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ITeans uccaenoBaHuA — aHAJIN3 KIWHUYECKHX O0COOEHHOCTEH TeUeHHs 3JI0KaYeCTBEHHOI PaGmoMTHOI
omyxoan (3P0O) mouku y mereil U pe3yJbTAaTOB MYJTHMOJAJBHON Tepamuu. MaTtepuajabl U MeTOXbI
HCCJIeIOBaHUA: B aHAJN3 BKIIOUEHBI 15 mamuenTtoB ¢ 3P0 mouku, MpoXoaMBIIMX 00CJIeAOBaHUE M
JeyeHue Mo MOTU(UIIMPOBAHHOMY MPOTOKOJYy EBpomeiickoro perumcrpa paémoumgusix omyxoJeii (The
European Rhabdoid Registry, EURHAB) B ycaopusax HMHUII] AI'OU um. Im. PoraueBa 3a mepuosn ¢
2.2012 mo 5.2019 rr. Pe3yapTaThl: MeqUaHA BO3pacTa HA MOMEHT IIOCTaHOBKM auarao3a 3P0 cocrasu-

aa 11 mec (pa3opoc 1—46 mec). CoorHomenne maasunku:gesouxu — 0,36:1,0. ¥ Bcex manuenTos (n=15,
100%) ompepmensiioch yHUIaTepajibHOe mopaskenmue. IlpeoGiagaiu MAIUEHTHI € JOKAJIM30BAHHOM
dopmoit 3a6osmesanusa (n=8, 53,3% ), maamure 12 mec (n=9, 64,3% ). CuHAPOM HPEAPACIIOIOKEHHOCTH
K 3PO 1-ro Tuna BeiaBasaiacs B 6 cayuasx (40% ). Iloaubrii 00beM Tepanuu 3aBeplIeH 5 manueHTaM
(33,3%), npu 3Tom 2-1eTHAA 00masa BhKuBaeMocTsb (OB) u 2-jreTHsast 6eccoObITUITHAA BBIXKMBAE€MOCTH
7 (BCB) cocrasuiau 11+10 u 9,5%£8,7% cooTBeTcTBeHHO. 3aK/JIIOUEHUE: IMPOrHO3 [JIA BCEH KOrOPTHI
MAIMEHTOB 0CTAeTCs HEeYNOBJIETBOPUTEIbHBIM. OMHAKO IPU JIOKAJIM30BAHHON (popme 3a00/IeBaHUSA C
HCIIOJb30BaHHNEM MyJILTHMOHaJILHO]L;I Tepamnmu BOSMOKHO JOCTUKEHUEe HJIHTCJILHOﬁ BCB.

Knrouesvle cnosa: snoxavecmaeennas pabooudrnas onyxoasv (3P0 ) nouku, demu, cundpom npedpacno-
noxcennocmu k 3PO 1-20 muna, mepanus, npozHocmuieckue )aKmopbt.
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MALIGNANT RHABDOID KIDNEY TUMOR IN CHILDREN:
RESULTS OF A SINGLE-CENTER STUDY

National Scientific-Practical Center of Pediatric Hematology, Oncology and Immunology n.a. D. Rogachev,
Moscow, Russia

Objective of the research: to analyze clinical peculiarities of kidney malignant rhabdoid tumor
(MRT) course in children and multimodal therapy results. Materials and methods: the analysis
included 15 patients with kidney MRT, who were examined and treated according to modified
protocol of European Rhabdoid Registry (EURHAB) in National Scientific-Practical Center of
Pediatric Hematology, Oncology and Immunology n.a. D. Rogachev during the period from 2.2012
to 5.2019. Results: the median age at the time of MRT diagnosis was 11 months (range 1-46
months). Ratio boys:girls — 0,36:1,0. All patients (n=15, 100% ) had unilateral lesion. Patients with
alocalized form of the disease prevailed (n=8, 53,3% ), younger than 12 months (n=9, 64,3% ). Type 1
MRT predisposition syndrome was detected in 6 cases (40%). The total volume of therapy was
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possible to achieve long-term EFS.

therapy, prognostic factors.

3isoKavecTBeHHAaA pabmounuasa onyxoiab (3P0O) —
BBICOKOBJIOKAaueCTBEeHHOe HOBOOOPa3oBaHMe C arpec-
CUBHBIM TeUeHHeM U KpaliHe Heb0JarompusaTHBIM
nporHodom A xKusHu. 3PO MoKeT pasBuUBaThCA
B JIIOOBIX OpraHax M TKaHSIX W II0JpasaessierTcs
Ha 3PO meHTpasbHON HEPBHOI cUCTEeMBI (aTUIIUY-
Hasd TepaTouA-padmougHad omyxouab, ATPO), 3PO
nmouku m 3PO MArkmx TKaHel (SKCTpapeHaIbHAA
skcTpakpanuagbHasgs 3PO) [1]. Hacrora BcTpeuae-
MOCTH B 3aBUCUMOCTH OT JIOKAJU3AI[UHU, 10 PASHBIM
ucrounukam, sapeupyet ot 0,01 go 0,05 ciyuaeB
Ha 100 TeICc JeTcKoTO HacegeHus B rox [1, 2].

MoJeKyJIsapHBIM MapKepoM 3a00JIeBaHUSA SBJISA-
eTcss OmaJliesbHAS MHAKTUBAIUSA T'eHa-cylIpeccopa
onyxoJieBoro pocta SMARCBI1, KOTUPYIOIIEro OgHy
u3 IeHTPaJbHBIX cyObenuuui; ATd-zaBucuMOro
XPOMaTHH-PEMOAEJUPYIOIIeTro Kommuaekca SWI/
SNF, BAF43 [3]. B Gonee penkux caydadx MIpH-
yuHOoii pasButuda 3P0 Moryr OBITH ajabTepaliuu
reaa SMARCA4 [4]. Oromno 30% mnarueHTOB UMEIOT
repMUHAJIbHBIE U3MEHEHUsI '€HOB, UTO IIOCIYKUIIO
OCHOBaHMEM K BBIJ€JIEHUIO CUHIPOMA ITPEIPAaCIIOO-
skerHoctu K 3PO (CIISPO) 1-ro u 2-ro Tunos [5, 6].

Crnenmuduueckux mapkepo 3PO He cylmecTBy-
er. OTxgesbHBIe PabOTHI OTMEUAIOT BhIPAKEHHOE
MOBBINIIEHNE B KPOBU (PEepMeHTa JIaKTATIeruapo-
renaspr (JII') xax mapkrepa npoaudepaTuBHON
AKTHUBHOCTH OIIYXOJIEBBIX KJIETOK U IIOBBIIIEHUE
noHu3upoBaHHOro Kaubiius (Ca2t) y mammeHTOB C
3P0 mouku, uTo 00yCJIOBJIEHO, BEPOSTHO, CEKpe-
nuel KJIeTKAMU OIIYyXOJU IIapaTTOPMOHOIIOLO0HBIX
0eJIKOB W He SBJISETCS CJIEACTBHEM MeTacTaThue-
CKOTO0 IMopaskeHusd Koctei [7].

Huaruos 3P0 craBuTca Ha ocHOBaHUU MOP(dO-
JIOTUYECKOTO ¥ MMMYHOTHUCTOXHUMUYECKOIO HCCJIe-
nopaHusA. Tunuumas padbmougHass KJIETKa HNMeeT
OKPYIJIYI0 WJH OBAJBHYIO (DOPMY, 9KCIEHTPUUIHO
pPACIIOJIOKEeHHOE SIAPO C OTYETJIWBO PABIUYNMBIM
AAPBIIIKOM. B muTomniaasme o6Hapy:KHUBaeTCsa 00JIb-
1I10e KOJMYECTBO 503MHODUIBHBIX I'PAHYJ, KOTO-
pble MOTYT 00pasoBBIBATH TJILIOKI, T'MaJHUHOBLIE
BKJIIOUEHU A, SBIAIOINECA OTJINUYUTEIbHON UYepTOi
3PO [8]. Inss *MMyHOTUCTOXUMUYECKOU KAaPTUHBI
XapaKTepHbl TOTAJbHAS SKCIPECCUs BUMEHTHUHA,
a Tak/Ke 0YaroBas SKCIPECCHUS SIUTEJIUATBHOTO
meMbOpanHOTO aHTUreHa (DMA) m maHIUTOKEpa-
tuHa. OKpalluBaHue APYTUMH MapKepamMu 0oJjee
BapuabesbHo. O0sA3aTeIbHBIM SBJIAETCS HAJIUULE
oTpuilaTeabHON peakiuu ¢ amTuteaom INI1 mpwm
HAJIAYUY BHYTPEHHEro IIO3UTHUBHOIO KOHTPOJISI Ha
KJIeTKaX 9HAOTEeauA cocynoB [9].

