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1 nioHa — [JeHb 3awWwnTbl AeTei!

1 mionst 1950 1. 66U BriepBhIe ITPOBeAeH MexXayHapOIHbIN AIeHb 3alllUThI IeTeil. BrocieacTBum pasm-
HUMK CTajJli OTMEYaThb €XKETOJIHO IO BCEMY MUPY. A OCHOBHBIM IPaBOBLIM JOKYMEHTOM, KOTOPBI paccMa-
TpUBAET IpaBa AeTeil Ha MeXIyHAapOIHOM YpoBHe, cTajla KoHBeHIIMs o mpaBax pebenka, npuHsTtas OOH
20 Hos16ps 1989 . Konsenuuio noanucana 61 ctpana, a B utose 1990 r. ona 6ni1a patudunmuposana CCCP,

Unenst POAOI cuutaiot [IeHb 3alllUThI AeTEH elle OTHUM CBOUM ITPO(heCCUOHATbHBIM ITPa3IHUKOM.
ExxeromHo B 3TOT JeHb WICHBI COOOIIECTBA IPUBJICKAIOT BHUMAHKE OOIIECTBAa U TOCYAapCTBa K HauboJjee
YSI3BUMBIM M He3alIUIIEHHBIM KaTETOPHUSM ITALIMEHTOB, a TAKXKe K HA0OJIEBILIMM IIpoOJieMaM IETCKOTO 3Ipa-
BOOXpaHEHMUSI.

MBI XejlaeM BCeM JETSIM YKMCTOrO Toyooro Heba, BecesblIX 3aTeil M 3aMedaTeIbHbIX ApYy3eil, cyacT-
JINBOTO IETCTBA U BOJILIECOHBIX UyAeC, IPKUX YBICYCHUI U MHTEPECHBIX MPUKITIOUCHMI. MBI O4eHb XOTUM,
YTOOBI BCE T OBIJIN 300POBHI!

C yeascenuem, pedarxuyus P2K/[Tu0
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Axmyaavnocmo. [loueuno-kaemounas kapyunoma (IIKK) — pedras onyxons demckoeo eospacma, na 0oaro komopoii npuxooumcs 2—4 %
onyxoneli nouex y demell u nodpocmkos. lleavim psadom HedasHo nposedenubix uccaedosanuii nokasarvo, umo IIKK, passusarowascs
6 neduampu4ecKom 803pacme, OMAUYAEMCs NO CHEKMPY SUCHOA02UMECKUX 8APUAHMO8, KAUHUYeCKOMY medeHuto u npoeno3y om ITKK
¥ 83POCAbIX NAYUEHMO8.

Ileav nHacmosawe2o uccaedosanun — pempocneKmueHblil AHAAU3 KAUHUYeCKUx u mopgosoeuveckux xapakmepucmuk I1KK, a makoce
Pe3VAbMamos mepanuy NAyUeHmos ¢ OUaAeHO30M, 8epupUUUPOBanHbiM 6 namonsocoanamomuteckom omoenenuu PIBY «HMUI] ITOH
um. JImumpus Poeaueea» Munzdpasa Poccuu (llenmp).

Mamepuaaot u memoodvt. [Ipogedern pempocneKmugHblll AHAAU3 NAYUEHMO8 ¢ 2ucmonoeutecku noomeepicoenvim ouaenozom [IKK
3a nepuod ¢ 01.2012 no 05.2022 2. B yxkaszarnwiii nepuod epemeru 6 ycaosusx Llenmpa na 6aze namono2coanamomu4ecKo2o omoeneHus
3apeeucmpuposanvl 42 nauuenma ¢ eozpacme om 0 do 18 asem ¢ nodmeepyucoennvim ouaenozom IKK. U3 Hux 6 macmoswuil anaius
6KAI0ueHbl 28 60AbHbIX € U36ECMHBIMU KAUHUYECKUMU OGHHbIMU, U3 Komopbix 11 nayuenmam nepguunoe xupypeuueckoe aeueHue npoeeoeHo
6 Llenmpe. Ananuzuposasuce demoepaguueckue XapaKkmepucmuxu, KAuHuueckue oanHvie, mopgonocuueckue sapuaumor I1KK, obsem
npogedenHoll mepanuu, 86KAI04UAs 0COOEHHOCMU 8bINOAHEHHOR0 XUpYpeutecko2o emeuiamenscmea. OuenKa pacnpocmpanenHocmu npoyecca
nposodunacy no kaaccuguxauuu TNM. Ilayuenmor noayuanu aeuenue no npomokonam epynnot SIOP-RTSG (SIOP 93-01, SIOP-2001,
SIOP-RTSG-2016). Anaaus pezyavmamos nposeden va 01.06.2022.

Pesyabmamot. B obweii epynne nayuenmog (n = 42) pacnpedenenue no eucmosoeuueckum munam 0viio npeocmagaeHo caeoylouum
obpazom: nanunnapusiii — 16/42 (38,0 %), mpancaokauuonnviii — 12/42 (28,6 %), ceemaoknremounviii — 5/42 (11,9 %), xpomoghoGrubiii —
4/42 (9,5 %), IIKK c dedpuyumom cykyunamoeeudpoeerasvl — 2/42 (4,8 %), mpanciokayuorHblil 6 couemanuy ¢ nanuatspHoin — 1/42
(2,4 %), mybyaoxucmosuoiii — 1/42 (2,4 %), neymounennoiii mun — 1 /42 (2,4 %). Iocaedyiowguii yenyoneninlii anaius npoeder Ha
epynne u3 28 nayuenmos. Meduana eospacma na momenm nocmanogxu ouaernosa [IKK cocmasuna 11,0 200a (pasbpoc — 3,0—16,9 eoda).
Pacnpedenenue no nony: coomnouwenue manvuuxu:oesouxu — 1,1:1. Meduana obsema onyxoau (n = 27) 6vina pasna 44 cm? (pasopoc — 1,8—
547,7 em?). Knunuueckas kapmuna éxaiouana nasvnupyemoe 0opazoeanue ¢ OprouwHoi nosocmu (n = 5), UHMOKCUKAUUOHHbLI CUHOPOM
(n =15), 6onesoii cundpom (n = 4), snypes (n = 1), maxpoeemamypuio (n = 1), 6 12 cayuasx onyxonw éviaenena cayuaiino. aumensvHocms
0M BO3HUKHOBEHUSL NePEbIX CUMNINOMO8/BbISIBACHUS ONYX0AU 00 NOCMAHO8KU duaeHo3a cocmasuaa 2,5 mec (pazopoc — 0,5—40,3 mec).
Pacnpedenenue no kaunuueckum cmadusm no cucmeme TNM 6vino caedyrowgum: T1— 22 (78,5 %) cayuas, T2—4(14,3 %), T3—1(3,6 %),
Tx — 1(3,6 %). Ilo pezyrbmamam nocmxupypeu4eckoeo cmaoduposanus OmmeHeHo credyruee pacnpedeterue no cmaousm N: NO —
15(53,6 %), N1—4(14,3 %), Nx — 9(32,1%). Cmaous MOnoomeepucoenay 22 (79 %) nauuenmos; 6 (21 %) 60abHbix He D006caedo08arbt,
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cmaous mpakmosanacy kak Mx npeumyuwjecmeentno 3a cuem omcymemeus: pesyabmamog ocmeocyunmuepaguu. Caedyem ommemums,
umo 0oKazamHvle 0MoaleHHble MeMacmassl Ha MOMEHM NOCMAHOBKU OUGCHO3a He GblaeaeHbl HU Y 00H020 nayuenma. IIpedonepayuonnas
noauxumuomepanus (IIXT) 6e3 eucmonoeuueckoii éepugurayuu nposedena 9 (32,1 %) 6oavnvim. Tlpu oyenke pazmepos onyxoau nocie
npedonepayuonroli IIXT ommeueno coxpaujenue odpazoeanus y 2 nayueHmos, omcymemeue ouHamuku — y 7. Xupypeuueckoe neveHue
npogedeno ecem demsam. Hnuyuanonas moacmoueonvhas buoncus c nocaedyrouweli onepayueil — 6 (21,4 %) nayuenmam, 1(3,6 %) 6oaoHomy
UHULUAABHO BbINOAHEHA NANAPOCKONU1eCcKas GUONCUs NOPANCEHH020 3a0pIouUuHH020 aumgpamuueckoeo yzaa (J1Y). B 1 (3,6 %) cayuae
nposedena buoncus ¢ nocaedyroujeil xumuomepanuei. B 3 nabarodenusx ouoncus 6vi1a HeUH@GOPMamMueHoU u 8 2 nposoouaach NOBMOPHAs
ouoncus. Ilepeuunas onepayus evinoanena 11 (39,3 %) nayuenmam. RO-peszexyus docmuenyma ¢ 22 (78,6 %) cayuasnx, RI1-pesexuyus
dokazana 6 2 (7,1 %) nabniodenusix, 6 4 (14,3 %) kpas pezexyuu ne nodaexcaru ouernke (Rx). B 2 cayuasx ommeuansucy ocioxncHenus
Xupypeuteckoeo nevenus: 6 1 — uHmpaonepayuoHtbili paspule onyxoau, 6 1 — uuwemuueckas Heghponamus nocie AanapocKonu4ecKoi
pesexyuu nouku. Bcem nayuemmam ycmanoenen 0uaznos Ha OCHOBAHUU MOPQoa0cUHecK0e0 noomeepicoenus 6 ycaogusx Ilenmpa.
B epynne u3z 28 nayuenmoe npesanuposanu mpancroxkayuonnsiii (n =9, 32,1 %) u nanunaspuwiit (n =9, 32,1 %) eapuanmor. Pacxoscoenue
duaeno308/eucmonoeuneckux nodmunog [1KK mescdy noxarvHoii namomopgoroeuueckoii aabopamopueii u pegpepercom 6 Llenmpe 6vt10
ommeueno 6 7 (25 %) cayuasx. Meduana nabarodenus 3a nayuenmamu cocmasuna 15,9 mec (pasopoc — 0,4—78,0 mec). U3z 28 demeii
acuewl 26 (92,8 %). Ilpoepeccus 3a6onesanus Habaodaracy 8 2 cayuasx ¢ pazgumuem omoaneHsix memacmasoe 6 cpoxu 1,6 u 12,8 mec,
daHHble nayuermol no2udAU.

Boieoowtr. I[IKK — pedkuii 6uo onyxoau nouex y demeii. Ilanuinsapuviii u mpancioKayUOHHbLI ee 8apUuanmbl A8AII0MCA NPEGANUPYIOUUMU
6 neduampuueckot nonyaauuu. B nacmosuguii momenm paouxanvHas He@hpaIKmomus ¢ 0013amenbHbIM MOPHON0UHECKUM UCCACO08AHUEM
peeuonanvhwix J1Y paccmampusaemes 6 kauecmese cmandapmuoeo Ae4eHust, npu 3MOM 8 HeKOMOPbIX CAVHAAX MOdcem Oblb pAcCMOmpena
opeanocoxpansiowjas onepauus. O0A3amMenbHbIM 6A1eMC MEeHCOUCUUNAUHAPHOe 00CYyicOeHue MAKMUKU Be0eHUss U 6bINOAHeHUe
XUpypeu1ecko20 Ae4eHust 8 UeHMpPAax, CeyUuaru3upyIouuxcs Ha neduampu4ecKoi OHKOYpoao2uu.

