus,
3a0pIOWUHHAS AUMPAOEHIKMOMUS, Pe3eKULisl MOYeB020 NY3bips,
yoaneHue gcex 8UOUMbIX ONYX0AEBbIX 04208 — 0e3 0CMAMOUHOLL
onyxoau. JlanHble eucmonoeuueckoeo uccie0o8anus nocieone-
PAYLOHHO20 MAMEPUANa: Mopgoaoeuteckas KapmuHa COOmaem-
cmeyem Memacmasam onyxonu ¢ npUHAKamu NoAHO20 Aeded-
Ho20 namomopgosa.

B cé53u ¢ kpaiite 8bicOKUM PUCKOM peytiousa npuHsimo
peuierue 0 nposedeHUU NOCAeONepauUOHHOU XUMUOmepanuu.
Ilo dannbim noemopHoeo obcaredosanus gpakuyus evidopoca
ne60e0 nceayoouxa cocmasuaa 65 %, NT-proBN P, mpono-
Hun I 6 npedenax pegpepercuuix 3nauenuil. Ilposedero 2 Kyp-
ca xumuomepanuu no cxeme VAC ¢ unuyuanvroil pedykuyuetl
do3 npenapamoe ¢ nocaedyroueii npogurakmuxoii I-KCD
(eunxpucmun 1 me/m? enympueento 6 dewwv 1, dokxcopyouuyun
40 me/m? 24 4 6 denwv 1, yuxaogocpamud 650 me/m? 6 dens 1,
T-KC®D 6 onu 2—6; kypcot kaxcovie 14 oneit). B unmepeane
nocae 2-20 Kypca omme4eHo pasgumue 2emMamonoeuuecKol
mokcuunocmu 1V cmenenu (mpomboyumonenuu, Heiimpone-
nuu). Ilo dannvim IxoKI eviseaeno cuudicenue gpaxyuu
svlOpoca nesoeo wceayoouxa Ha 13 % 3a 1 mec. C yuemom
PAa38UMUSL 3HAYUMOU MOKCUMHOCIU, HOMEHUYUANbHbIX PUCK08,
NPesblULAoWUX NOAb3Y 0M NPOBOOUMO20 AeUeHUsl, NPUHIMO
peuierue 0 3a6epuienul 1eKapCmeeHH020 Ne4eHUs.

[lo dannbim KOHMPOABHORO 06CA€008AHUS NPU3HAKOG
npoepeccupoganus He goiasaeHo. llayuenmka Hanpaenena
noo dunamuyeckoe HabaoeHue.

06cy:xneHue

Capkoma IOuHra nouku — KpaiitHe penkas 3710Kade-
CTBEHHASI OITYXOJIb C BBICOKMM METaCTaTUICCKUM ITOTEH-
IIMaJIOM, KJIMHWYEeCKasl KapTUHA U MHCTPYMEHTaJbHasI
BU3YaJIM3aIvsi KOTOpoil Hecrienmuduaasl. OCHOBHOM Me-
TOJ IUArHOCTUKU — rucrojornyeckoe u UI'X-uccneno-
Banue. OnmHako Mopdonorndeckas crpykrypa CHO moukmn
MMEET CXOXMEe XapaKTePUCTUKU C APYTUMU OIYXOJISIMU
IMOYeK, TAKUMU KaK OMyXojb BumiabMca, cuHOBUAIbHAS
capKoMa, aJIbBeoJIIpHasl pabIoMHUOCcapKoMa, CBETIOKIIE-
TOYHas capkoMa Imouku u Ap. [20]. Takum obpazom, nud-
depeHIIMaNTbHAs UAaTHOCTUKA IIPEACTABISICTCS KpaliHe
3aTPYIHUTENbHON. B CBSI3M C 3TUM KJIIOUEBO MOMEHT
ycraHoBineHust guarHo3a CHO mouku — UI'X u Momeky-
JISIPHO-TEHETUIECKUIA METOIBI MCCIICIOBAHMSI.

ArpeccuBHOCTh TedeHUs1 CHO mouykuy nmonarBepxkmaeT
HEOO0XOIUMOCTb MPUMEHEHUST MYJIETUMOIAIEHOTO TIOIXO0-
I1a K Teparuu, 00s3aTeIbHBIMI KOMITOHEHTaMU KOTOPOM
SIBJISIETCS KOMOMHAIIMS XMMHUOTEPATIEeBTUIECKOTO U XH-
PYPTAYECKOTO METOIOB JICUCHUSI, a TAKIKE T10 IIOKA3aHVSIM
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nydgeBoit Teparuu [21]. TIpuMeHeHUe JIydeBO Tepanuu
SIBJISIETCSI OTHOU U3 OIILIMU JIOKAJIBHOTO KOHTPOJIS HaJ 3a-
OoJieBaHMEM IPY HAIMIUU TaKUX (PaKTOPOB, KAaK OJTM3KUIA
1/VIJTU TIOJIOKUTEIIBHBIN Kpali pe3eKIINU, OCTaTOYHAST OITy-
X0JieBasl TKaHb, HETTOJTHBIN MaTOMOP(OIOrMYECKIIA OTBET,
a TakXe JIOKAJIbHOUW OIIMEN Mpu IUCCEMHUHUPOBAHHOM
MPOIIECCE M B CAMOCTOSITEJILHOM BHIE TIPY HAJTUIUH IIPO-
TUBOITOKA3aHUI K XUPYyprudecKoMy JiedeHuo [22—25].