BBuay BEICOKOArPECCUBHOTO TEUEHUS IIPOIecca
npeolJIafaioT pacIpocTPaHeHHbIe CTaauN 3a00JIeBa-

completed in 5 patients (33,3% ), with 2-year overall survival (OS) and 2-year event-free survival
(EFS)11+10 and 9,5+8,7% , respectively. Conclusion: the prognosis for the entire cohort of patients
remains unsatisfactory. However, with a localized disease form with multimodal therapy, it is
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HUS, B CBS3U C YeM 00CJIeJOBAHNE [TAI[EHTOB JOJIMK-
HO OBITH HAIIPABJEHO HE TOJIbKO HA NEePBUYHBIN
ouar, HO ¥ OCHOBHBIE€ 30HBI I'€MATOI'€HHOTO MeTa-
CTa3sMpPOBAHUs, TaKMWe KaK JIerKue, eYeHb, KOCTHU
M KOCTHBIH Mo3T [1, 2]. YuuThiBas BBICOKYIO BEpPO-
SITHOCTh PABBUTUSA CUHXPOHHBIX U METAXPOHHBIX
onyxoJeii y nanmueraToB ¢ CII3PO, a Ttak:xe meTa-
cratruyeckoro mopaxkenus IIHC, menecoobpasuo
IIpOBelieHNe MAarHUTHO-PE30HAHCHON Tomorpaduu
(MPT) rososuoro moara [10].

K daxrTopam, yxyAuiamoIirM HOPOTHO3 3abojie-
BaHUSA, OTHOCSTCS BO3PaCT IaIleHToB A0 12 mMec Ha
MOMEHT IIOCTAHOBKY AMArHO3a, PACIPOCTPAHEHHBIE
craguu npoiecca, Haauuue CIISPO, a Takke oTcyT-
CTBHUE aJeKBaTHOTO JIOKAJIbHOTO KOHTpoJAa [11, 12].
3aboseBaHue ABJIAeTcCA abCOJIOTHO (PaTalbHBIM
0e3 KOMILJIEKCHOI'O IMOoAXoJa K JeueHnI. PeaKocTh
HOB0JIOTUH IIPUBEJIA K TOMY, UTO AJUTEJIbHOE BpeMs
eIMHOU CXeMbI Tepauy He ObLIO U HAIlMEeHTHI II0JIY-
JaJIu JIeYeHre B PaMKaX IIPOTOKOJIOB, OCHOBAHHBIX
Ha TepPBUYHOU JoKainmsanuum omyxonau [11]. 9rto
3aTPYAHANO PETPOCIEKTUBHYIO OIEHKY peayJib-
TATOB TepaIllny, YUUTHIBAsI OIMCAHNE B 3apy0erK-
HOU JiuTepaType HeOOJIBINNX T'eTePOreHHBIX TPy
nanuenToB [13, 14]. B mocaenume roasl 6b11u 0my6-
JIMKOBAHBLI PE3YJbTATHI HECKOJbKUX KPYIIHBIX
HWCCJIeIOBAHU, MMOKA3aBIINX, YTO KCIIOJb30BAHUE
MYJbTUMOLAJIBHON Tepanuy BO3MOMKHO make ¥
MManueHTOB MJIAJAIIEro BO3pacTa U y psama 0OJIbHBIX
CIIOCOOHO IIPHUBECTH K [JOCTUYKEHUIO IJIUTEJbHOM
6eccobnITuiiHOM BEIKUBaemoctu (BCB) [15, 16].

B mauHOI paboTe onncaubl KINHUUYECKIE XapaK-
TepucTUKU nanueHToB ¢ 3PO mouku 1 0cOOeHHOCTHU
TeueHHUs 3a00/IeBaHUA, 00beM IIPOBENeHHOT0 00cie-
IOBAHUS W JIEYeHWsI, UTO, MbI HAaJeeMCsd, BHECET
BKJIaJ B paspaboTKy cTpaTerum OOCJIeTOBAHUSI U
Tepanuu sKcTpakpannaababiXx 3P0 Ha Teppuropun
Poccuiickoit @egepamun.

Ilenp wmcciaemoBaHus — aHAAU3 KINHUYECKUX
ocobennocTeli Teuenusa 3PO moukm y geTeill u
pesyJabTaTOB MYyJIbTUMOAAIBHON TePaIIUN.

Ma'repna.nm 1 MeTOIbI MCCJIeTOBAHUA

B nccaenosanue OblIM BKJIIOUEHBI 15 mariuen-
ToB ¢ 3PO mouKu, IPOXOAUBIINX 00CJIeZOBaHUE U
MOJIy4aBIIUX Tepanuio B ycaoBuax HMMUAIL [IT'ON
uMm. [Im. PoraueBa ¢ dpeBpassa 2012 mo mait 2019 rr.
(87 mec).

Hraraos ObLI TOATBEPIKIEH HA OCHOBaHUU MOP(OJIO-
TMUYEeCKO¥ M MMMYHOTHMCTOXUMUYECKON KapTUHBI 00pas-
IOOB TKaHHUW OIIYXOJIX B YCJIOBUAX OTAEJI€EHUSA IIaTOJIO-
ruueckoit amaromuu HMMUIL IT'OU mm. [Im. Porauema
COTJIACHO ONYOJIMKOBAHHBIM aJlOPUTMaM C 00sg3aTesb-
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HBIM HCIIOJIb30BAHMEM MOHOKJIOHAJbHOTO aHTUTEeaa INI1
[9, 17].

Ona monreepskaenus CIISPO1 B ciayuae mocTymHO-
cTU GUOJIOTMUECKOT0 MaTepraia (KPOBU MAIIUEHTOB) IPO-
Boauau ucciaemoBanme reia SMARCBI. Vcnoab3oBaiu
MOJIEKYJIPHO-0MOJIOTNYECKIe MEeTOJbI: IOJUMepasHas
nenHaa peaknua (IIIIP) ¢ mocaemgyomuM CeKBEHHUPO-
BanueM no CoHTrepy [Jid IOMCKA TOYEUHBIX MYyTaIuii/
JeJlenuii, MyJIbTUIIEKCHAS JIUTasHasa npoba-3aBucuMasi
ammaundukanusa (multiplex ligation-dependent probe
amplification, MLPA) 1ia BbISBJIEHUA TPOTAKEHHBIX
Iesennii BCEero/JacTH TeHa COTJIACHO OMyOJMKOBAHHBIM
maHHbIM [18, 19]. Takke npuMeHAIU (PIYOPECIEHTHYIO
rubpuausanuio in situ (FISH) a1s uckIoueHus gesiemuit
Bcero rexa [20].

PacmpesiesieHue Mo CTaIusAM OCYIIECTBJISIN COTJIAC-
HO KPUTEPUAM IOCTXUPYPTrUUECKOTO CTaAupOBa-
Hua MeXAyHapOAHOro OOIIecTBa AETCKUX OHKOJIOTOB
(International Society of Pediatric Oncology, SIOP) [21].

Cormacuo pexomeHpanuam SIOP, mamumenTam
MJazire 6-MecsaUHOr0 BO3pAcTa IPYU HAJUUNU KJIU-
HUKO-PEHTTEeHOJOTUYEeCKUX NIPU3HAKOB 00pas3oBa-
HUS TTOYKU TPOBOAUIN MHUIUATIBHOE OIepaTUBHOE
BMEIIIATEJILCTBO B 00beMe TYMODPHE(DPYPEeTEPIKTO-
MUY ¢ 003aTeJTbHOM OMOIICHell PeTUOHAPHBIX JIUM-
(Oy3JIOB 1 COMHUTEJIbHBIX 0YaroB, a TaK:Ke PeBU-
3UI0 JIOXKa KOHTpJIaTepaabHOI mouku. IlanuenTam
crapiie 6 MecsIeB OllepaTUBHOE BMEIIATEIHLCTBO B
OIMCAHHOM BBIIIe 00'beMe BBITIOJHSAIU II0CJe TIPO-
BeJleHUsA HeoaabioBaHTHOI xuMuorepanuu (XT).