KuroyeBble cioBa: oueyHO-KJI€TOUHAs KAPLIMHOMA, IETH, TOAPOCTKH, TPAHCIOKALIMOHHBI TUTI TOYEYHO-KJIETOUHOM KaPLIMHOMBI,
TFE3, TFEB
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Introduction. Renal cell carcinoma (RCC) is a rare malignant renal tumor in children, which accounts for 2—4 % of pediatric and
adolescent’s kidney malignancies. A number of recent studies have shown that RCC developing in pediatric age differs in the spectrum of
histological variants, clinical course and prognosis from RCC in adult patients.

The aim of the study — retrospective analysis of the clinical and morphological characteristics of RCC, as well as the results of therapy
of patients with a diagnosis verified in the Department of Pathology in Dmitry Rogachev National Medical Research Center of Pediatric
Hematology, Oncology and Immunology, Ministry of Health of Russia (Center).

Materials and methods. Retrospective analysis of patients with a histologically confirmed diagnosis RCC for the period 01.2012—05.2022 was
done. During the specified period of time in the Department of Pathology in Center 42 patients with a confirmed diagnosis of RCC aged 0 to
18 years were registered. Out of 42 registered patients with RCC, 28 patients with known clinical data were included in this analysis, of which
11 patients underwent primary surgical treatment in Center. Demographic characteristics, clinical data, morphological variants of RCC, the
volume of therapy performed, including the features of the performed surgical intervention were analyzed. The assessment of stage was carried
out according to the TNM classification. Patients were treated according to the protocols of the SIOP-RTSG group (SIOP 93-01, SIOP-2001,
SIOP-RTSG-2016). The analysis of the results was carried out on 01.06.2022.

Results. In the general group of patients (n = 42), the distribution by histological types was presented as follows: papillary type — in 16/42
(38.0 %), translocation type — in 12/42 (28.6 %), clear cell type — in 5/42 (11.9 %), chromophobic type — in 4/42 (9.5 %), RCC with
succinate dehydrogenase deficiency — in 2/42 (4.8 %), translocation type in combination with papillary type — in 1/42 (2.4 %), tubulocystic
type — in 1/42 (2.4 %), unspecified type — in 1/42 (2.4 %). A subsequent in-depth analysis was performed on a group of 28 patients. The
median age at the time of diagnosis of RCC was 11.0 years (range — 3.0—16.9). The male:female ratio was 1.1:1. The median tumor volume
(n =27) was 44 cm’ (range 1.8—547.7 cm’). The clinical picture included palpable formation in the abdominal cavity (n = 5), intoxication
syndrome (n = 5), pain (n = 4), enuresis (n = 1), macrohematuria (n = 1), in 12 cases the tumor was detected accidentally. The duration
from the onset of the first symptoms/detection of the tumor to the diagnosis was 2.5 months (range 0.5—40.3 months). Distribution by clinical
stages according to the TNM system: stage T1— 22 (78.5 %) cases, T2 — 4 (14.3 %) cases, T3 — 1(3.6 %), Tx — 1 (3.6 %) case. According
to the results of postsurgical staging, the following distribution by stages N was noted: NO — 15 (53.6 %) cases, N1 — 4 (14.3 %) cases,
Nx — 9(32.1 %) cases. Stage MO — in 22 (79 %) patients, 6 (21 %) patients were not fully examined, the stage was treated as Mx, mainly
due to the lack of data on osteoscintigraphy. It should be noted that proven distant metastases were not detected in any patient at the time
of diagnosis. Preoperative polychemotherapy (PCT) without histological verification was performed in 9 (32.1 %) patients. When assessing
the size of the tumor after preoperative PCT, a decrease in size was noted in 2 patients, the absence of size dynamics in 7 patients. Surgical
treatment was performed in all patients. An initial thick-needle biopsy followed by surgery was performed in 6 (21.4 %) patients, 1 (3.6 %)
patient underwent an initial laparoscopic biopsy of the affected retroperitoneal lymph node. In 1 (3.6 %) case, a biopsy was performed followed
by chemotherapy. In 3 cases, the biopsy was uninformative and in 2 cases a second biopsy was performed. The primary surgery was performed
in 11 (39.3 %) patients. RO resection was achieved in 22 (78.6 %) cases, R1 resection was proved in 2 (7.1 %) cases, in 4 (14.3 %) cases
the resection edges were not subject to evaluation (Rx). In 2 cases, complications of surgical treatment were noted: in 1 case, intraoperative
tumor rupture, in 1 case — ischemic nephropathy after laparoscopic kidney resection. All patients were diagnosed morphologically in Center.
Translocation RCC — 9 (32.1 %) cases and papillary RCC — 9 (32.1 %) cases prevailed in the group of 28 patients. The discrepancy of
diagnoses/histological subtypes of RCC between the local pathomorphological laboratory and the reference in Center were noted in 7 (25 %)
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cases. The median follow—up of patients was 15.9 months (range 0.4—78.0 months). Of the 28 patients, 26 are alive (92.8 %). The progression
of the disease was observed in 2 cases with the development of distant metastases in 1.6 and 12.8 months, these patients died.

Conclusion. RCC is a rare type of kidney tumor in children. Papillary and translocation variants of PCC are prevalent in the pediatric
population. At the moment, radical nephrectomy with mandatory morphological examination of regional lymph nodes is considered as
a standard treatment, while in some cases an organ-preserving operation may be considered. Interdisciplinary discussion of management
tactics and surgical treatment in centers specializing in pediatric oncourology is mandatory.

Key words: renal cell carcinoma, children, adolescent, translocation renal cell carcinoma, TFE3, TFEB
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IMoueuyHo-knertounast kapumHoma (ITKK) — penkas
3JI0KAYECTBEHHAsI OITyXOJIb MOYEK JETCKOTO Bo3pacTa, Ha
JIOJIIO KOTOPOii mpuxoautcst 2—4 % Bcex OIyxoJieii moyek
y geteii 1 moapocTkoB [1—3]. YacToTa BCTpeyaeMoCTHU
KK cocraBisier 0,2 % cpeau Bcex HOBOOOpa3OBaHUIA
B ICTCKOM momyssiiiuy B Bo3pacte 0—14 ner [3].

B otiimuue ot nerckoii monynsiiuu ITKK y B3pocibix
SIBJISIETCSI HanboJiee pacipoOCTPaHEHHBIM 3J10KAYECTBEH-
HBIM HOBooOpa3oBaHueM (3HO) mouku, Ha IOJII0 KOTO-
poro npuxoautcst mpuMepHo 90 % Bcex OIyXoJieil IToYeK
[1, 4].

B mocnenHue rombl 1ENBIM PSIAOM MEXAYHAPOIHBIX
nccaegoBaHuii mokasano, yto [TKK y neTeit u moapocTkoB
3HAYUTEJbHO OTJIMYACTCS I10 LIEJIOMY PSAY XapaKTepu-
ctuk ot [TKK Bo B3pociioii momynsiuu 601bHBIX, BKIIIO-
yasi CIIEKTP TMCTOJOIMYECKMX BapUaHTOB, KIMHUYECKOE
TeueHue 3a0oJieBaHUsI U OTHaJIeHHBIN TporHos [1, 2, 5].
Tak, AOMMHUPYIOIIMM TUCTOJOTMYECKMM BapUaHTOM
[IKK B nenuaTpriecKoii MOIyJIsSIIUY SBISEeTCS KapLHO-
Ma, acCOIIMMPOBAHHAs C TPAHCIOKAIIMSIMU T€HOB, OTHO-
CSAIIMXCST K CEMEMCTBY TPaHCKPUIILMOHHBIX (haKTOPOB
MukpoodTaneMum (microphthalmia transcription factor,
MiTF), Torma Kak y B3pOCJbIX IIpeodagacT CBETIOKIIC-
touHasa [TKK [5]. [Tpu 3ToM 0COGEHHOCTU TUATHOCTUKU
u neueHusa [IKK y gereit u moapoctkoB B Poccuiickoii
®epepalii U3y4eHbl HEAOCTATOYHO TIOJHO U IPEACTaB-
JIEHbl OTHEJbHBIMU COOOILIEHMSIMU M3 KPYIHBIX (ene-
pajbHBIX LIEHTPOB [6].

Ilexp HacTOsAmIEH NMyOJMKAIMM — W3YYCHUE KIMHU-
yeckux U Mopdonornyeckux ocobeHHocteir I[TKK,
a TakKe pe3yJIbTaTOB Tepallly MallMeHTOB C IUArHO30M,
Bepu(ULIMPOBAHHBIM B I1aTOJIOrOAHATOMUYECKOM OTIC-
snenun OI'bY «<HMUIL ATOU nm. Amutpus Porauesa»
Munsapasa Poccuu (LleHTp).

MatepuaJjsl 1 METOIbI

IIpoBengeH peTPOCHEKTUBHbINM aHAIU3 IAallMEHTOB
C TUCTOJIOTUYECKU MOATBepKAeHHbIM auarHo3oM ITKK
3a epuon ¢ 01.2012 mo 05.2022 r. B yka3aHHBII TTepuo,
BpeMeHHU B ycioBusix LleHTpa Ha 6a3e maTojIoroaHaTOMM-
YECKOTro OTAEJeHUsT ObUIM 3apeTruCTPUpOBaHbl 42 Mmauu-
eHTa ¢ moaTBepxkneHHbIM auarHo3oMm ITKK B Bospacte
ot 0 mo 18 net. U3 HUX B HACTOSIIUI aHAINU3 BKJIIOUECHBI
28 OOJBHBIX C M3BECTHBIMU KIMHUYECKUMU JTaHHBIMU,
13 KOTOPBIX 11 IepBUYHOE XUPYPrUYECKOE JICUECHUE IIPO-
BelAeHO B ycioBMsx LleHTpa. AHaJIM3MPOBAIUCh IEMO-
rpauyeckrie XapaKTepUCTUKU, KIMHUYECKUE AaHHBIE,
mopdonornyeckue BapuaHThl [1KK, o0bem mpoBeneH-
HOM Tepanuu, BKJIIOYass OCOOEHHOCTU BBIIOJIHEHHOIO
XUPYPriUueCKOTO BMEILIATEIbCTBA.