B 2020 1. omy6MKOBaHbBI pe3yIbTaThl peTPOCIIEKTUB-
HOTO OJHOLEHTPOBOTO HuccienoBaHuss MD Anderson
Cancer Center 3a 23-neTHuii nepuon HadmoneHus 30 ma-
LreHToB B Bo3pacte 8—69 net ¢ CHO nmouku. Haubosee
0JIATOIIPUSITHBIN ITPOTHO3 UMEJIN ITAIIMEeHTHI C JIOKATNU30-
BaHHOU (pOpMOIi 3a00IeBaHNSI, KOTOPBIE MOJIYIUIN KOM-
OMHAIIMIO XMUMHUOTEPAIEeBTUIECKOIO W XUPYPTUIECKOTO
METOJIOB JICUCHUsI, a TAKXKE JIy4eBOM Tepanuu (IIpyu HAJII-
YUH BHIIEYIOMSHYTHIX (haKTOPOB). MecTHO-pacIpocTpa-
HEHHBIN MPOLECC, OMYX0JIeBbIi TPOMOO03 HUKHEU T10JI0i
BEHBI, THBA3MsI KAIICYJIbl M MHBA3HSI B OKOJIOITIOYECUHYIO
KJIETYATKY, TMM(OBACKY/ISIpHAS MHBA3Ms, 4 TAKKE JIOKAIb-
HbIH TIpoliecc 6e3 albI0BaHTHO Tepanuu (JIM0O ee HeroI-
HOLICHHBI!I 00BEM) aCCOIIMUPOBAHBI C PAHHUM Pa3BUTHEM
peunnnBa. OmyxoJeBbIii TPOMO03 HIUKHE IT0JI0i1 BEHHI,
KakK ObUIO ITOKa3aHO B MCCJICHOBaHWMU, aCCOLIMUPOBAH
C BBICOKMM PHUCKOM Pa3BUTHSI METACTa30B B Jierkux. [lep-
BUYHO-INCCEMUHNPOBAHHBIN IPOIIECC acCOLMUPOBAaH
C HeOJIaroImpUATHBIM IIPOTHO30M [12].

A. El Weshi 1 coaBT. TpoBeiy aHaIN3 JIe4eHYsI M HaOJIo-
neHust 57 NalMeHTOB C JJOKAJIM30BaHHBIM, MECTHO-PACIIPO-
CTpaHEHHBIM 1 TUCCEMUHMPOBAHHBIM IIPOIIECCOM BHECKE-
nerHoit CHO; cpenHuii Bo3pacT yCTaHOBJIEHMST JUarHO3a
coctaBu 20 (15—57) net, MenyaHa reproaa HaOMIOaCHUST —
49 mec. B nccnenoBaHny peACcTaBISHBI pa3IUIHBIC JIOKA-
ym3anuu BHeckeaeTHou CHO, B ToM ymcie ciydait CHO
mouky. BeeM marmeHTaMm IpoBeaeHO MHOTOKOMIIOHEHTHOE
JIeYeHHEe, BKITIOYAIOIIEe XUPYPTUIECKOE, XMMUOTEParieB-
THYECKOe JISYCHNE U JIYIEBYIO Tepanuio (IIpY HaTUYUHU
¢akTopoB paHHero peuuauba). [Ipu 5-neTHeil menuaHe
HaOMoNeHNST MHOTO(aKTOPHBI aHAIN3 BBISIBIJI, UTO TPYII-
I1a TAIIMEeHTOB 0e3 oTHaeHHBIX MeTacTa3oB (MO), ¢ pa3me-
pom omyxonu <10 cM, TTOIYYHBIINX paguKaIbHOE XUPYP-
rmgeckoe iedeHre (R0), xuMmroTrepaneBTHUECKOE JICUCHIE
B 00beMe 8 rukiioB u 6onee (VAIA (BUHKPUCTHH, JaKTH-
HOMUILIVH, udochaMu, TOKCOPYOUIIMH)), ¢ YaCTUIHBIM
WJIY TIOJTHBIM TaTOMOP(O30M ITOCJIE TIPOBEACHHOM MHIYK-
LIMOHHOM XMMUOTepaIluu uMeeT Oosiee 0JaronpusiTHbIN
IIPOTHO3 B paMKax o0111eii 1 6e3peliuIMBHOM BhLKMBAEMO-
ctu. [IpoBeaeHHas1 1ydyeBasi Teparnus Iokasaja oaronpum-
SITHOE BJIMSTHUE Ha BBDKMBAEMOCTD 0e3 IPOrpecCUpOBaHUS,
OIHAKO He TOB/IMsIa Ha OOIIYI0 BbDXMBAEMOCTb. Ipymiia
MMAIIEHTOB C IMCCEMUHUPOBAHHBIM OITYXOJICBBIM ITPOIIEC-
COM MMeJIa HAUXy Ui TPOTHO3 [26].