HeonproBaunTHasda XT BKJIOUasa B cedsA mpema-
parel: Bunkpuctud 1,5 mr/m2/cyt (1-4 mHemenu) u
aktTuaomuInuH I 45 mxr/xr/cyr (1, 3 Hemenu) — niia
JIOKaJIN30BAaHHOU (POPMBI IIpoIlecca M BUHKPUCTUH
1,5 mr/m2/cyr (1-6 memenu), aktuHomunus [ 45
MKr/Kr/cyT (1, 3, 5 Hegenau), tokcopyouruu 50 mr/
m2/cyt (1, 5 Hemesu) — MJIA TAIUEHTOB C HAJIUUNEM
OTHAJIeHHBIX MeTacTasoB [22].

ITocye rucTosiornyecKoOro MOATBEPIKIEHIA AUa-
raosa 3P0 malueHTHI OJIyYaiu TEPAIINIO COTJIACHO
pexomerganuaMm EURHAB, uTo BKJIouaso B ceds
9 anbTEePHUPYIOIUX KYPCOB HOJUXWUMHOTEPATIUN
(IIXT) mo cxemam DOX (mokcopyournus 37,5 mr/
m2/cyr 1-2 gum), ICE (udochamunx 2000 mr/m2/
cyt 1-3 guu, xapoomaarun 500 mr/m2/cyt 1 neHs,
arormo3up 100 mr/m2/cyT 1-3 guu) u VCA (BUHKpU-
crua 1,5 mr/m2/cyr 1, 8 guu, akTunomuiug I 25
MKT/Kr/cyT 1, 2 guu, nukaodochamug 1500 mr/
m2/cyT 1 mens). IHTepBaI MKy KypcaMu COCTAB-
aan 14 gueii [15].

MeTpoHOMHasA Tepanus B o0beMe 6 IIUKJIOB C
IJIATEJIBHOCTHIO KAXKAOTO IUKJA 4 Hemeau BKJIIO-
yaJia B ce0sa mukgaodpochamun 25 mr/m2/cyT (mpuem
OCYIIIECTBJISAJCS ITIOCTOAHHO), BUHOPeaOuUH 25 Mmr/
m2/cyr B 1, 8, 15 gHM HUKJIa M OPUMEHSAIACH
y TalueHTOB, UMEIINX OCTATOUHBIN KOMIIOHEHT
OMMyXOJIX HAa MOMEHT OKOHUYAHUSA WHTEHCUBHOMN
¢asnl Tepanuu, a TakKe MPU HAJTUUYNN UHUIHATIb-
HOT'0 OTJaJIEHHOTO MeTacTa3upPOBaHUA.

JIyueBas tepanus (JIT) Oblia mokasaHa BceM
marueHTaM 1 BKJIIoUaJsia B ce0d o0ryueHre Ha (DIIaHK
B CyMMapHBIX ouaroBsix posax (CO/) 10,8-19,8 I'p

B 3aBUCHMOCTH OT BospacTra. IIpu HepaguKaJIbHBIX
ONepaTUBHBIX BMENIATEJIbCTBAX ITPEAYyCMATPUBAIUA
OycT Ha ocTaTOUHOe 00pasoBaHMUe WM U3MeHEeHHbIe
aumdatunuyeckue y3asl B COIl 10,8 I'p. Paspsi
KaICyJIbl OITyXO0JIX ¥ HAJIMUME OIIYyXO0JEeBhIX KJIIETOK
B aCI[UTUYECKOMN KUIKOCTU SABJIAJINCH ITOKA3aHU-
aAMHU K 00JyueHUIo Bceidl OpromrHoii mosoctu B COJL
10,5-19,5 T'p B 3aBUCUMOCTH OT BO3pacTa IaIu-
eura. Toranbuoe obayuenue jgerkux (TOJI) B COJL
10,5-12 I'p paccmaTpuBaIy IPU METACTATUIECKOM
MOpaKeHUU JIETKUX.

OO0111yI0 BRI} KMBAEMOCTH PACCUUTBIBAIN OT JAThI AUa-
THOCTUKMU 3JI0OKaUYeCTBEeHHOT0 HoBooOpasoBauusa (3HO) no
IaThl ITOCJeIHero KoHTaKkTa uiau cmeptu; BCB — ot gaTsr
nuarHoctuku 3HO mo mater coobiTusA. I1og coOBITHEM IO -
pasyMeBaJi MPOTPECCUPOBaHME,/PeruAnB 3a60JeBaHNA,
CMepTh OT OCHOBHOTO 3a00JIEBAHUS WU OCJIOKHEHUHA
Tepalnuun.

BrI:xuBaeMocCcTh pacCuuTbBIBAJI C HMCIIOJIbSOBAHUEM
merona Kamnana—Maiiepa U HemapaMeTPUUECKOT'0 KPHU-
Tepus, log-rank test — gia cpaBHeHNA KPUBBIX BBIKUBA-
€MOCTH. CTaTI/ICTI/I‘IeCKI/Iﬁ aHaJIu3 IIPOBOAUJIN IIPU IIOMO-
mu mporpammbl Statistica 8.0 (Stat Soft, CIITA).

BaKOHHLIMI/I IIpeacrTaBuUTeJNAMU IIalIlUEeHTOB 6I)IJIO
OANMCAHO WH()OPMUPOBAHHOE corjacue Ha 06paGoTKY
IIePpCOHAJIbBHBIX JAHHBIX.

Pe3yabTaTsl

Kaunuueckue xapaxmepucmurku

3a mepuog ¢ 2.2012 mo 5.2019 rr. 8 HMMUI]
OT'OU um. Im. PoraueBa mpoxoauiau obcaemoBaHMe
u JeueHre 45 TANMEHTOB C 9KCTPAKPAHUAIBHOMN
3P0, u3 vux y 15 (33,3%) ounpenmensanace 3PO
nouku. COOTHOIIIeHEe MAJTbUYNKNI:I€BOYKN COCTABU-
70 0,36:1 (4:11), c TpeBaTpPOBAHUEM JIUII JKEHCKO-
ro moJia.

Meauana Bo3pacTa Ha MOMEHT ITOSBJICHUS Tep-
BBIX KJIMHUYECKMX CHMIITOMOB COCTAaBMJIA 8 MeC
(pasbpoc 1-45 mec), Ha MOMEHT IIOCTAHOBKM! [IHa-
rao3a 3HO u 3PO - 10,5 mec (pasbpoc 1-45 mec)
u 11 mec (pasdbpoc 1-46 mMec) COOTBETCTBEHHO.
IIpeobiamany MAIEeHTHl ¢ BePUPUIMPOBAHHLIM
amarso3oMm Ha 1-m roxy *kusuu — 10 (66,6% ), mpu
sarom 8/10 (80%) — B mepBble 6 MecsAIEB KU3HU
(puc. 1).

Onyxosb OblIa BBIABJIEHA IPU IIJIAHOBOM YJIb-
Tpa3dByKoBoM wucciaenoBauuum y 3 (20% ) mamuen-
TOB. OCHOBHBIMM KJIHNHUYECKUMHU ITPOSABICHUSIMU
OobL1u: Makporematrypusd — y 8 (53,3% ) marueHToB,
JINXOPagKa ¥ MHTOKCUKAIIMOHHBLIM CHHIPOM — ¥
5 (33,3%), manpnupyeMoe oOpasoBaHmue U yBEJU-
yeHUe B pasmepax xkuBota — y 3 (20%). B omgmHom
(6,6% ) cayuae HabGIIOAAINCH MHOMKECTBEHHBIE IO -
KOJKHBIe 00pa3oBaHUA; ¥ ofgHO (6,6% ) marmeHTKHT
OCHOBHBLIM CHMIITOMOM, IIOCJHYXMUBIIUM IPUYNHON
obparieHuss B OOJBHUILY, CTajJa PBOTA, YTO OBLIO
00yCJIOBJICHO IIOBBLIIIIEHHLIM BHYTPUUEPEIHLIM JaB-
nenueM Ha ¢oHe pasButud ATPO IV xenynouka.