O0cenoBaHue MTPOBOAMUIOCH IO CTAHIAPTHOMY aJIr0-
putMmy coryacHo TmportokojaMm rpyrmnbl  SIOP-RTSG,
BKJIIOYABIIEMY KoMIbloTepHylo ToMorpapuio (KT)
OpraHoOB I'PYTHOM KJIETKM C BHYTPUBEHHBIM KOHTPACTH-
poBanueM, KT/MarHMTHO-pe30HAHCHYIO ToMoOTrpaduo
(MPT) opraHoB OpIOIIHOI TMOJIOCTU C BHYTPUBEHHBIM
KoHTpactupoBaHueMm. [lociae Bepudukauuy auarHosa
[NKK nomomHuTeIbHOE 00CIeI0BaHNE BKIIOUYAIO CIIMH-
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turpaduio ¢ ouchocdoHaTaMu, MEUYEHHBIMU TEXHELIM-
eM (PmTc). OueHka pacnpoCTpaHEHHOCTH IIpoliecca
npoBoauiack o kinaccuduxkanum TNM [7]. Kputepun
OLICHKY MEePBMYHOM OITyX0JM BKiIouaiau: T1 — omyxojib
<7 ¢cM B HauOOJIbIIEM U3MEPEHNH, OTpaHUYeHA TTOYKOIL;
Tla — onyxonb < 4 cM B HaubOJbLIEM H3MEpPEHUMU,
orpaHuyeHa 1moukoii; T1b — omyxonb > 4 ¢cM, HO < 7 cM
B HauOOJbIIeM M3MEPEHUU, OTpaHUYeHa MOYKoi; T2 —
OITyXOJb > 7 CM B HauOOJIbIlIeM U3MEPEHUN, OrpaHUYeHA
noukoii; T2a — omyxousb > 7 cM, HO < 10 ¢cM B HanbobIIeM
M3MEpPEeHNH, orpaHndeHa moukoit; T2b — omyxomas > 10 cm,
orpaHMYeHa Mouykoii; T3 — omyxoJib pacipocTpaHsIeTCs
B KPYIIHbIE COCYIbl MJIM OKOJIOIIOYEYHbIe TKAHU, HO He
MpopacTaeT B UICUIATePaIbHbINM HaAIIOYEYHUK 1 HE pac-
npocTpaHseTcs 3a npeaenbl dacuuu ITepora; T3a — omy-
XOJIb MaKPOCKOITMYECKU PACIIPOCTPAHSIETCS B IIOYEUYHBIC
BEHbI WJIM MX CerMEHTapHbIe BETBU, WJIM MOpaxkaeT OKO-
JIOIIOYEYHYIO XKUPOBYIO KJICTYATKY U/WIH KUPOBYIO KJIET-
YaTKy MOYEYHOTO CHHYCa, He paclpOCTpaHsIeTCs 3a Ipe-
nensl acuuu [epotsr; T3b — ormyxojib MAKPOCKOITUYECKHU
pacmpocTpaHsieTcs B HuxXHIo0 noayio BeHy (HITB) Huke
nuacdparmbl; T3¢ — Omyxoab MaKpOCKOIIMYECKU pacipo-
CTpaHSIETCsI B MOJIYIO BEHY Bbllle AuadparMbl WIKM I1Opa-
JKaeT CTEHKY I0JION BeHbI; T4 — OoImyXoiab pacipocTpaHs-
eTcs 3a npeaesl pacuuu [epora (BKIItouas mpopacTaHue
B MIICWJIaTepaIbHBIM HAIMOUYCYHUK); TX — HEMOCTaTOYHO
JAaHHBIX JUISI OLEHKU TepBUYHOM omyxonu; TO — mep-
BUYHAs OIyXOJb He ompenensercsa. Kputepuu oleHKuU
MOpakeHUsT perMoHapHBIX JuMdaTudeckux y3ioB (JIY)
BKJItouann: NX — olieHKa pernoHapHbIX JIY HeBO3MOXKHa;
NO — MeracTassl B pernoHapHbIX JIY orcyrcrByioT; N1 —
METaCTaTUYECKOe IOpaKeHUE OJHOTO WJIM HECKOJbKUX
pervoHapHbix JIY. Ilpu aHanu3e crtaTyca permoHapHBIX
JIV (N) opbrkeeunsie JIY He paccMaTpUBaIMCh KaK PeTry-
oHapHbIe. KpuTepuu OIIEHKM OTHAJCHHBIX METacTa3oB
BKItouanu: M0 — oTmajeHHBIE MeTacTa3bl OTCYTCTBYIOT;
M1 — Hanu4ue OTHaJeHHBIX METACTa30B.
Tucronormueckue BapuaHThl [IKK Bblmensivch Ha
OCHOBaHMM MeXIyHapOaHOM KjlacCU(UKALIMK OITyXOJei
MOYEBBIIEIUTEIHBHOM CUCTEMBI, OITyOJIMKOBaHHOM B2016T.
[8]. PyTmHHOE MMMYHOTMCTOXMMUYECKOE UCCIEA0BaHNIE
I OleHKU 9Kcnpeccun TFE3 B marojioroaHaToMuue-
ckoM otneneHun LlenTpa Havano nmpoBoauthes ¢ 2015 .
Tepanus nalMeHTOB C BbISIBICHHBIMM OMYXOJISIMU ITOYEK
MPOBOIMJIACH COIVIACHO PEKOMEHIALMSM IIPOTOKOJIOB
SIOP-RTSG (SIOP-2001, SIOP-RTSG-2016) [9].
IIpenonepanmonHaa nonuxumuotepanus (I1XT) 6e3
FUCTOJIOTUYECKOM  BepupUKALIMM  PEKOMEHIOBAIaCh
nauueHTaM B Bo3pacte 6 MecsueB — 16 yeT. B mpoTokoe
SIOP-RTSG-2016 6onbHBIM B Bo3pacte crapiie 10 yer
PEKOMEHIOBAJIOCh PAaCCMOTPETh BOIPOC O IPOBEACHUU
YPECKOKHOM TOJCTOUTOJAbHOU OMOIICMM OMNYyXOJu JJIst
HUCKJII0YEeHUsI HEOOOCHOBAaHHOI'O Ha3HAYEHUSI XMMUOTEpa-
nuu y naieHToB ¢ [TKK [10]. Kpome aToro, B mpoToko-
jge SIOP-RTSG-2016 6bliu IpeaioXeHbl CTPYKTYPUPO-
BaHHBIC peKOMEHIAIMU 110 JeyeHuo nmamueHToB ¢ [TKK.
PexoMeHpaluu 1o Jie4eH1IO GOJIbHBIX C JIOKAIM30BaHHOM
dopmoii [TKK ocHOBaHBI HAa MPOBEACHUN PagUKAIbHOTO
XUPYPrUYeCKOro BMEIIATEIbCTBA B 00beMe HehpaK-
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TOMMH, TaKXe TOIMYCTUMO BBIMIOJHEHHE OPTraHOCOXpa-
HSIOIIUX Omepalnuii, o0s3aTe/IbHOMI sIBIIsIETCS Ouoncus
pernoHapubeix JIY. B cinyyae Hamuuus u3MeHEHHBIX
perroHapHbIX JIY pekoMeHIOBaHO IIPOBEIEHHUE DPETU-
OHapHOI JIMMdaaeHIKTOMUU. 19 MauueHTOB C OTAa-
JICHHBIMM MeTacTa3aMu 110 Bepcuu mnporokosa 2016 r
ObUIO TIPEMIOXKEHO TIPUMEHEHHE MYJIBTMKMHA3HOTO
MHTUOUTOpA CYHUTUHUOA.

J71st mpoBeneHMsT HACTOSIEr0 aHaau3a HCMOJIb30-
BAJINCh CJEAYIOIINE XapaKTepUCTUKU: IT0J, BO3pacT Ha
MOMEHT IMOCTaHOBKM AMArHo3a, HAJIMYMe WIN OTCYTCTBUE
OTIaJIeHHBIX METAaCcTa30B, CTaaus 3a00JIeBaHUSI, TIPOTOKO
Tepanuu, o0beM OIEepaTUBHOIO BMEIIATEIbCTBA, B TOM
YUCe M OCJIOXHEHUS XUPYPTUUECKOIo JICUCHUs, IJIv-
TEJbHOCTh HAOTIOACHUST OT OKOHYAHUS JICYCHUSI M OTBET
Ha TPOBEICHHYIO Tepamnuio. PamukaabHOCTb XMPYpru-
YECKOTo BMeIlaTeJIbCTBA OIICHMBAjdaCh Ha OCHOBaHUM
aHaJIM3a IIPOTOKOJa XUPYPIMUECKOro BMeIlaTesIbCTBa
U Ppe3yJabTaTOB IUIAHOBOIO THCTOJOTMYECKOTO HCCIIe-
noBanus. ITox RO-pesexumeii moHumanu pagukaibHOE
yIaJeHUE OITyXOJIM 0€3 MUKPOCKOITMYECKU M MaKPOCKO-
MMUYECKU OCTaTOYHOU omyxonu. Omnepamus cuuTagach
HepaauKaJIbHON, €CIU II0 JMHUM PE3CKILMUU yIaJCHHON
TKaHU MMKPOCKOIIMYECKN BBISIBISUIMCH  OITyXOJIEBbIE
kietku (R1) nubo B ocTaBImeiicss YacTu opraHa BU3yallb-
HO ompeaensiaach ormyxoib (R2).

Coop wuHpopMauu O TAIMEeHTax IMPOBOAUIN
C MHCIIOJIb30BAHUEM IIEPBUYHOU MEIULIMHCKOM TOKY-
MEHTaUMu (UCTOPUM OOJIe3HU) M BJCKTPOHHOU 0a3bl
naHHbeIX Llentpa. WMHdopmamust o6 stamax jaedyeHus,
MMPOBEICHHBIX 3a MpeaejaMM y4pexkneHus, Obia MoJy-
YyeHa 13 COIIPOBOAUTEIbHOM MEIUIIMHCKOU ITOKYMEHTa-
Uy (BBIMMCHOW 3IMMKPU3, PE3YJBTaThl J1abOpaTOPHBIX
U1 MHCTPYMEHTAJIbHBIX METOIOB MCClIeaI0BaHusI). B ciaydyae
OTCYTCTBUSI HEOOXOAMMON KIMHUYECKONH WH(MOpPMaLIUKI
OHa 3alpallMBajach y Jieyallldx Bpauyell IaleHTOB.
Peructpanus mosydeHHBIX JAHHBIX OCYIIECTBIISIACh
B MCCJIEIOBaTENbCKOM 0a3e ¢ UCIOJIb30BaHUEM ITPOTpaM-
Mbl Microsoft Excel 2016.

[MaumeHThI, MOTepsSTHHBIE M3-I101 HAaOIIOACHMS, LIeH-
3ypUpOBaINCh Ha JaTy MmocieaHero HaomoneHus. Ooias
BbKHBaeMocTh (OB) orieHMBanach Kak BpeMsl, TIPOIIIe-
1ee ¢ MoMeHTa noctaHoBkM nuarHosa [TKK mo cmeptn
MmalyeHTa OT JIOOBIX IPUYMH WIH 0 IMOCIeTHEro HabJIo-
neHus 3a OosbHBIM. beccoObITuiiHAS BBIKMBAEMOCTh
(BCB) ompenensiach Kak MPOMEXyTOK BpEMEHH OT AaThl
IMOCTAHOBKY AMAarHo3a A0 JaThl MPOrPecCUPOBAHUS WU
peLuManBa, pa3BUTUS BTOPOU OMYyXOJH, OO0 JaThl CMEPTU
WIKX NaThl MOCJIEIHEro HaOIIOACHMS, B 3aBUCUMOCTH OT
TOro, Kakoe COOBITHE MPOU3O0ILIJIO paHblie. [ oLleHKU
BBDXMBAEMOCTHU MCTONIB30Bajicsa MeTon Kamnana—Maiie-
pa. OLieHKa BbDKMBAeMOCTH ITPOBOIMIIACH IO COCTOSTHUIO
Ha 01.06.2022.

PesyabraTsl

B o61eit rpynmne mauneHToB (1 = 42) pacnpenesieHue
no rucrojornyeckuM tumnam I[NKK Obu10 npencrasieHo
ceaylomuM oopa3oM: mamuuisspHbiid — 16/42 (38,0 %),
TpaHCIOKaUMOHHbI—12/42(28,6%),CBETIIOKIETOUHbII —
5/42 (11,9 %), xpomodooHbiit — 4/42 (9,5 %), [IKK
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¢ meuuuTOM CyKUMHaTAeruaporeHassl — 2/42 (4,8 %),
TPAHCJIOKALIMOHHBIN TUI B COUeTAHUU C MANTWUISIPHBIM —
1/42 (2,4 %), Tyoynokucro3usbiii — 1/42 (2,4 %), HeyTO4-
HeHHbINA TII — 1/42 (2,4 %).