Cxema xumuotepanun VAC/IE Ha ceromHsIIIHuI 1eHb
aBisieTcsl cTaHgapToM 1-ii muaum ripu CHO pasmuuHbIX
noxkammzauuii. [To pesynprataM paHIOMH3UPOBAHHOIO
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nccaenoBanus H.E. Grier 1 coaBT. O6bUIO HOKa3aHO, YTO
nobasneHue ndocdamraa U 3TOMO3KUIa K CTaHIApPTHOMU
CXeMe JIEYeHUS BUHKPMCTUHOM, IOKCOPYOULIMHOM
1 HUKJIodochaMruIoM 3HAYUTENIHHO YIydIlaeT pe3yJibTa-
THI JICYCHMST TALIMEHTOB C JIOKAJIM30BAaHHOM M MECTHO-
pacrpocTtpaHeHHoii ¢popmoit CHO kocreii [27]. ITo naHHBIM
Pa3HBIX aBTOPOB, OMBIT npuMeHeHnsT cxeMbl VAC/IE Bo3-
MOXKHO MCITOJIB30BaTh B JiedeHNM BHeEKOCTHRIX CHO. B mc-
cnenoBanun Euro-EWING99-R1 usyyaincs Borpoc Bo3-
MOXHOCTHU 3aMeHbl HuKJIodochamuaa Ha ndochaMu
(BUHKPUCTHUH, JAKTUHOMULIMH U IIUKJIOocdaMu IIpOTUB
BUHKPUCTUHA, JTAKTUHOMUIIMHA U udochamuaa) mnocie
VHIYKIMOHHOW XMMUOTEPANNU, BKIIIOYAIOIIEH BUHKPUC-
THH, ndochamun, nokcopyouimH u srono3usn (VIDE), mpu
noxkanm3oBaHHoit CH). ABTOpHI NMPUIIIN K BBIBOAY, 4TO
PEXUM BUHKPUCTUH + JAKTUHOMUIIMH + HHUKII0dochamu
CTAaTUCTHYECKH HE XyXKe pexkrMa BUHKPUCTUH + JaKTUHO-
MULIVH + udochamMua, HO TPUBOIUT K HE3HAYUTETLHOMY
CHIKEHUIO 3-JIeTHEW BbDKMBaeMocTH Ha 2,8 % [28].

B HameM KIMHUYECKOM ClTydae MpeacTaBIeH YCIIeI-
HbI# onbIT JiedeHuss CHO moyky KoOMOMHUPOBaHHBIM Me-
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TOIOM, BKJTIOYAIOIINM XUPYPIUIECKOe U XMMUOTEPaIIeB-
TUYecKoe JeueHue. I1o pesynbsraTaM TMCTOJIOIMYECKOIO
HCCJIEIOBAaHUS MOCICONEePAllMOHHOIO MaTepyalia mmocie
IIPOBEICHUS XUMHUOTEPAITUHU TTOIYIeH IOJIHBII HaTOMOP-
¢03 omyxomu.

3akniouenue

MynabTUMONATBHBINA MOAXOMA C BKJIIOUEHUEM XUPYP-
TMYECKOT0 U XMMUOTEPAeBTUYECKOTO METOIOB, a TAKXKE
T10 MOKAa3aHUSIM JTy4eBoii Tepanuu B tedeHn CHO kocTHOI
Y BHECKEJIETHOU JIOKAIU3alLUil sIBJIsieTcs: Haubosee a¢-
(exTrBHBIM. M3-32 HM3KOi1 YaCTOTHI BCTPEYaeMOCTH TaH-
HOM ITaTOJOTMM Ha HACTOSIIUIA MOMEHT OTCYTCTBYIOT
omnpeJesIeHHbIE CTAaHIapTHI JeueHus BHeckeneTHoi CHO,
B CBSI3M C YEM HEOOXOAUMO MPOBEIEHUE MHOTOLIEHTPOBBIX
KUCCJIEAOBAHUM, KOTOPBIE MOTYT JOMOJHUTEIBHO BKIIOYATh
CPaBHUTEJIBHYIO OLIEHKY TaKHMX CXeM XMMUOTEpPANuu, Kak
VAI, u ansrepaupytomero pexuma VAC/IE. Jleuenue
U TocJieytoliee HaboAeHUE 3a NallMeHTaMu ¢ JaHHOM
OIyXOJICBOM ITAaTOJIOTMEN JOJKHBI IPOBOAUTHCS B CIIELIM-
aJIM3UPOBAHHBIX OHKOJOTMYECKUX LIEHTPaX.
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