JlaGopaTopHble M3MEHEHWs BKJIOUYAJIU B cebs
anemuio III cremeHu (ypoBeHb IeMOTJIOOMHA HIUKE
70 v/n) v 3 (20%) mamueHTOB, MOBBIIIIEHNE YPOB-
Ha JIIT 6oxee 1000 ex/n y 8 (563,3% ) manueHTOB,
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Puc. 1. PacnpeneseHue manueHToB 110 BO3PACTY.
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Del Del (n=2)

Puc. 2. Cnextp anprepanuii reia SMARCBI B rpymie mamu-

enros ¢ CII3PO1.

a rakxe ypoBHsa Ca2t Gomee 1,27 mMmoun/n y 7
(46,6% ) marmeHTOB.

Huaznocmuxa

Ouarnos ObLI IIOCTABJIE€H HA OCHOBAHUM T'MCTO-
JIOTMYECKOT'0 MCCJIEJOBAHMWS MaTepuaja IIepBUY-
HoIt omyxosu B 14 (93,3% ) caydasax, TOTKOMKHOTO
MeTactasa — y omgHoro (6,7% ) mamuenta. Bo Bcex
cayuaax (n=15, 100% ) nuaruos OB MOATBEPIKICH
oOTpHUIlaTeIbHOI peakiueit ¢ antuTeaom INI1 mpwu
HAJIMYNY BHYTPEHHErO IIO3UTHUBHOIO KOHTPOJISI Ha
KJIeTKAaX 9HOTEJHUS COCYLOB.

Hnsa ananusa reaa SMARCBI u moaTBep:KIe-
Hua CII3PO1 meromom IIIIP ¢ mocienyromuM cek-
BeHUpoBaHMeM 1o CoaHrepy ObLIu mocTymHbI 15/15
(100% ) obpasiios mepudepuueckoir kposu, CIISPO
BBIABJIEH y 3 IAI[MEHTOB 3a CUeT HAJUUYUSA TOUEeU-
HBIX MHAKTUBUPYIOIIUX MyTaluil B 9K30HaX 2, 6,
7 B reTepo3UTrOTHOM COCTOAHUM. IloIyueHHBIE TaH-
Hble ObLIM omybOsmKoBaHbI paHee [23]. na metona
MLPA 6b11u goctynusl 11/15 (73,3%) obGpasiioB
nepudepuyeckoit Kpou, CII3PO1 Tak:ke BBIABIECH
y 3 IarueHTOB B BUe Aeselnii 9K30H0B 1 1 6 B reTe-
posurotHoMm cocroauuu. FISH (moctymuwer 12/15
(80% ) 006pasioB) MOMOKUTEIHLHBIX PE3YJILTATOB HE
IIOKAa3aja, YYUTHIBAA OTCYTCTBHE B HCCJIELYEeMOIt
Koropre OOJBHBIX MHAI[MEHTOB C Jejelueil BCEero
reda. Takum oOpas3oM, YMCJIO MANMEHTOB C HAJIM-
uynem CIISPO1 coctraBuio 6 (40% ) ot Bceil rpymnnbl
00JIbHBIX, BKJIIOUEHHBIX B aHaau3 (puc. 2).

KOHCTUTYIIMOHAJLHBIA KapUOTUII OIIPEmesIs-
cay 12/15 (80%) mamuentoB. B ommom ciayuae
Oblia BhIsIBJeHAa TpaHcaokarnuda t (2; 6) (q35; q22).
Ilo maHHBIM JUTEPATYPhl, CBAZK MEKAY HAJIUUYNEM
Tpauciaokamuu u 3P0 ommcamo He ObLIO, OZHAKO
HEeOO0XOAMMO OTMETHUTH, UTO Y 9TON OO0JbHOI OBLI
BolaByeH CIISPO1. B ocTanbHBIX COydYasx aHoMa-
JINH KapUOTHUIIA He OIIPeIeIsiioCh.

Joxanuszayusn u cmadusn

VHuiaTepaIbHBI XapaKkTep MOPaKeHus OIpe-
mensscsa Bo Bcex cayuaax (n=15, 100%). Cumn-
xpouHoe passutue 3P0 mouxku 1 ATPO 065110 BBISB-
JeHo y oguoro (6,66% ) mamuenTa. ITogpoOHbIE KJIH-
HUYECKNE XapaKTePUCTUKU U 00'beM TePAIINH B KaiK-
IOM KOHKPETHOM CJiy4yae IpecTaBJIeHbl B TabJI. 1.

IIpeobaaganyu MHAIUEHTHI C JOKAJMU30BAHHOM
dopmoii 3aboseBanua (n=8, 53,3%). 3-a cra-
nusa oupernensanaack y 4 (50%) mamuenToB, 3a cueT
HEepPaJAMKaJIbHOCTH OIEPATUBHOTO BMeEIIATEJhCTBA
(n=3, 75%), mopaskeHUA PETrMOHAPHBIX JuUM®a-
Tuueckux ysmaoB (n=1, 25%); 2-a u l-a cragum
ObLIn BeISIBJIEHBI y 3 (37,5% ) m omuoro (12,5%)
mamueHTa COOTBETCTBEHHO. Pa3phiB KamCyJibl ompe-
mensanca y 2 (25% ) mamueHToB, UMEBIINX 3-I0 CTa-
nuo. Heo0XoguMo OTMETUTD, UTO B JAHHYIO I'PYIIILY
MaInUeHTOB OTHECeH KJMHWUYECKWUI cjaydyail ¢ CUH-
XPOHHBIMHY OIYXOJISIMHU IIOYKK ¥ F'OJIOBHOTO MO3Ta.

MeracraTnyeckas (opma 3a60eBaHUSA BBISB-
asaaack B 46,7% (n=7) cayuaeB. O6sacTu oTHaIeH-
HOTO METAaCTAa3WPOBAHUS BKJIIOUAJU B celdA: U30-
aupoBaHHo Jerkme (n=4, 57,1%), meueusr (n=1,
14,3%), merkue u rosoBHoO# Mmo3r (n=1, 14,3%), B
oxgaoMm ciayuae (14,3%) ompemensanoch MyJIbTu(O-
KaJIbHOE MOpakeHre ¢ HaJInYreM MHOKECTBeHHBIX
TOAKOKHBIX 00pa3oBaHUI (CUHAPOM «UYEPHUYHOTO
nupora»). JlokasbHas cTagus TPAKTOBAJIaCh Kak
3-ay 6 (85,7%) manueHTOB 3a CUeT HepaguKaJb-
HOCTU XUPYPTUUYECKOTO BMEIIATeJbCTBA BO BCEX
cayuaax (n=6, 100% ), mpu 9ToM mopasKeHue Permo-
HAPHBIX JUMMATUUYECKUX Y3JI0B OMPENesIsaioch B 5
(83,3% ) cnyuasax. B aToit rpynme paspbiB KaICyJIbl
omryxoJiu BeIsABIeH ¥ 2 (28,6% ) mamueHToB. Y OIHO-
ro (14,3%) mammenTa ompegensanach JOKaJbHAA
cragudg 2.

Takum oOpasoM, mpeobsamaan IAIUEHTHI C
MECTHOPaCIIPOCTPAHEHHBIM IPOI[ECCOM U HAJTUUNEM
OT/JIaJIEHHOTO MEeTaCTa3uPOBAHUS.

Tepanusa

TepameBTUUECKU MOAXOJ BKJIOYAJ B ceds
cucremuyio [IXT u JoKaJbHBIN KOHTPOJh (XUPYP-
ruyeckoe Jeuenue, JIT) Bo Bcex cuayuasix, Kpome
nanuenTa Ne 5 (BBuAy OBICTPOTO IPOTPECCUPOBAHIUA
Ha ()oHe IMCCeMUHUPOBAHHOTO mporecca) (Tada. 1).