B Hacrosmmii aHanu3 ObUTA BKITIOUEHBI 28 MallIeHTOB
C U3BECTHBIMU KJIIMHUYECKMMU JaHHbIMU. MeauaHa Bo3-
pacta Ha MOMeHT nocTtaHoBkU auarHo3a [1KK cocraBuia
11,0 roma (pa3zdopoc — 3,0—16,9 roma). PacrnpeneieHue
[0 TOJYy: COOTHOLIEHWE MAaJIbYMKU:IEBOYKU COCTABUIIO
1,1:1. Menuana oobema omnyxonu (n = 27) Obula paBHa
44 cm? (pasdpoc — 1,8—547,7 cm?). KimnHuyeckast KapTu-
Ha BKJIIOYaja MHaJblIMpyeMoe oOpa3oBaHue B OPIOLIHOM
MOJIOCTHU (1 = 5), UHTOKCUKAIITMOHHBINA CUHIAPOM (1 = 5),
0oJieBoit cuHIpoM (n = 4), sHype3 (n = 1), MaKporemary-
puro (n = 1), B 12 cayJasix ommyxoJib Obljia BBISBICHA CITy-
YaiiHo. JIJIMTeIbHOCTh OT BOBHUKHOBEHMS IIEPBBIX CUM-
MTOMOB/BBISIBJICHUSI OITYyXOJIU O MOCTAHOBKU MarHo3a
cocraBmwia 2,5 mec (pasopoc — 0,5—40,3 mec). AHanu3
COMYTCTBYIOINIEH Tatojioruu BeisiBuia pa3sutue ITKK kak
BTOPOIi OMYX0JM Y OOJIBbHOIO, paHee IOJy4YaBIIero jede-
Hue 110 moBoay JuMmdombl bepkutra (mamueHT No 22).
B 1 cayyae (maumeHT Ne 8) ormeuanoch pasputue [TKK
Ha (hoHE MHOKECTBEHHBIX KUCT moyeK. B 1 HabmoneHun
(mammeHT No 15) oTMedeHa arperaius OHKOJOTHYECKUX
3a00JIeBaHUIl B CEMbE C Pa3BUTHEM y CUOJIMHIA aHAILIa-
CTUYECKONM KPYIMHOKJIETOUHOM JTUM@OMbBI. XapaKTepu-
CTHKA MCCIIEAyeMOl KOrOPThI MAllMEHTOB IpeACTaBiecHa
B Taom. 1.

WHuimanbHasi TakKTUKa BeJCHUSI MALMEHTOB Ipei-
craBjieHa Ha puc. 1. I[lepBuuHas orepauusi BbIIOJIHEHA
11 (39,3 %) GoabubiM. IlpenonepaunonHast IIXT 6Ge3
rucTojiornyeckoi Bepudukanuu nposegeHa 9 (32,1 %)
namueHTaM. BoceMb MaliMeHTOB MOJYYWIM IIpeaorepa-
muoHHyto IIXT B pexume AV (aktmHOMMIMH D/BUH-
KpuctuH). B ciygae mammenta Ne 1 ¢ oyaramu B JIETKUX,
MHULIMAJIBHO pPAacCMAaTPUBAIOIIMMUCS KaK MeTacTasbl,
MpoBe/ieH 6-HeneabHbIi pexuM AVD (akruHomuuud D/
BUHKPUCTUH/TOKCOPYOUIIMH). OTHAKO B MOCJIEAYIOIIEM
IIpU IIEPECMOTPE PEHTTEHOJOIMYECKUX MCCIIeI0BaHUIA
Ha MEXIMCUUIUIMHAPHOM COBELIAHMM JaHHbIE OdYa-
ru ObUIM TPAaKTOBaHbI KaK IIOCTBOCHAJIUTENbHbIE. [1pu
OLIEHKE OTBeTa Ha IIPOBEACHHYIO IpeAoIepallOHHYIO
IIXT nony4yeHbI caeAyIoNe pe3yabTaThl: B OOJbIIMHCTBE
cllyyaeB JMHAMMKa y TALIMEHTOB OTCyTCcTBOBana (n = 7),
y 2 OOJIbHBIX OTMEUYEHO COKpallleHue obpa3oBanus. MHu-
LIMajibHAs TOJICTOMIOJIbHAsE OUOIICUSI C IIOC/IeAyIoLIei
orepalyeii nmposeaeHa y 6 nauneHToB. [1pu aTom B 3 ciry-
yasgx ouoricusl 6buta HeMH(OPMATUBHOM U B 2 HaOJI0Ie-
HUSIX IIPOBOAMJIMCH IIOBTOPHbIE OMOIICHM. Y MallMeHTa
Ne 6 wuHMIMAIBHO BBIIOJHEHA JaapOCKOIMYecKast
OMOIICHS TOPAXXEHHOI'O KaJbLUHUPOBAHHOIO 3a0pIOII-
uHHoro JIY ¢ mocieayommuM mpoBeieHueM paauKaabHOM
HeppIKTOMUM U 3a0pIOIIMHHON  TUM(paIeHIKTOMUM.
B 1 cioyuae (mammeHT No 12) MHUILIMATbHOE BBITIOJHEHME
TOJICTOUTOJILHOI OMOTICHY OITYXOJIA HE TTIO3BOJINIIO Bepu U~
LIMPOBaTh KOPPEKTHBIA TUATHO3 B CBSI3U C MaJIbIM KOJIMYe-
CTBOM 3a0paHHOI0 THCTOJIOTMUECKOTO MaTepuraia, 00JIbHOM
noydan ripenorepaunonnyto I[TXT B pexxume AV, Ha hoHe
KOTOpOIi OTMEYEHO yBeJIMYECHME pa3MepOB 0Opa30BaHUSI,
C MoCJIeIyIolIe TarapoCcKOMUUecKoi He(DpIKTOMUEI.
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MpenonepaumnoHHasa MNXT
c nocnepyiollen onepauven, n =9
Preoperative CT followed
by surgery,n=29

(o1 0 o 18 neT BKNUUTENBHO), N = 42 >

Pathology Department of Center
Total patients

(from 0-18 years inclusive), n = 42

AAHHbIMK, N = 28
Patients with
clinical data, n= 28

Y

MHuymanbHas 6uoncusn
HOBOO6PA30BaHUA NMOYKM
c nocnepyioLlen onepauvein, n =6
Initial biopsy followed
by surgery,n=6

Brioncuys nopaxeHHOro
3abpiolwmnHHoro J1y
c nocnepytoLlein HeppaKToMUei,
numboguccekuma, n =1
Biopsy of the affected lymph node
followed by nephrectomy,
lymph node dissection,n =1

Pe3sekuuna nouku,n=5
Resection,n=5

MepsryHana xupyprua, n =11
Primary surgery,n=11

N

Hedpaktomusa, n =6
Nephrectomy, n=6

Buoncusa c nocnepytowen NMXT, n =1
Biopsy followed by CT,n=1

Puc. 1. Pacnpedenerue nayuenmos ¢ IIKK 6 3asucumocmu om suda uHU4UANbHOU mepanuu

Fig. 1. Distribution of patients with RCC depending on the type of initial therapy

MHuumaipbHO UCIONBb30BAINUCH CAEAYIOIIUE XUPYPIU-
yecKue AOCTYIIbL: tamaporomust — 1/28 (39,3 %), nanapo-
ckonust 3/28 — (46,4 %) u momboromust — 4/28 (14,3 %).
B 1 cnydae (manmeHTt N 24) repBUYHOE XUPYPTUUECKOE
BMeEIIATeTbCTBO BKIIIOYAJIO MPOBEJEHNE JIalapoCKOIH,
JIPEHUPOBaHUs 00pa30BaHMSI TIOYKH, KOTOPOE HEMTPaBUIIb-
HO TPaKTOBAJIOCh KaK KMCTA IMOYKU. XUPYPrUUECKOe Jieue-
HUe, HalIpaBJIeHHOE Ha yaaJleHre 00pa3oBaHUsI, TIPOBE/e-
HO BceM narmeHTam. [1pu aHaimse oobeMa Xupypruieckmx
BMeIIaTebcTB y 28 marnmeHToB RO-pe3exiivsi BhITIOTHEHA
B 22 (78,6 %) cnyuasx, R1-pe3exkuus nokazana B 2 (7,1 %)
HaOmoneHusix, B 4 (14,3 %) ciyyasx Kpasi pe3eKLUM He
noaiexanu oueHke (Rx). B 2 HaOmoneHUsIX oTMevanoch
pa3BUTHE MOCIEONEPAIIMOHHBIX OCIOXHEeHUH. B 1 cirydae
(maumeHT No 16) oTMevanach uilleMuyeckast Hepomnarus
T1OCJIe TTPOBEACHUS JTAMapOCKOMTMIEeCKOU pe3eKIINY MTOUKH.
Bo 2-m ciyuae (manueHTt Ne 13) pe3ekiiust ormyxoiu MmouyKku
XUPYPTUYECKUM JTOCTYTIOM B BUJIE JIIOMOOTOMUWM TpUBEIa
K MHTPAOIIepallMOHHOMY Pa3pbIBY OIMyXoju. Y 4 maiueH-
TOB MOTpeboBaJIOCh MpoBeAeHue second-look omeparmu.
ITpuunHbl mpoBeaeHus second-look onepauyu ObUH clie-
JIYIOUTMMU: TIOJIOXKUTEIbHBIE Kpasi Pe3eKIIUK B pe3ysibTaTe
JIIOMOOTOMUU U PE3EKIIMU TTOUKH Y 2 OOJIbHBIX, B 1 ciydae
notpedoBaiack pedekuust HIIB ¢ ynaneHuem kaiabuuHara,
MOI03PUTETLHOTO B OTHOIIEHWM OITyXOJIEBOW TPUPOJIBI,
B 1 HabmoaeHUM MPOBOAMJIACH 3a0pIOLIMHHAS JUMa-
JIEHIKTOMUSI TIOCJIe TIOATBEPKIEHUSI B XO/IE TEePBUYHOMN
ornepauuu nopaxeHusi peruoHapHoix JIY. Ilpu aHanuze
JIy4IIIero o0beMa XUPYPruuecKoro JIUeHUsI, IO KOTOPhIM
MOHUMAJIU Pe3y/bTaThl MHULIMAIBHOU U second-look ore-
pauuii, mokasaHo, 4yto y 18 (64,2 %) nauueHTOB BBIITOJI-
HeHa HedpIKTOMUsI, pe3eKlus IMo4Yku TposeaeHa B 10
(35,8 %) cnyyasix.

OriepaTBHOE BMEIIATEILCTBO B OOBbEME TOPAKOTO-
MWM, YIAJCHUST 04aroB B JIETKWX, BBITTOJIHEHO 2 OOJIbHBIM
(marmmenTs Ne 8 1 Ne 9) ¢ COMHUTEIEHBIMU OYaraMu B JIeT-
KuX (pa3Mepbl 04aroB 10 4 MM), UTO MO3BOJIWJIO B O0OUX
CJTy4asiX TUCTOJOTMYECKM MCKIIIOUUTh METacTaTU4eCcKoe
TopakeHue.