Xupypzuueckoe nevenue

Xupypruueckoe JieueHue BBITIOJIHEHO B 14 ciy-
yaax (93,3%). NHumnuaabHOE OIlepaTUBHOE BMe-
mIaTeabCTBO mpoBeneHo 6 (42,9%) mamumentam: 4
(66,6% ) — B pamrax crpateruu SIOP, mamuentam
B Bo3pacTe MeHee 6 Mec HAa MOMEHT BBISIBJCHUS
HOBOOOpasoBaHusd; B 2 (33,4% ) cayuaax omeparus
HOCWJIA SKCTPeHHBIN xapakrep (1 — momospeBaiach
TpaBMa IIOYKMU y IIaIieHTa cTaplieil BO3pacTHOHI
rpynnsl; 1 — 6ypHBIH pocT omyxoun). OTcpoueHHAA
omepanusa BeIMOJIHAIACH B 8 (64,3% ) ciyuasax: y 6
(75%) mamumenTOB, YUUTHIBAsA Bo3pacT OoJiee 6 mec;
2 (25% ) mammeHTaM IOCJe WHUIIUAJIBLHONI TOJICTO-
WUTOJILHOM OMOTICUY OTIYXOJIH.

ToranbHAsA Pe3eKI[Ud OMYyXOJU ObLIa BO3MOIK-
Ha B 6 ciayuaax (42,8%), Ipu B3TOM CTOUT OTMe-
TUTb, YTO M3 HUX MOCTHUKEHME IOJHON pPe3eKIlnu
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Tabauua 1

Xapakrepucruka nanuestos ¢ 3P0 moukn

II. Bospacr, IlepBuyHasA JOKaIH- ITopaskenue LDEIT O6mas

N Ilon Mo o e OTxajieHHbIe MeTaCTa3hbl HaA - CII3PO1

cragus
1 K 2 IIpaBas mouka Her Her 2 2 Ha
2 K 1 IIpaBas mouka Oa Ileuens, paspris 3 4 Her
KaTICyJIbI
3 K 2 IIpaBas mouka Her PasphIB KamcyJibl 3 3 Ha
4 K 4 JleBas mouka Her PaspriB Kamncyabt 3 3 Her
5 H 3 ITpaBasa mouka IOa MyabTu-dhoraabHO 3 4 Ha
6 K 5 IIpaBasa mouka IOa Jlerkue, roJIOBHOM MO3T 3 4 Ha
7 M 6 JleBas mouka Her Her 1 1 Her
8 K 6 JleBas mouka Ha Her 3 3 Ha
9 M 11 JleBas mouKa Her Jlerxkue 2 4 Her
10 K 10 IIpasas nouxa, Her Her 2 2 Ila
TOJIOBHOH MOBT
11 K 15 JleBasi mouKa Her Her 3 3 Her
12 K 15 IIpaBas mouka Ha Jlerxkue 3 4 Her
13 | M 19 Jlepas mouxa Her Jleriue, paspers 3 4 Her
KaICyJIbl
14 M 34 JleBasi mouKa Her Her 2 2 Her
15 K 45 IIpaBas mouka Ha Jlerxkue 3 4 Her
IIpodonsxcenue mabauyvt 1
I o JIINTeIbHOCTH Texymuii craryc,
N ITox e IIporoxoa ITIXT Xupyprus JIT Ha0II0JeHud 10 IJINTEeJILHOCTH
COOBITHS, MeC HaOJIIOqeHNs, MecC

1 K 2 EURHAB UIIP 10,8 Tp 12 C3, 14

2 K 1 EURHAB, Cyclo/Vnr qp Her 8 C3,9

3 K 2 EURHAB qp Her 2 C3, 3

4 K 4 EURHAB, Cyclo/Vnr qp 10,5 Tp Her JK63, 10

5 K 3 EURHAB Buoncus Her 1 C3,1

6 K 5 WT, EURHAB qp Her 2 C3, 3

7 M 6 WT, EURHAB UIIP 10,8 Tp H/n H/n

8 K 6 WT, EURHAB OIIP 19,5 Tp 5 C3, 22

WT, EURHAB, 19,5Tp +

9 M 11 Cyclo/Vnr omp TOJI 10,% T'p 5 Cs,8

10 K 10 WT, EURHAB UIIP Her 2 C3, 3

11 K 15 WT, EURHAB qp 19,8 Tp 13 JKC, 15

12 K 15 WT qp Her 1 C3,1

13 M 19 WT qp Her Her CO, 0

14 M 34 EURHAB UIIP 30,6 I'p Her K63, 30

30,6 I'p +
15 X 45 WT, EURHAB qp TOT 15pI‘p 10 C3, 18

WUIIP — nannuanpHad nonHad peseknus; OIIP — orcpouennas norHad pesexkuusa; YP — yactuunas peseknus (R1 u R2); C3 — cmepTsh
or 3aboseBanus; K63 — :xuB O6es 3abosneBanus; TOJI — roranbHoe o0ayuenue erkux; JKC — :xusB ¢ onyxo0sbi0; CO — cMepPTh OT OCTI0MK-

HEHUU Tepamuu.

nepBuuyHoro ouara (R0) B mpoiecce MHUITMATBbHOMN
omepanuu OblI0 BO3MOMKEHO vy 4 (80% ) GOJBHBIX,
B oCTaNbHBIX ciaydasax (n=2, 20%) peusb mwuia 06
orcpouenHoii RO-pesekmuu. YacTuuHas peseKIns
omyxoJsim ocyiecrBiaerna y 8 (57,2% ) mamueHTOB:
R1-5(62,5%), R2-3(37,5%).

B omgHOM ciyuae mpoBemeHA TOJIBKO IHATHO-
cTUYecKas OuWomcus I[IOJKOKHOIO MeTacTasa.
OmepaTUBHBIX BMeEIIATEJIbCTB, HAIPABJIEHHBIX HA
yIajieHne OTHAJeHHBIX METaCTa30B, He BBIITOJHSJIN.
ITanuenTKe ¢ CHHXPOHHBIMY OIIYXOJISMU IIOUYKH U
TOJIOBHOT'O MO3Ta TaKsKe OBbLIO IIPOBEIeHO OllePATHUB-
HOe BMeIIaTeabcTBO Ha IV iKeaymouke.

Jyueeas mepanus

Jlokanpuyio JIT npumensanam B 8 ciaydaax
(563,3% ) 1 coueranu ¢ JIOKAJIbHBIM XUPYPrAUECKUM

BosgetictrBueM. COJl BaprupoBaisa ot 10,5 mo 30,6
I'p B 3aBHCHMMOCTH OT PAAUKAJIBHOCTH XUPypPrude-
CKOI'0 BMeIlIaTeJIbCTBa M Bo3pacTa mamueHTa. B 2
(25%) cayuasix ¢ 1eJIbI0O KOHTPOJIA MeTacTaTude-
ckoro nopaxkenusa nposoguau TOJI B CO 10,5 u
15 T'p. Ogromy (12,5% ) marmueHTy ¢ pa3pbIBOM Kall-
CYJIBI OIYXOJIX BBIMOJIHSJIN TOTAJbHOE 00JIydeHme
opromaoM mosoctu, COJIl cocraBnsana 10,5 I'p.

CucmemHas noruxumuomepanus

Bce mamwmenTtsl moayuanu cuctemuyio IIXT
(n=15, 100% ), ogHAKO OQUH MMAMEHT UCKJIIOUYEH U3
aHaJn3a, yYUTHIBASA OTKA3 CEMbHU OT TE€PAIIUN.

HeoagproBauTuyo IIXT mposomuam 9 (60%)
MaryueHTaM: IIAIlMeHThl C JIOKAJIM30BaHHON (op-
Moii 3aboseBanusa (n=4, 44,4% ) nosyuanu JedueHue
corsaacHo cxeme AV, mainueHThI ¢ METACTATAUYECKON



dopmoit (n=5, 55,6% ) — cornacuo cxeme AVD B 4
(80%) cayuasx, oguH (20% ) mammeHT HavaJ HEO-
aIbIOBAHTHYIO Tepanuio mo nporokoay EURHAB
Imocje pPes3yJIbTaTOB I'MCTOJIOTMUYECKOTO HCCJIeI0Ba-
HHUSA MeTacTasa. B rpyiime ¢ JoKaJIn30BaHHOI (op-
MOH 3a00JeBaHUSA HeOoaN bIOBAHTHASA X1 B IIOJHOM
o0beMe 3aBepllieHa BCeM IIalleHTaM. B rpymnme c
MeTacTaTudyecKoi (Qopmoit 3aboseBanusa 3 (60%)
manueHTaM IIpepBaHa HeoambIOBAHTHAS Tepalus
(2 — 6ypHBIHA pocT omyxouu; 1 — Imocje MoJTyUYeHUuA
pes3yJIbTaTOB TOJICTOUTOJIbHONM OHMOICUM Iepexon Ha
IIXT mo mporokory EURHAB).

AnswioBantuyio XT, corjsacHo pekoMeHmAIN-
sm EURHAB, nposoguau 11 (73,3% ) nmanuenram
(3 mammeHTa WOrMOJM Ha Tame HeoaIlbIOBAHTHON
IIXT). Heobxomumo ormeruTh, uTo omuu (9,1%)
ManueHT HAYaJ aJbIOBAHTHYIO TEPAIINI0, COTJIACHO
pexomenganuam SIOP misa mamueHToB ¢ Hedpobaa-
CTOMOI BBICOKOU I'PYIIIIBI PHUCKA, 1 OBLT BKJIIOUEH B
anaysms. MenmaHa KOJIMUeCTBa IIPOBEIEHHBIX KYP-
coB coctaBuia 9 (2—9 Kypcos).

OCHOBHBIMHU OCJIOJKHEHUAMU Tepalnuy SBJIs-
JINCh: IIUTOTOKCHUYECKAs MUEJOCYIIPEeCcCusi ¢ pas-
BUTHEeM (edpuiabHON HeWTponenuu (14/14 mamm-
eaToB, 100% ), BeHOOKKJIIO3MOHHAs 0O0JIe3Hb IeJe-
uu (BOB) (1/14 namnueunrtos, 9,1% ). TokcuunocTu,
noTpebOBaBIIell OTMEHBLI IIPEmapaToB, a TaKiKe
JIeTAJILHBIX MCXOI0B, ACCOIIMUPOBAHHBIX C TOKCUY-
"HocTbio IIXT, ormeueno He 6bL10. IlamuenTsr 1-ro
roza sxkusau noayuanu IIXT ¢ mepecueTrom 103 mpe-
mapaToB Ha KI' MACChI TeJia, XyAIell IePeHOCHMOCTH
0 CPaBHEHUIO C ITAI[MeHTAMU CTapIieil BO3pacTHOMI
TPYIIIBI OTMEUEHO He OBLIO.

8 mammenTtoB (72,7%) 3aBepIInau MHTEHCUB-
Hy0 (asy Tepanuu. VI3 HUX IOKA3aHUA K METPO-
HOMHOU Tepanuum B paMKax 1-fi JUHUU JIeUeHUsS
umenu 3 (37,5% ) manumenTa (2 — meracTaTuuecKas
dopma 3zaboseBanus; 1 — MHUIUAJBbHBINA PaspPbIB
KalcCyJIbl OIIyXoJin). MeTpoHOMHAS Tepalus 3aBep-
mena B ogHoM (33,3% ) cayuae.

Takum o00pasom, IIOJHBIA 00BEM IIPEIyCMO-
tpenuoi IIXT nposenen 5/14 (35,7% ) mamuenram.
9/14 (64,3% ) manuenTam Tepanus ObljIa IpepBaHa
BBUAY mporpeccupoBanusa (n=8, 88,8%), panuei
JIeTaJbHOCTH B IIOCJIeoIIepannonHoM nepuoge (n=1,
11,2%).

Hcxo0vt mepanuu

13 o11eHK Y BBIXKMBAEMOCTHY UCKJIIOUEH ITAl[eHT
Ne 7 BBUIy OTKasa CeMbU OT TEPAIIUU, OTCYTCTBUS
naHHbBIX. MenmaHna IJINTEJbHOCTU HAOJIOLEHUS 3a
BCell TpYIIOil IaIMeHTOB cocTaBumJja 7 mec (pas-
6poc 0—-30 mec), mpu 3TOM MeAMAaHA HAOJIIOAEHUS
3a 'KuByIuMu ObL1a 15 mec (pasdépoc 10—30 mec).
Menuama BpeMeHU HAOJIIOAeHUA 1O IIPOTPECCUPOBa-
HUSA cocTaBuia 3,5 mec (pasbpoc 0—13 mec).

2-neruasa OB mis Bceit rpynnsl 60JIbHBIX COCTA-
Buiaa 11+10%, 2-netusas BCB — 9,5+8,7% (puc. 3).

B rpyume mormbmux (n=11, 78,6%) cmeprs
HACTyIuJjaa oT oCHOBHOTO 3aboseBauusi B 10 (90,9%)
cayudasix, B ogaom (9,1%) ciyuae — Kaxk HCXOJ
OCJIOYKHEHUS IIOCJIe0IePAIlOHHOT0 IIePHUoIa.

YV 7 (50%) manueHTOB BbIABJIEHa IIPOTPECCU
3abosieBaHUA B mepBblie 6 Mec OT MOCTAHOBKU JIHa-
rHO3a, y ogHoit (7,1% ) nanueuntku ¢ CII3PO1 uepes
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Puc. 3. 2-aetuasa OB u BCB nauuenTos ¢ 3P0 mouxn.

12 mec or Hauaja HabOaogeHus pasBuiaachk ATPO.
IIpeBanupoBaiy CUCTEMHBIN 1 KOMOMHUPOBAHHBIN
XapakTepbl MpoTrpeccupoBaHuA/pemuauBa (n=>5,
50% ; n=5, 50% coorBercTBenHO0). HamnboJsee yacto
BCTPEUAOIIMMUCS 30HAMHU OTAAJEHHOTO MeTacTa-
3UPOBAHUSA B PeNUINBE/IPOrPecCUPOBAHUMN OBLIN
saerkue (n=5, 50%), rososHo#t mosr (n=5, 50%),
neuens (n=3, 30%).

ITanenTsI, UMEOIINEe Ha MOMEHT IIOCTAHOBKU
auartosa 4-10 CTaauio IIpoIlecca, He BBIXKUJIN, IPU
9TOM MeJMaHa BPeMeHU 0 COOBITHUS B 3TOU I'PYIIIIe
OblLJIa KOpPOUYe IO CPaBHEHUIO C I'PYIIIION MAI[eHTOB C
JIOKAJIN30BaHHOU (popMoii 3abosieBanusd (3 Mec, pas-
6poc 0—10 mec mpotuB 5 mec, pasbpoc 2—13 mec).
W3 nanuenTos ¢ gokasanHbIM CIISPO1 BbeIKUBIINX
TaKsKe He 0Kas3ajoCh, B 9TOU I'PYyIIe OTMEYeHO IIpe-
obJiafilaHNe IaIleHTOB 0oJjiee MJIAJAIIEr0 BO3pacTa
(menmana Bodpacra 4 mec, pasddopoc 2—10 mec TpoTuB
15 mec, pasdbpoc 1-45 mec). Hecmorpsa Ha TO, 4TO,
COIJIACHO IIOJIYUEeHHBIM HAMU NAHHBIM, Takue (Gak-
TOPBI, KaK Bo3pacT MeHee 12 Mec Ha MOMEHT IIOCTa-
HOBKU AHAarHosa, sKeuckui moi, saaunuue CIISPO1,
a Tak’Ke OTCYTCTBUE PAJUKAIBHOI'0 XUPYPIUIECKO-
ro BmemiarejabcTBa, cHm:kaau OB m BCB; mgocrto-
BepHBIMH (PaKTOPAMU, OTPUILATEIHHO BIAUSIOIIUMU
HaA IIPOTHO3, OKA3AJUCh TOJHKO MeTacTaThudyecKas
dopma 3abosieBaHUSA U OTCYTCTBHE JOKaJabHOU JIT
(tabu. 2).