Pacnpenenenue nauureHToB no kinaccudukanu TNM
obuto cremytonmm: cragusa T1 — 22 (78,5 %) cnyuas,
T2 —4(14,3 %), T3 — 2 (7,2 %) nabmonens (1/2 — 3a cuer
MPOPAcTaHUsI OIYXOJIEBOTO Tpoliecca B apaHehpaTbHYIO
KJIeT4yaTKy 1 B dacuuio [epora, HO He BBIXOISIIYIO 3a ee
npenensl, 1/2 — Her paHHBIX). [1o pe3yabraTaM MOCTXU-
PYPTUYECKOTO CTaIMpPOBaHUSI OTMEUEHO CJIE/IyIolee pac-
npenenenre o cragussm N: NO — 15 (53,6 %) ciy4aes,
N1 —4 (14,3 %), Nx — 9 (32,1 %). [1pyurHbI TOCTAHOB-
K1 cranuu NX BKITIOYAIM OMOIICHUI0 HepermoHapHbIX JIY
y 2 TaIMeHTOB, OTCYTCTBUE TPOBENECHUS] OMOTICUM JIUM-
(baTyecKMxX KOJIJIEKTOPOB B 6 cilydasix, B 1 HaOM0aeHUM —
3a00p KMPOBOU KJIeTYaTKU 3a0PIOLIMHHOIO MPOCTPAHCTBA
6e3J1V. Cranus M0 nmontBepsxaeHa y 22 (79 %) naieHTOB,
ctanust Mx —y 6 (21 %). Ctagust TpakToBasach Kak Mx y He
TOJTHOCTBIO 00CIIEIOBAHHBIX OOJTBHBIX 32 CYET OTCYTCTBUS
JaHHBIX 00 octeocuuHTUrpauu. Criemayer OTMETUTD, YTO
JIOKa3aHHbIE OTHAJEHHBIE METAacTa3bl HA MOMEHT IOCTa-
HOBKM JTMarH03a He BBISIBJICHbI HU Yy OJHOTO TallMeHTa.

Bcem mainmeHTaM ycTaHOBIIEH MAarHO3 Ha OCHOBAaHWU
MopGhoJIOTUIEeCKOTo KccenoBaHus B yciaoBusix LleHTtpa.
B Haweit rpynne nauueHToB (n = 28) pacnpeaeieHue o
TUCTOJIOTMYECKUM TUTIaM ObIJIO TIPEACTABICHO CIEMTYIOITUM
obpa3oMm: nanuuisipHbiii — 9/28 (32,1 %), TpaHCIOKALIMOH-
Hblii — 9/28 (32,1 %), cBetnoknerounsii — 4/28 (14,3 %),
xpoModobHbIii — 2/28 (7,15 %), [1KK ¢ nedurrom cyk-
nMHataeruaporeHasel — 2/28 (7,15 %), TpaHCIOKAIIMOH-

OpuruHanbHble uccneposanus // Original studies




) POCCUIACKNIA XXYPHAT 252023

POAOr [ETCKOM FTEMATONOIWN w OHKOMOT W // Russian Journal of Pediatric Hematology and Oncology TOMAVOL. 10

Tadmma 1. Kaunuueckue xapakmepucmuiu, aeuenue u ucxoowl nayuenmog ¢ [1KK (nauano)

Table 1. Clinical characteristics, treatment and outcomes of patients with RCC (beginning)

OrtBer Ha npeonepa-

Ne Bospacr

Jlokamm3a- TIpenonepauu-

OpurunanbHble uccnepoBanus // Original studies

nanpenta | (romer) | Ilox st CumMnrombl MnnnuanpHas TakTHKA onnas TIXT muonHyio ITXT
Patient Age Gender Loc:liva fion Symptoms Initial tactics Preoperative CT Response to
number | (years) . P : preoperative CT
1 10.8 M CnpaBa HHTOIEZHE;&?HHHI;I HXT AVD CTa6I/I.JI'I/IBa.L[I/I$I
Right Intoxication syndrome NCT Stabilization
O6pa3zoBaHue B OpIOII-
2 13,6 M CJLTZ};a HOW TOJIOCTH Bg;)oninﬂ — —
Abdominal mass Sy
3 6.5 X CnpaBa Bonesoii cuHapom HXT AV Crabwimnsauus
’ F Right Abdominal pain NCT Stabilization
4 13.0 M CreBa MHTOIZ?HI?;;I; HHBIH HXT AV CTaﬁup'u3@uuﬂ
Left Intoxication syndrome NCT Stabilization
5 15.3 M Cresa CryJaitHast HaxXoJIKa TlepBuuHas oneparust _ _
’ Left Incidental findings Primary surgery
6 3.0 X Cnpasa BosneBoit cuHapom Buoncus JIY _ _
i F Right Abdominal pain Lymph node biopsy
CrnpaBa O6pasopanie B Gproi- HXT Crabunusanus
7 5,5 M Ri HOI MOJIOCTH AV T
ight T o NCT Stabilization
] 10.4 M Crpasa CrnyyaitHast HAX0IKa Buorcust _ _
’ Right Incidental findings Biopsy
9 6.2 M CnpaBa CryyaitHast HaxoaKa Buorncus, moBropHasi Guoncus _ _
> Right Incidental findings Biopsy, repeat biopsy
10 10.6 X CreBa MHTOIZ?}?;;IMO HHBIH HXT AV CTaGI/I'JI'I/IBa.LII/IH
F Left Intoxication syndrome NCT Stabilization
M HTOKCHKALIMOHHBII
X Cnpasa HXT Crabunuzauust
11 6,8 F Right CHHIPOM NCT AV Stabilization
Intoxication syndrome
12 56 M CnpaBa MaKporeMaTypyx;I BPI(?HCI/ISI %Xég;:ﬁ? Veenmunuenue Ha 42 %
Right Macrohematuria Biopsy (after biopsy) Increase by 42 %
13 14.6 M CrpaBa Cry4aitHast HaxXoJIKa TlepBuuHas oneparust _ _
’ Right Incidental findings Primary surgery
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Mecto nposese-
HUS PAAUKAIBHOI
onepauun
Site of the radical

Oco0enHocTH BBe-
JIeHHsl NAIHEHTOB
Features of patient

Craryc no 3a6oJie-
BAHHIO
Disease status

Cragus
Stage

Xapakrep U 00beM onepauun

Type and extent of surgery

Jlanmapockonus, HedpakTomust, RO
Laparoscopy, nephrectomy, RO

Jlanmaporomusi, pesekius nouku, RO
Laparotomy, resection, RO

Jlamaporomus, HedpakrTomusi, RO
Laparotomy, nephrectomy, RO

Jlanmaporomusi, HepakTomusi, Rx
Laparotomy, nephrectomy, Rx

Jlanaporomusi, pe3ekius mouku, RO
Laparotomy, resection, RO

Jlanmaporomusi, HepakTomusi, RO
Laparotomy, nephrectomy, RO

Jlanapockonusi, Hedpakromusi, RO
Second-look onepanust: pezexuust
HIIB

Laparoscopy, nephrectomy, RO
Second-look surgery: resection of the
inferior vena cava

Jlanmaporomusi, pe3ekius mouku, RO
Laparotomy, resection, RO

Jlamaporomus, pe3ekius mouku, RO
Laparotomy, resection, RO

Jlanmaporomus, Hedpakromusi, RO
Laparotomy, nephrectomy, RO

Jlanaporomusi, HepakTomusi, RO
Laparotomy, nephrectomy, RO

Jlanmaporomusi, HepakTomusi, RO
Laparotomy, nephrectomy, RO

JltomGoTOMUS, pe3eKIus MOYKH,
pasphbiB omyxosu, R1
Second-look onepanus: 1anaporo-
M1, He(h)pIKTOMUS
Lumbotomy, resection, tumor rupture,
RI1

Second-look surgery: laparotomy,
nephrectomy

Lentp
Center

Llentp
Center

Lentp
Center

AL
ocC
Lentp

Center

Lentp
Center

Lentp
Center

Lentp
Center

Lentp
Center

Al
oc

Lentp
Center

Lentp
Center

AL
ocC

management

Heundopmartus-
Has buoricust
Uninformative

biopsy

Kanpuunar
B nipocsete HITB
Calcinate in the
lumen of the inferior
vena cava

[ToBTOpHbBIE
OUOIICUN, HEMH-
dopmaTuBHasK
ouoricust B 111
Repeated biopsies,
uninformative biopsy
in OC

buornicus He
perrnoHapHbIx JIY
(6pbrkeeunsie J1Y)
Biopsy of non-
regional lymph nodes
(mesenteric lymph
nodes)

Heundopmartus-
Has ouoricus B I 11.
OrcyrcrBue J1Y B
TMCTOJIOTUYE-CKOM
Matepuale
Uninformative
biopsy in OC. No
lymph nodes in the
histological material

Pa3pbIB Karcyibt
onyxosii. buoncust
HE PETMOHAPHBIX
JIY (OpbIKeeuyHOro

JI

Lumbotomy. Rupture
of the tumor capsule.
Biopsy of non-
regional lymph nodes
(mesenteric lymph
nodes)

TucronornyecKuii T n]?:;:lﬂlf;li)c(:llv(;
IIKK .
. . JIOKEHHOCTH
Htstolo%gtg type of Predisposition
syndrome
CBeTJIOKJIETOUHBIIA
Clear cell type
TManunnspHblit
Papillary type
TpaHCIOKALIMOHHBII

Translocation type

CBETJIOKJIETOUHbBII
Clear cell type

KapuuHoma rnouku

¢ neuitom cykum-  MyTtanus B
HaTaeruaporeHassl  reHe SDHB
RCC with succinate SDHB gene

dehydrogenase mutation
deficiency

TpaHcIOKaIIMOHHbBIM

Translocation type
TManunnspHblit
Papillary type
MHoxe-
Xpovodosii ST
Chromophobic type Multiple
kidney cysts
TManunnspHbLit
Papillary type
TpaHcnoKkalMOHHbI
Translocation type
TpaHcokalmoHHast
KapLMHOMa B coue-
TaHUU C TAMWUISIp-  MyTanus B
HOW KapLIMHOMOM rene FLCN
TMOYKU FLCN gene
Translocation type mutation

in combination with
papillary type

TpaHCIOKAaLIMOHHBIIT
Translocation type

TManuspHbIit
Papillary type

T1aNOMO

T1bNOMO

T1aNOMO

T3aNIMO

T1bNOMx

T1bN1MO

TIbNOMO

T1bNOMO

T1aNOMO

T2aNxMO0

T2aNOMO

T1laNxMO0

T1bNxMO

Kus, I10
Alive, CR

XKus, [1O
Alive, CR

Kus, I[1O
Alive, CR

CucremHas mpo-
rpeccusi, CMepTh
Systemic
progression, death

XKus, [T1O
Alive, CR

XKus, [1O
Alive, CR

XKus, [1O
Alive, CR

XKus, T1O
Alive, CR

Kus, I10
Alive, CR

Kus, I10
Alive, CR

Kus, T10
Alive, CR

Kus, I[TO
Alive, CR

XKus, [1O
Alive, CR
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Tadmma 1. Kaunuueckue xapakmepucmuku, aeuenue u ucxoovl nayuenmos ¢ I1KK (oxonuanue)

Table 1. Clinical characteristics, treatment and outcomes of patients with RCC (end)

Ne

namuenta | (rommn)

Patient
number

14

15

18

19

20

21

22

23

24

25

26

27

28

Bospact

Age

(years)

14,8

6,0

14,8

5.9

5,9

16,9

13,4

7,2

11,4

13,6

16,3

ITon
Gender

~ X

= X

~ ~ X ~ 3

=4

K
F
X
F

Jlokamm3a-

nus

Localization

CnpaBa
Right

Crnea
Left

CrnpaBa
Right

CreBa
Left

CmpaBa
Right

CrneBa
Left

CrnpaBa
Right

CreBa
Left

CrmpaBa
Right

CrneBa
Left

CrpaBa
Right

CrnpaBa
Right

CreBa
Left

CrneBa
Left

CreBa
Left

CuMITOMBI
Symptoms

CrnyyaitHast HaxoaKa
Incidental findings

CryyaitHast HaxoaKa
Incidental findings

CiyyaiiHast Hax0/1Ka
Incidental findings

CiyyaiiHast Haxo/1Ka
Incidental findings

CryyaitHast HaxoaKa
Incidental findings

O6paszoBaHue B OpIOLI-
HOI TTOJIOCTU
Abdominal mass

CryyaitHast HaxoaKa
Incidental findings

DHype3
Enuresis

Bonesoit cunapom
Abdominal pain

O6pa3oBaHue B OpIOIII-
HOI MOJIOCTU
Abdominal mass

O6pasoBaHue B OprOII-
HOW MOJIOCTH
Abdominal mass

CryyaitHast HaxoaKa
Incidental findings

M HTOKCHKALIMOHHBII
CUHIPOM
Intoxication syndrome

O6pa3oBaHue B OPIOIII-
HOM MOJIOCTU
Abdominal mass

CiygaiiHasi HaXo[Ka
Incidental findings

MnnnuanbHas TAKTHKA
Initial tactics

Buorncus
Biopsy

HXT
NCT

IepBuyHas onepauus
Primary surgery

IlepBuyHas onepanus
Primary surgery

TlepBuuHas oneparus
Primary surgery

[MepBuuHas oneparust
Jlrom6oToMusI,
R1-pesekuust
Primary surgery
Lumbotomy, RI-resection