Ha momentr nabuiogerus 3 manuenTta (21,4%)
JKUBBI, 13 HUX B omHoM (33,3% ) ciiyuae BBIABJIEH
CHCTEMHBIH PEIUIUB C IOPAKEeHNEeM JIETKUX CIYCTs
13 Mec OT IIOCTAHOBKHY auarHosa, B ogaoM (33,3%)
ciyJyae AJUTEJIbHOCTb HAOJIIONeHUS OT OKOHUAHUS
cruenu(UUEeCKON Tepaluu COCTaBJSET BCEro 2 Mec
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Tabauuya 2

Bauanue paszauuaeix paxkrTopos Ha OB 1 BCB nanuenTos ¢ 3P0 mouku

XapakTepucTuka Aoc. uncao (%) | 12 mec OB, % p 12 mec BCB, % p
<12 9 (64,3) 33,3+15,7 60-+21,9
Boapacr, mec >12 5 (35,7) 30-23,8 |30 40+21,9 0,35
WK 11 (78,6) 17+14,1 13,6+11,7
Iox M 3(21,4) 33,3x27,2 | %7 [ 33,3:27,2 0.5
dopma JlokasusoBaHHaA popMa 7(50) 52,3+20 0.13 19+16,7 0.04
3a00JIeBaHUSA MeracTaTuueckas hopma 7 (50) 0 ’ 0 ’
O6bem RO 6 (42,9) 50+20,4 16,6+15,2
XUPYPTUAUECKOTO 0,59 0,8
BMEMIATEILCTEA R1/2 8(57,1) 37,5+17,1 25+15,3
IMa 7 (50) 68,5+18,6 38+19,9
JlyueBas Tepanus Her 7(50) 0 0,05 0 0,09
Tla 6 (42,9) 0 0
CII8PO1 Het/ue onpenenen 8(57,1) 50+17,6 0,7 37,56+17,1 0,4

1 TOBOPUTH O AJOJITOCPOYHBLIX IIEPCIIEKTHMBAaX IIpe-
JKJIEBPEMEHHO.

EI[I/IHCTBeHHbIM BBIXKUBIIINM IIaIlI€eHTOM C OJIN-
TeJbHOCTHIO HabmomeHnss 30 Mec ocTaeTcs peGeHOK ¢
BO3pacToM 34 Mec Ha MOMEHT IIOCTAHOBKY JUATHO3a,
JIOKaJIM30BaHHOI (hopMoii 3abosieBaHUs, 6e3 MOKa-
dagHoro CIISPO1 u monyuwBINUI HOJHBIA 00BEM
crenu(puyIecKoil Tepanmnu, BKJIOUYAA UHUIUAJIBHYIO
TIOJIHYIO Pe3eKIINIO OIIyXoJu U JokaabHyio JIT.

O6cy:kaeHue

B merckoii oukosioruu 3PO ocraerca muarso-
30M, aCCOIUUPYIOIIMMCA C HEOJIaTOIPUATHBIM IIPO-
THO30M 114 :Kku3Hu. [fluarao3 3PO cTaBuTCS HA OCHO-
BaHUU T'MCTOJIOTUYECKOTO MCCIEJOBAHUA U OIIpe/e-
JeHHON MOP(OJOTUYECKON U MMMYHOTHUCTOXUMU-
YeCKOll KapTUHBI, UTO, YUUTHIBAs PEIKOCTH 3a00-
nesauud (0,01-0,05 cayuaeB ma 100 ThICc gJeTCKOTO
HaceJeHU B I'OJl), MOKET IPUBOAUTE K TPYAHOCTAM
IWaTHOCTUKHU U TpebyeT o0s3aTeabHOTO pedepeHca
TUCTOJIOTUUECKOTO MaTepuajia B YCIOBUAX MATOJO-
roaHaTOMUYECKOH JabopaTopuu, MMEOIel OIbIT
paboTsl ¢ manHOIT HOo30J0oTHei [1]. OOA3aTeTbHBIM
ABJISIETCA WCCJIEOBAHUE C KUCIIOJb30BAHMEM MOHO-
kaoHasbHOTO aHTUTEeNa K SMARCB1 (INI1), orcyT-
CTBUE SANEPHON HKCIPECCUU ABJISAETCA OTIUUUTETH-
HOIi UepToii JaHHOTO BUAA OIMIYXOJH, UTO 00YCJIOBIIE-
HO mHaKTuUBanueir resa SMARCBI/hSNF5/INI1 B
TKaHU omyxoJu [1-3].

YuureiBasgs MHOroo06pasue TeHeTUYEeCKUX
cuaapoMoB y manueHToB co 3HO, B ocobeHHOCTH
Ha 1-M TO&y KW3HU, HEOOXOAUMO eIlle pas3 IOJ-
YepPKHYTb, uTO0 OKoso 25—30% manuentoB ¢ 3PO
umeior CIISPO c¢ mpeob6amamzanumem CIISPO1 [24].
BoibnInECTBO BBHIABIEHHBIX TepMUHAJBHBIX MyTa-
nuii popmupyercsa de novo U He ompenesaeTcA y
ponuTesneil, OMHAKO He UCKJIIOUEH I'OHAJHBIN M0O3au-
nusMm [25, 26]. HacToTa BCcTpeuaeMoOCTU CUHAPOMA
B HaIeM uccyaegoBanuu cocrasuiaa 40% (n=6/15),
4TO BBIIIIE OHy6JII/II€OBaHHI:IX JAHHBIX 1 O6YCJIOBJIeHO
CeJIEKTHUBHOM BBIOOPKO# mamuenToB ¢ 3PO moukwm,
6e3 OIeHKU BKJIAAAa APYTUX JoKaausainuii. B ocHoBe
CHHIApOMAa MOTyT 6I:ITB KaK TOUeUHbIe MyTalluu, TakK

¥ JeJIelluy YacTH/BCEro reHa, 4TO OUKTYeT Heo0-
XOANMOCTh HPUMEHEHUS MUHUMYM IBYX IIUTO- U/
WKW MOJIEKYJISPHO-TEHEeTUYECKUX METOLOB HCCJIe-
moBauua [26, 27]. KauHUUYECKUM IIPOSBIEHUEM
CII3PO1 mosKeT ABIATHCA HAJIUUNE IEPBUYHO-MHO-
JKECTBEHHBIX OITyXOJIell WJIN SUCCeMUHNPOBAHHBIN
mpoiiecc, Kak B caydae marmueHToB Ne 5 u Ne 10. 9o
HeOOXOAMMO YUHUTHIBATH IPU OUATHOCTUKE, IIOJTO-
My KOMILJIEKCHOe 00CJ/IeOBaHte JOJIMKHO BKJIIOUYATH
B ce0s1, IOMIMO BU3YyaJIN3aIUY IEPBUYHOrO OUara u
Han0oJIee YaCTO BCTPEUAIOIUXCSA 30H METACTA3UPO-
BaHWS, TAKUX KaK JIETKNE U [IeYeHb, MHUIIUAJIbHYIO
MPT rosoBuoro moara [27].

PesyabpraTtel Tepanum 3P0 Ha HacToAIInit
MOMEHT OCTAIOTCS HEYIOBJETBOPUTEJNbHBIMHU. Ilo
Onmy0JIMKOBAHHBIM pesyjabTaTaM HalnmoHaJIbHOTO
uccaenoBaHusa onyxoau Bumbmca, mia 3PO mouku
4-neraasa OB cocrasuna 23,2%, gaa 3PO skc-
TpaKpaHUAJbHON OSKCTpapeHaJbHOW JIOKaJIU-
3anuu  H-JIETHSA BBLKMBAEMOCTh, II0 Pa3HBIM
IaHHBIM, Bapbupyer ot 15 mo 36% [7, 11, 28].
Pacopocrpanennas ¢opma 3a00JeBaHUA, HAPALY
C PAaHHUM BO3PACTOM MAIMEHTOB, SIBJISIETCSA Hesa-
BUCUMBIM (pAaKTOPOB, YXYAIIAIOIIUM IIPOTHO3, YUTO
00yCJIOBJIEHO, BEPOATHO, IIPEBAJIMPOBAHMUEM IIAIIY-
eutoB ¢ CII3PO, a TakiKe C OTpPaHUUYEHHOCTHIO
OIIU JIOKAJBHOTO ¥ CUCTEeMHOT0 KOoHTpoJIdA [1, 12].