[MepBuuHas ornepanus, JIOM-

6oTomus

Primary surgery, lumbotomy

Buorncus
Biopsy

Buoncusa
Biopsy

HXT
NCT

[lepBuuHas onepaiusi, ApeHU-

pPOBaHUEC KUCTBI

Primary surgery, drainage of the

cyst

[TepBuuHas oneparust
Primary surgery

IepBuuHas onepauus
Primary surgery

HXT
NCT

IepBuyHas onepanus
Primary surgery

IIpenonepanu-

Preoperative CT
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OTBeT Ha npesonepa-
nuonnyio IIXT
Response to
preoperative CT

onnas IIXT

Crabwimnsanus
AV Stabilization
Her nanHpix  YmeHblueHue Ha 32 %
No data Decrease by 32 %
AV VYmenbinenue Ha 70 %

Decrease by 70 %

IIpumeuanue. Y gcex 28 nayuenmos omcymemeosanu conymemeyroujue 3aooneeanus; HXT — neoadsiosanmuas xumuomepanus;

AKKJI — ananaacmuueckas kpynunoxaemounas aumgoma, /1P — opyeue Llenmpoi; 110 — noanwiii omeem.

Note. All 28 patients had no comorbidities. NCT — neoadjuvant chemotherapy; ALCL — anaplastic large cell lymphoma; OC — other Centers; CR — complete response.
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Mecto nposese-

. | Ocobennocru BBe-
HUSI PAIMKAJILHOM

JIEHHUS NAIUEHTOB

XapakTep U 00beM Onepanun

' X onepanun ;
Type and extent of surgery s e Features of patient
management
surgery
HeundopmaTtus-
Jlamaporomus, pesekius mouku, RO Llentp Has ouornicus B 111
Laparotomy, resection, RO Center Uninformative
biopsy in OC
Jlamaporomus, pesekius mouku, RO Lentp
Laparotomy, resection, RO Center
Hinemuueckast
Hedpomnarus. OT-
Jlamapockornusi, pe3eKIust TO4KH, pini| CWCTBM%?,HOHCMH
Laparoscop;b)(‘esection Rx oc Lschemic
4 ’ nephropathy. No
biopsy of lymph
nodes
Jlanmaporomusi, HepaKTOMUS PIKB,
Second-look onepanus: mmda- . Mocksa
neHakTomus, RO Russian
Laparotomy, nephrectomy Children’s
Second-look surgery: Clinical Hospital,
lymphadenectomy, R0 Moscow
OrcyTcTBHE
Jlanmapockonusi, pe3ekiiusi mouku, R0 J1TL ouorncun JIY
Laparoscopy, resection, RO ocC No biopsy of lymph
nodes
Jlrom6oTomMust, pesekius mouku, R1 - JI1I, second-look
Second-look onepanus: 1anaporo- orneparusi — B
Musi, pe3eKnus nouku, RO Llentpe JlromGoTomMus
Lumbotomy, resection, R1 OC, second-look Lumbotomy
Second-look surgery: laparotomy, surgery — in
resection, RO Center
JlromG6otomust, HepakTomusi, RO JIT JlromGoToMuMst
Lumbotomy, nephrectomy, RO ocC Lumbotomy
Jlanapockonusi, HedpakTomusi, RO J1T
Laparoscopy, nephrectomy, RO ocC
Jlamaporomus, HeppakTomust, RO J1T
Laparotomy, nephrectomy, RO ocC
Jlrom6otomust. OT-
CyTCTBUE OUOTICUU
JltomGoTomust, HepakTomust, Rx JLL J1y
Lumbotomy, nephrectomy, Rx ocC Lumbotomy. No
biopsy of lymph
nodes
OtcyTcTBHE
Jlanmaporomus, HeppakTomusi, RO JLL ouorncumn JIY
Laparotomy, nephrectomy, RO ocC No biopsy of lymph
nodes
OtcyTcTBHE
Jlanaporomusi, HeppakTomusi, RO JLL ouorncuu JIY
Laparotomy, nephrectomy, RO ocC No biopsy of lymph
nodes
Jlamapocko e3e o
TapOCK m/m,RpO KIIUST TIOUKH, Ienp
Laparoscopy, resection, RO Center
Jlamapockonus, HedpakTomusi, Rx AL
Laparoscopy, nephrectomy, Rx oc
Jlanapockonusi, HedpakTomusi, RO JIT
Laparoscopy, nephrectomy, RO ocC

TucToornyecKuii TN LI
KK npenpacmo-
. . JIO)KEHHOCTH
SRR B O Predisposition
RCC
syndrome
CBeTJIOKJIETOUHBIIA
Clear cell type
CubIuHT —
TManuinsapHbIit AKKIJT
Papillary type Sibling —
ALCL
TyOy/1IOKMCTO3HBIIM
Tubulocystic type
CBeTJIOKJIETOYHBIi
Clear cell type
TManunnspHbIit
Papillary type
[ManuuisipHblii
Papillary type
TpaHcnokalmoOHHbI
Translocation type
XpoMohOoOHBIit
Chromophobic type
TpaHCIOKAIMOHHBII
Translocation type
Jlumboma
Tpancnokaunonusiii  bepkutra
Translocation type Burkitt
lymphoma
TManunnspHbrit
Papillary type
TpaHcTOKaIMOHHBIM
Translocation type
KapuuHoma mouku
¢ neuuToM cyKim-  MyTanusi B
HataeruaporeHasbl  reHe SDHB
RCC with succinate SDHB gene
dehydrogenase mutation
deficiency
IManunnsipHbIit
Papillary type
TpaHCIOKaLIMOHHBII

Translocation type

T1bN1MO

TINOMO

T1bNxMO

TlaN1MO

T1bNxMO

T1bNOMO

T1aNOMx

TIbNOMO

T1bNOMx

T1bNxMx

T1laNxMO0

T1bNxMO

T2aNOMx

T3NxMO

T2aNOMx
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Craryc no 3a0oJie-
BaHUIO
Disease status

Kus, I10
Alive, CR

Kus, I10
Alive, CR

Kus, T10
Alive, CR

XKus, T10
Alive, CR

Kus, I10
Alive, CR

Kus, T1O
Alive, CR

Kus, I10
Alive, CR

XKus, T10
Alive, CR

Kus, I10
Alive, CR

Kus, I10
Alive, CR

XKus, [1O
Alive, CR

XKus, [1O
Alive, CR

Kus, T10
Alive, CR

CucreMHas mpo-
rpeccusi, CMepTh
Systemic
progression, death

Kus, [TO
Alive, CR
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HBII TUIT B COYETAaHUU C MamwuispHeiM — 1/28 (3,6 %),
TyOyJI0KMCTO3HBII — 1/28 (3,6 %). B 1 ciiydae nuarHo3 Obu1
u3MeHeH Ha [1KK ¢ necduiiurom cykimmHataeruaporeHa3bl
I10CJIE MPOBEACHUS TEHETUUECKOT'O MCCIEA0BAHMS U BbISIB-
JICHUSI TepMUHAJIbHOM MyTaliuu B reHe SDHB.

CyMMapHO MyTalluM B Te€Hax, Ipeapaclioiararolmx
K pasButuio [1KK, onucanbl y 2 OOJBHBIX B BUAE Iep-
MUHaJbHBIX MyTauuit B reHe SDHB. Takxke B 1 ciiydae
(mammmeHT No 11) METOmOM BBICOKOIIPOU3BOAUTEIHLHOTO
CEeKBEHUPOBAaHUS TePMUHAIBHOIO MaTepuana (I1umMcbo-
LIUTHI TIepudepruIecKoil KpOBM) BBISIBJIEHA MUCCEHC-MY-
tauus B reHe FLCN p.(Argd14Trp).

PacxoxxneHue OUarHo30B UM I'MCTOJIOTMYECKUX BapH-
anToB [1KK mexny nmoxkanbHOI maToMopdhOJorndecKoit
naboparopueii 1 pedpepeHcom B LleHTpe ObLIO OTMEUYEHO
B 7 (25 %) cay4asix (Tabi. 2).

Tabmuua 2. Cayuau pacxosicoenust 2Ucmono2u4eckKux OUaeH0308 6 10KAAbHOI
namomopghonocuueckoil  aabopamopuu U 8 NAMOAO20AHAMOMUYECKOM
omaoenenuu Llenmpa

Table 2. Cases of divergence of histological diagnoses in the local

pathomorphological laboratory and pathomorphological laboratory in the
Pathology Department of the Center

Ne ma-
IHEHTA

Patient

JlokaJbHOE THCTOJIOTHYE-
CKO€ 3aKJII0YeHne

Pedepenc rucroormyecknx
npenapaToB

Reference of histological

Local histological conclusion

preparations

number

Buonrar: snutenanbHast
OITyXO0JTb, 6€3 TOMOIHUTEb-
HOTO YTOYHEHUS! (HEAUATHO-

CTUYECKHIA MaTepua)

Buonrar: meTaHe aJIbHas
dp Second-look onepamus:

2 _ oncHoMa namwusipHas [TKK
Biopsy: metanephric Biopsv: epithelial
adenoma _ Biopsy: epithelial tumor,
without further clarification (not
diagnostic material)
Second-look surgery: papillary
type RCC
Buonrar: HemMarHOCTUIECKUiA
N MaTepua
Buonrar: anuTeMaTbHbII
Second-look onepamus:
BapuaHT HehpoOIaCTOMBL
9 N nanmwuisipHas [MTKK, tvm 2
Biopsy: Wilms tumor, Biopsv: di . ial
G iopsy: non-diagnostic materia
Second-look surgery: papillary
type RCC, type 2
10 TManunnsapuas [MKK, tum 2 TpancnokaumonHas [TKK
Papillary type RCC, type 2 Translocation type RCC
DNUTeTMATbHBIN BADUAHT oo LS, o 1
13 HedpobIacToOMbl e )
Wilms tumor, epithelial type pitary typ > P
2 TManunnsapuas [MKK, tum 2 Tpancnokammonnas [TKK
Papillary type RCC, type 2 Translocation type RCC
Hedpobractoma ¢ pokasb-
23 HOI1 aHaTLIa3uen Tpancnokarmonnas [TKK
Nephroblastoma with focal Translocation type RCC
anaplasia
28 CaemnokietouyHast [TKK Tpancnokanuonnas [TKK

Clear cell type RCC

Translocation type RCC

W13 28 manneHTOB, BKJIIOYEHHBIX B HACTOS NI aHAJTN3,
26 (92,8 %) xusnbl. [Iporpeccus 3aboj1eBaHKUs HaOIIO1a~
JIach B 2 ClIy4asiX ¢ pa3BUTHEM OTIAJeHHBIX METAacTa30B,
JIaHHBIE MalUMEHTHI TTorn6au. B 1 HaGmoneHuu y mamnu-
eHTa co cBeTokieTouHbIM TUIToM TTKK yepes 1,6 Mec ot
MOMEHTa Bepu(uKaluy IMarHo3a oTMe4eHa Iporpeccusi
3aboneBaHusl ¢ BomieyeHueM JIY 1en, MHOXECTBEH-
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HBIM TTOpaxkKeHWeM JIETKMX 1 TieBphl (mauueHT Ne 4). Bo
2-M ciyyae (manumeHT Ne 27) gepe3 12,8 Mec pa3BuUiiach
nporpeccust 3ab0jieBaHUs Y OOJIBHOIO ¢ IMaNWLISIPHBIM
tunioMm [1KK ¢ MHOXeCTBEHHBIM ITOpakeHUeM JieT-
Kkux, esphl, JIY cpenocteHus. B HacTosmmii MOMEHT
26 MauuMeHTOB KUBBLI 0€3 COOBITUIA M HaXOIATCS B IMPO-
lecce TMHAMUYECKOIro HaOJIIOAECHUSI MOCAe OKOHYAHMS
JICYEHMSI, B TOM YHCJIC U TTAILIMEHT C MHTPaoIepalliOHHbIM
pa3pbIBOM oOIyxoiau. MennaHa HaOMIOAEHUs 3a TMalu-
eHTamu coctaBwia 15,9 mec (pazopoc — 0,4—78,0 mec).
IMokazarenu 2-nerHeit OB u BCB 0Obliu paBHbl 95,5 %
(95 % nosepurenbublit unTepsan (1) 87,1-100) u 91,6 %
(95 % 1N 81—100) cooTBeTCTBEHHO (puc. 2).

Puc. 2. IToxazameau 2-semneit bCB u OB nayuenmos ¢ IIKK
Fig. 2. Parameters of 2-year EFS and OS of patients with RCC

Oo0cyxneHne

IIKK saBasieTcst peakoil OIyXosblo y neTeil U Toj-
poctkoB. YaenbHbii Bec IIKK B crpykrype 3aboseBae-
MOCTH OITyXOJISIMM ITOYEK BapbUpPYyeT OT Bo3pacTa. Tak, 1o
JAHHBIM KPYITHOTO MEXAyHApOMIHOTO MOMYJISILIOHHOIO
HUcCcleqoBaHusI, B Bo3pacTHoi rpymnmne 0—14 neT Ha 3TOT
BUJI omyXojiu npuxonurcs 3,5 % (543 u3 15 320 ciyyaes),
TOrJa Kak B MOJIPOCTKOBOM Bo3pacte 15—19 et — 70,5 %
(564 u3 800 HaGmoaeHmit) [11].

CraHmapTU30BaHHBINA TOKa3aTelb 3a00JeBacMOCTU
TTKK Bappupyet ot 0,01 Ha 100 ThIC. I€TCKOTO HaceJIeHUS
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B Bozpacte 0—9 et 10 0,04 Ha 100 ThIC. IETCKOTO Hacee-
Husg B Bo3pacte 10—14 net u 0,07 Ha 100 THIC. TTOAPOCTKO-
Boro HaceneHus 15—19 ner [3].

3apyOexkHble MOMYJSLUOHHbIE MCCACIOBAHUSI aHa-
JIM3UPYIOT B3aMMOCBSI3b ITOBO3PACTHBIX IIOKa3aTeseil
3aboneBaemoctu Hedpodmactomoii u ITKK. ITo naHHBIM
Surveillance Epidemiology and End Results (SEER),
B CIIIA «mepekpecT», Korma CpaBHUBAIOTCS ITOKa3aTen
3aboneBaemoctu Hedpoodaactomoii u ITKK, mpuxonurcsa
B cpeaHeM Ha BospacT 12—13 ner. Ilpu aToM mokaszaHo,
yro [TKK no cpaBHeHMIO ¢ IPyrMMU BHUAAMU OIIyXOJeii
IOYeK accoluupoBaHa ¢ 0oJjiee CTapIIMM BO3PACTOM,
JIOKQJIM30BaHHBIMU (hopMaMu 3a00sieBaHUsI, MEHbBIIUM
pasmepom onyxonu. Takke ITKK xapakrepusyercst npe-
HMMYILECTBEHHO OMHOCTOPOHHMM ITOPaXKEHUEM B OTJIMYUE
OT He(dpoOIIACTOMBI, TTPU KOTOPOI OTHOCUTEIBLHO YacTO
BBISIBIISICTCS IBYCTOPOHHEE MOpaXKeHKe, BKIIIOYasl ClIydau
¢ BbISIBIEHUEM HedpobiacTomarosa [12].

I[lo paHHBIM HEMELKOIo IOMYISILMOHHOTO PETPO-
CIIEKTUBHOIO  MCCJIEIOBAHMUSI, KOTOPOE  BKJIIOYAJIO
49 cnyvaeB [1KK y neteit B Bo3pacte 10 16 jet, 3aperu-
cTpupoBaHHBIX 3a mepuon ¢ 1980 mo 2005 r., MeauaHa
BO3pacTa Ipu ITOCTaHOBKE AuarHo3a cocrasuia 10,6 roga
(pazopoc — 1,2—5,9 roma) [2]. CooTHOIIEHUE MaIbuM-
KU:1eBOoYKHU ObLI0 paBHO 0,96:1. KnnHudeckass KapTuHa
MPEeUMYILIECTBEHHO BKJIIOYaia 6oyieBoit cunapoM (55 %),
remarypuio (30 %), nanenupyemMoe o0pa3oBaHue B OPIOLI-
Hoii nmojioctu (12,5 %), B MeHblIIeH CTEIIEHU OTMEYaIuCh
CUMITOMBI, CBSI3aHHbBIE C HapylIeHHMEM MOYEBbIIEIM-
TesbHOI cucteMsl (7,5 %), u obuiue cumntomsl (42,5 %),
15 % naieHToB He UMeY CeLM(UISCKUX CUMITTOMOB [2].

B Hamreit xoropre OOJBHBIX MeAuMaHa Bo3pacTa
Ha MOMeHT mnoctaHoBku auarHosa [IKK cocraBuia
11,0 roma, 4TO B LIEJIOM COIIOCTABMMO C paHee OITyOJIM-
KOBaHHBIMM HuccienoBaHusMu [2, 13]. XapakTtepHbIM
JUIS1 Hallleld KOTOPThI MAallMEHTOB TakKe SIBJISICS OTHOCH -
TeJIbHO MaJiblii 00BEM OITYXOJIM Ha MOMEHT BepuduKauu
nuarHosa (MennaHa oObema 00pa3oBaHUs COCTaBUIIA
40,5 cm?), GOJIBIIMHCTBO OMYX0JIei OTHOCUJIUCH K CTaguN
T1, oTcyTcTBOBaAIM ClTydyau ¢ OMIaTepabHBIM IMOPaKEHU -
eM. MHumanpHO HU Yy OMHOTO 00JBLHOIO He OBLIO OTIa-
JIECHHBIX METaCcTa30B, HO B ITOCJICAYIOLIEM y 2 MaLMEHTOB
OTMeUasICs PeLUanB 3a00JIeBaHUS C pa3BUTHUEM OTHAICH-
HBIX MeTacTa3oB. Haim coOCTBeHHBIE HaHHBIC TaKXkKe
CBUIETEBLCTBYIOT O HecnelHu(pUIeCKO KIMHUYECKOMN
cumnroMatuke [TKK Ha MOMEHT ITOoCTaHOBKU AMarHo3a.
BaxxHO OTMETUTD, UTO IJIUTEIBHOCTb OT BOBHUKHOBEHMS
MEPBbIX KIMHUYECKMX CUMIITOMOB/BBISIBJICHUSI OITyXOJIU
JI0 IOCTAHOBKM JMarHo3a ObLa JOCTaTOYHO KOPOTKOIA
M cocTaBuja 2,5 Mec, TOJIbKO B | cllydae oTMevascs -
TeJIbHBI MHTepBaj, nocturimuii 40,3 mec.

Mo pmanHbIM MexayHapogHoit nutepaTypbl, I[TKK
MOXET pa3BUBAaThCs Y MALIMEHTOB ¢ HAJIMYMEM B aHAMHE-
3€ JPYTroM 3J10KaYeCTBEHHOM OMyX0Jiv, B YaCTHOCTU HEM-
poonactoMbl [2]. MHTepecHBIM HaOJIONeHUEM B Hallei
Koropre sIBUJIOCh pa3Butue y namuenTa 13,4 roma ITKK
KakK BTOPOI oImyxosin yepe3 3,5 roja mocjie 3aBeplleHUs
Tepanuu 1o nosoay aumdomsl bepkurra. Crenyer Tak-
xe orMeTutTbhb, yTo [TKK MOXeT pa3BuBaThcs Ha (oHe
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CUHIPOMOB TIPEAPACIIONIOKEHHOCTH K OITyXoJisiM. Tak,
y 2 OOJIbHBIX B HACTOSIILIEM MCCIIeIOBAaHUU ObIJIA BhISBJIC-
HBI TepMUHaIbHbIE MyTalluu B reHe SDHB.

TTKK Mopdonornyecku reTteporeHHa M BKJIIOYAeT
B cebsg Oosee 10 TakKMX TUCTONOTMYECKUX THUIIOB, KakK
TPAHCJIOKALMOHHBIN, TANWUIAPHBIA, MENLYJUIIPHBIN,
XpoMo(OOHBIi, cBeTJOKIeTOYHbI [8]. Takxke BbiIe-
NS0T OoJiee penkue ructoinorndeckue noarurbl [TKK:
¢ necduruTom (pyMaparruaparassl, ¢ 1ePUIIMTOM CYyKIIU-
HataeruaporeHasnl, ITKK, accoummpoBaHHyiO ¢ TyOe-
po3HbIM ckiepo3om, TTKK ¢ mepecrpoiikoit rena ALK,
TUPOUIOIONOOHBIM THUII, MHUOSIUTEINAIbHYIO KapIlu-
HOMYy, HekinaccudumupoBaHHblii Tun [5]. IlocnemHue
HUCCcea0BaHUs IMoKa3biBaloT, uto ouojorus [TKK y gereit
3HauuTeabHO oTimyaeTcs ot [1KK y B3pocnbix [2, 5, 13].
K ocobennoctsam ITKK y B3pocibIX OTHOCUTCS TPEeBaIN-
poBaHue cBeTiokieTouHoro tTuna ITKK [14], Torma kak
B JCTCKOM MOMYJISILIMY Ha JAHHBIN BapUaHT IIPUXOIUTCS
He 6onee 3,3 % [3].

ITo maHHBIM MeXXIYHAPOMHBIX ITyOJIMKAIIMiA, TOMM-
HUPYIOIIIUM THUIIOM B ACTCKOM MOMYJISIIUU SBISIETCS
tpaHcaokaunoHHblii  Tun I1KK, accomuupoBaHHbIM
C TpaHCJIOKALUSIMU TeHOB — uJieHOB cemelictBa MiTF —
TFE3w TFEB [2, 5, 13]. Ha gonto ykazaHHOro BapuaHTa
IKK npuxoautcst 41,5 % cnyuaes [5]. KiuHnueckoii ero
0COOEHHOCTBIO SIBJISIETCS] BBICOKASI YAaCTOTa PETMOHAPHO-
ro MeTacTa3upoBaHUs ¢ TTopaxkeHeM 3a0pIOIIMHHBIX J1Y,
koropas poxonut a0 37,5 % [15]. Ha 2-m mecre 110 pac-
MPOCTPAaHEHHOCTH B AETCKOM IOITYJISIIIUM pacIiojaraeTcs
namwuisapHblid Tun [IKK (16,5 %), Ha 3-M (110 JaHHBIM
aBTopoB u3 CIIA) — MenyIasapHBIi TUIT, aCCOLIMUPOBAH-
HBIIi ¢ CepIIOBUIHO-KIIETOUHOI aHeMueili [5].