HNcnoanzosanue jgokanabuHoud JIT, Tark ke, Kax
¥ pPaIuKajJbHOE XUPYPruuecKoe BMeIIaTeIbCTBO,
ObLIM OTMEUYEeHBl PALOM AaBTOPOB, KaK (PaKTOpPHI,
yayuiaiomniue mporuaos [7, 12].

OueBUIHBIM IIPEACTABJIAECTCA HEOOXOINMOCTD
CHCTEMHOI'0 KOHTPOJIA 3a00jIeBaHUsA. BOJIBIIINHCTBO
CXeM Tepaluy BKJIKYAKT B ce0sA pasnuHble KOM-
OUHAIIMY AJKWINPYIOIIUX AreHTOB, AHTPAI[UKJIU-
HOBBIX AHTHUOMOTHMKOB, MHTUOUTOPOB TOIIOM30ME-
passl W IpelapaToB ILIAaTHHBI. B Hammeil pabore
MBI OCHOBBIBAJIMCH HA KOHIIEIIIINYU TEPAIMU B PaM-
kax pexomenmamuii EURHAB. Pang ny6aukarmit
aBTOPOB, YUACTHHUKOB PErucTPa, IIOKA3aJ BO3SMOIK-
HOCTb MCIIOJIb30BAHUS TO30MHTEHCUBHBIX PEXKIMOB
TepaIny C JOCTATOYHO KOHTPOJIUPYEMON TOKCUYHO-
CTBIO, HanboJiee CePbe3HBIM COOBITHEM Yy HAIMEHTOB



¢ 3P0 »sKcTpakpaHMANBLHON JOKAIU3AIIUU OBIIO
passutue BOB [15].

PesyabraThl npuMeHeHUa BbICOKOL03HON XT y
nmanueHToB ¢ 3PO HOCAT MPOTHBOPEUMBELIN XapaK-
Tep. B wacTHOCTH, HWCciIeLoBaHUWE, IIOCBAIIEHHOE
TPAHCILIAHTAIIMOHHBIM METOIUKAM y IAIEHTOB C
3P0 moukwu, He IToKasaJo mpeumytiects [29].

B mamem wucciemoBanuu 2-jerHasa OB cocra-
Busma 10+11%, uTo, BEepOATHO, MOKET OBITH CBS-
3aHO ¢ mpeobJiaflaHeM MAIMeHTOB C MeTacTaTu-
YecKOl U JIOKOperuoHapHou (opmamu 3abGojeBa-
HUs, BRICOKUM IIpolieHToM mamnuenToB ¢ CIISPOL1.
HocroBepubix pasauuunii B OB y mamumenToB mo 1
rozga u crapiie 1 roga, Tak ke, KaK U y MaIeHTOB
C PasJIMYHBIM 00'BEMOM XHPYPTUUYECKOTO JIEUCHUS,
MOJIyUYeHO He OBLIO0, UTO, BOZMOYKHO, O0YCJIOBJIEHO
He6oJIbIToM BEIGOpKOH. OxHako Jokanbuasa JIT cra-
THCTHUUYECKU JocToBepHo yayuiiania BCB (p=0,05).

HecmoTps Ha MPOTHMBOPEUYMBLIE NJaHHBIE, CTOUT
OTMETHUTh, UTO 3 BBIKMBIIHKX IIAIM€HTa C MeIua-
HOI nauTenbHOCTH HabgomeHusa 15 mec (pasdpoc
10-30 mec) mosyumanu KOMILIEKCHYIO Tepamnuio,
BRJIIOUaIOINyo cucteMHyIo IIXT 1 loKaIbHBIN KOH-
TPOJIb B 00'beMe PaAUKaJIbHOI'O XUPYPTUUECKOTO
BMeraresbeTBa ¢ JIT. 3To ele pas mo3BoJsAeT cre-
JIaTh aKIeHT Ha HEOOXOAMMOCTH U BO3MOIKHOCTH
MPOBEJEHUA IOJHOTO O0beMa 3allJIAHUPOBAHHOTO
JIeUeHUs fajke y MaIMeHTOB MJIAJIIero BO3pacTa.
B Koropre mammeHTOB, BKJIIOUYEHHBLIX B HCCJIEI0BA-
HUEe, OCHOBHOI Oblla IeMaTOJIOTHYeCKas TOKCHUY-
HOCTH, YTO, OZHAKO, C MCIIOJH30BAHUEM KOJIOHWE-
CTUMYJIUPYIOIIUX (PAKTOPOB B PAHHMNE CPOKU OT
OKOHUYAHUA KYPCOB Tepanuy He MPUBOAUJIO K JJIU-
TeJbHBIM II€PepbIBAM B Tepaluy, MeSuaHa HNHTep-
BaJia Meskay 6JiokamMu cocTaBiasaiaa 19 gueit (pasdopoc
14-27 ngueir).

BesycioBHO, BBULY PEIKOCTH HOB0JIOTUU, AJIS
bopmupoBanua GoJsiee AeTANBLHBIX IIPENCTABIEHUI
0 KJIMHUYECKOM TeueHUHu 3a00JeBaHUA, OIEHKU
IIPOTHOCTUYECKNX (PAKTOPOB M TAKTHUKU TepaIuu,
HEo0XOAMMO CYMMUPOBaHMe OOJIBIIIOTO YHMCJIa pas-
POSHEHHBIX MJAHHBLIX MaJILIX TI'PYNI IIAIUeHTOB.
IlepcrneKTUBHBIM MPECTABISAIOTCS U3y4yeHue 3a60-
JIeBaHUS B COCTaBe MYJIbTHUIIEHTPOBOTO MEMKIyHA-
POAHOTO WCCJEAOBAHUA W HaJbHeHIee W3ydueHUe

OMoJIOTHH IIPOoIlecca B IOMBITKE YJIYUIIEHUS TIPO-
THO3a JJIF YacTU MIaIleHTOB.

3aKaroueHue

3P0 saBiATCA KpailiHe arpecCUBHBIMU HOBO-
00pa30BaHUAMU, MOPAKAIOIIMMH JeTel MJIAAIIEero
BO3pacTa ¥ BO3HUKAIOINIMMH B JIIOOBIX OpraHax u
TKAHAX OpraHm3Ma, UTO MOJYKEeT 3aTPYAHATL aua-
THOCTUYECKUI TToncK. [[naruos mo/KeH ObITH IOJ-
TBEPIKAEH C KCIOJb30BAaHMEM MOHOKJIOHAJIBLHOTO
aututesna INI1. Bcem mnammeHTaM HEOO0XOLUMO
IIpOBeJieHIe MONCKA MepMUHAJBLHBIX MYTAIlUA I'eHa
SMARCBI1 pnsa uckaiouenusa CIISPO1, B ocobeH-
HOCTY NPY HAJWYNK CUHXPOHHBIX ONYXOJEH WIN
MyJbTH(MOKAJIbHOTO TopaskeHuda. PaKTopamu,
HeOJIaTONPUATHO BJIUSIOINIMMHU Ha TPOTHO3, ABJIA-
I0TCS paHHUH BO3pAcCT MHallMeHTa, HAJIUUYUe MeTa-
cratTuueckoii ¢opmbl 3aboneBanua u CII3PO1, a
TaKKe HEeBO3MOKHOCTh IIPOBEAEHUA XUPYypPrHUUe-
ckoro JieueHuda u JIT. Tem He MeHee, HeCMOTPA HaA
BBICOKOArpecCUBHOE TeueHue 3a00JIeBaHNU, ¥ YaCTH
MamueHTOB, Jake PaHHEro BO3pacTa, BO3MOMK-
HO JOocTm:KeHMe mauTeabHoii BCB mpu KecTKOM
cobmronenun TaiMumHra Meskay Kypcamu IIXT u
obecmeueHUU aleKBATHOT'O JIOKAJTHLHOT'O KOHTPOJIA.
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