Mopdonornueckas Bepucdukanus [TKK 3arpymHu-
TeJIbHAa W3-32 3HAYMTEIBHON TE€TEPOreHHOCTH BHYTPU
KaXI0TO M3 BBIIIEIIEPEUNCACHHBIX TIOATUIIOB U CXOACTBA
TUCTOJIOTUYECKOI KapTUHBI KaK MEXKIY HUMU, TaK U C Ipy-
TMMM HOBOOOPa30BaHUAMHU Mouek y aereit [16]. Jomo-
HUTEIbHBIE TPYAHOCTU MOP(OJIOrnIeCcKOil TMarHOCTUKHI
TpaHcJIokalrmoHHoro BapuaHTa [1KK BbI3bIiBaeT BO3MOXK-
HOCTh HaJIM4YMs B OIYXOJM y 1 IMaluMeHTa HECKOJbKUX
TUCTOJIOTUYECKUX I1aTTEPHOB, MMMTHUPYIOIIMX IPYTHe
TMCTOJIOTMYECKME BapuaHThI 3a00JeBaHus [16]. Heobxo-
JUMO TIOJYEPKHYTh, YTO Mopdosorndyeckas Bepupuka-
s auarHosa ITKK tpeGyeT o0s13aTeIbHOTO IepecMoTpa
TUCTOJIOTUYECKOTO MaTepuaja, KOTOPBIil HOKEH IIpo-
BOJIMUTHLCS OIMBITHBIM TAaTOMOP(OJOroM B pedepeHCHOM
LIEHTPE B 1IEJISIX UCKIIOYCHUST BEPOSITHOCTU omunoku. [1o
HalllUM COOCTBEHHBIM JTaHHBIM, ITpOBeIeHUe pedepeHca
TUCTOJIOTUYECKUX IIperapaToB TO3BOJUIO HU3MEHUTH
JIUarHo3 win ructojornvyeckuii Bapuant [IKK y 7 (25 %)
13 28 MalyeHToB.

BaxHbpIM 111 TpaBUIBHON ITOCTAHOBKM IMarHo3a
IIKK sgBnsieTcss mpoBeaeHNE MOJEKYISIPHOTO 1 UMMYHO-
TUCTOXMMUYECKOTO MccaenoBaHuil. MapkepaMu, xapak-
TepHBIMU 1151 TpaHcnoKaunoHHoro tuna IMTKK, cmyxart
TpaHciokauuu reHoB TFE3 w TFEB. Haubonee 4acTbiM
COOBITHEM SIBJSETCS BBIABIACHUE TpaHciaokauuu 71FE3
(93,2 %) no cpaBHeHUIO ¢ TpaHciaokauueit TFEB (6,8 %)
[5]. B mpocrniektuBHoM uccinenoBanuu AREN03B2, mipo-
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BeneHHoOM JleTckoii oHkojorumyeckoit rpynmoit CIIA
(COG), myTeMm LIeHTpaIM30BaHHOIO IMaToMopdoornye-
CKOTO IepecMOTpa ObLIO OTMEYEHO, YTO IO MCIIONb30-
BaHUsI HAIJIEXKAILIEr0 UMMYHOTMCTOXMMUYECKOTO TECTH-
poBaHus Ha TpaHciaokauuu TFE3 u TFEB HekoTopble
TpaHciaokaoHHeie TUNbI [TKK Mormm ObITh JIOXHO
KJ1accUUIIMPOBaHbI KaK MaMUUISIPHBINA WX CBETIOKIIC-
TouHbIll TUM [5]. MccaenoBaHus TPYIBL IO U3YYCHUIO
oIyxoJieil mmouyek MexayHapogHOro oOIIecTBa JAETCKUX
onkojoroB  (SIOP-RTSG) mnonrBepxkmaroT mdaHHOE
HabmoneHue [17]. Jlo pyTMUHHOTO NPOBEACHUSI UMMYHO-
FUCTOXUMMUYECKOI0 MCCIIeAOBaHUs Ha HOJI0 IMaIWLIsP-
Horo u cBetriokiaeTouHoro tunoB ITKK npuxomuioch
447 % wu 23,4 % coorBercTBeHHO. [locie BHeapeHMs
JAHHOI METOAMKY IIPEBAMPYIOIIMM CTaJl TPaHCIOKAIl-
OHHBbIIA BapuaHT (56,3 %), a yae/IbHbIi BeC NaMWLISIPHOIO
U CBETJIOKJIETOYHOI'O BapuaHTOB cokpartwmicd 10 29,7 %
u 6,3 % coorBeTcTBeHHO [17]. Psin aBTOpOB Ipeaiaraior
IIOMKMMO PYTUHHOIO HKCIIOJIb30BaHUSI MMMYHOTHMCTOXM-
MMUYECKUX MapKepOB MPOBEACHUE JOMOTHUTEIBHO (Iy-
OPECLIEHTHOU rMOpUAN3ALINM in Situ AJ1s1 IOATBEPKACHUS
nepectpoiiku reHoB TFE3 u TFEB nnu ceKBeHUPOBaHUS
HoBoro nokojieHus (NGS) B 3aBUCMMOCTH OT IOCTYITHO-
CTU METOJOB M OCHAILEHHOCTH MaTOMOP(HOIOrn4ecKoi
naboparopuu [5] (puc. 3).

B onucanHoii HamMu Tpymre U3 28 MalMeHTOB OTMe-
yaJiCsl paBHbII BKJIAJ MaNWUISPHOIO Y TPAHCIOKALIMOH-
Horo turoB [TKK (1o 32,1 %). OTHOCUTEIbHO MEHBIIINI
yIeNbHBIN Bec TpaHcaokaunoHHoro BapuanTta ITKK mo
CPaBHEHMUIO C OIIMCAHHBIMU B HEAABHUX MEXKIYHAPOIHbBIX
IyOIMKAIMIX MOXET OBbITh IMOTEHIMAJIbHO OOYCIOBJICH
TE€M, YTO MMMYHOTMCTOXMMUYECKOE MCCIEIOBAHUE IJIsI
oueHku TFE3 crano pmoctynHo Toabko ¢ 2015 . Cnenyet
TakKXe OTMETUTD, YTO B paMKaX HACTOSIIIEro MCCJIeI0Ba-
HUSI Mbl HE CTAaBUJIM 3a/a4yy IOBTOPHOTO aHajIn3a TMCTO-
JIOTMYECKOro MaTepualla.

TepaneBTuyeckass TaKTUKa IPU JCUEHUU MAllMEHTOB
¢ IIKK 3aBucuT oT 001IMX MTOAXOA0B K JIEYEHUIO OITyXO-
JIEW MOYeK y JeTei, TaKUX KaK PEKOMEHIALIMU TPYIIIIbI
COG u nporokona SIOP-RTSG. CornacHo peKomMeH-
nmanusm rpotokoia SIOP-RTSG-2016, oxBaThIBaIOIIMM
BCE€ OCHOBHBIE BUIbI OMYXOJiei MOYEK AETCKOTO U IOMI-
POCTKOBOTO BO3pacTta, 60JIbHbIE B BO3pacTe OT 6 MecsleB
10 16 jeT Ha IepBOM 3Tare MOIYT I0Jy4aTh IIperolie-
pamonHyio [IXT 0e3 mpoBeseHUST TUMCTOJOTMYECKOM
Bepudukauuu. B Haieit koropre mauueHTOB MpeaoIie-
paumonHas ITXT mpoBeneHa TOAbKO 9 AETSIM, MpeUMy-
LIECTBEHHO B BUJIE pexXxuMa AV, pU 3TOM OLIEHKA OTBETa
OITyXOJIM IIPOJAEMOHCTPUPOBaIa OTCYTCTBUE TMHAMUKHU CO
CTOPOHBI Pa3MEPOB OIMYXOJIU Y OOJIbIIMHCTBA ALUEHTOB.
WHTepecHbIMU SIBJISIIOTCSL JAHHBIE PETPOCIIEKTUBHOIO
nccaepoBanust SIOP-RTSG, cBuieTeTbCTBYIOLINE O TOM,
qto perpecc omyxonau > 10 % oT MHULIMATBHOTO 0ObeMa
ObL1 JOoKyMeHTHpoBaH y 11 (47,8 %) u3 23 maiueHTOB,
rmoayJyaBIux npepomnepauronnyto ITXT [17].

Tem He menee ITKK tpagnumnoHHO paccMmaTpuBaeT-
¢s1 KaK XMMUOPE3UCTEHTHAsI OIyXOJb, OCHOBHOE MECTO
B JICYEHUU KOTOPOI 3aHUMAeT paluKaibHOE XUPYpruye-

2’2023

TOMNVOL. 10

a 0
6 K
0 e
e 3

Puc. 3. lucmonoeuueckasn kapmuna pazauunvix eapuanmos I[1KK 'y demeii
u noopocmiog: a — nanunaspruasn KK, mun 2 (no WHO 2016), okpacka
2eMaAmoKCUAUHOM U 303uHom, X 200; 6 — nanuaaapuas I[IKK, mun 1 (no
WHO 2016), okpacka eemamoxcuaurnom u 303unom, % 200; ¢ — kapyunoma
¢ Hedocmamounocmoio SDH B, okpacka eemamoxcuaunom u 303unom, < 100;
e — SDHB ¢ no3umusHbsim KOHMPoOAeM 6 nouke, OKpacka 2emamokCUAUHoM
u 303unom, X 100; 0 — ceemaokremounas KapyuHoma, NANUAAAPHbLIL MU
pocma, okpacka eemamoxcuiuHom u 303urom, X 100; e — TFEB kapyuno-
Ma, 0OKpacka eemMamoxcusuHom u 303unom, < 200; wc — TFE3 kapyuroma,
O0KpacKa eemMamokcuaunom u 303unom, x 200; 3 — TFE3 6 onyxoau, okpa-
CKa 2eMamoKCUAUHOM U 303uHom, X< 400

Fig. 3. Histological type of RCC in children and adolescents: a — papillary
type RCC, type 2 (according to WHO 2016), staining hematoxylin and eosin,
x 200; 6 — papillary type RCC, type 1 (according to WHO 2016), staining
hematoxylin and eosin, x 200; 6 — succinate dehydrogenase deficient RCC,
staining hematoxylin and eosin, < 100, ¢ — succinate dehydrogenase deficient
RCCwith positive control in renal tumor, staining hematoxylin and eosin, % 100;
d — clear cell papillary RCC, staining hematoxylin and eosin, % 100;
e — TFEB RCC, staining hematoxylin and eosin, < 200; »c — TFE3 RCC,
staining hematoxylin and eosin, x 200; 3 — TFE3 expression in the tumor,
staining hematoxylin and eosin, %< 400

CKOe JieueHre, YTO TUKTYeT HEOOXOAUMOCTbh MaKCUMab-
HO PaHHEro BBISIBICHUS] JAHHOTO BUJA OMYXOJU B LIEJISIX
BO3MOXHOTO OTKa3a OT MpPOBENEeHUsS HEeOOOCHOBaHHOM
TIXT. JanHbie, mosyyeHHbIE B BeTruKoOpuTaHUM rpymIon
3KCIepToB noj pykoBoactBoM T.J. Jackson, mokasbIBaloT,
YTO WMHUIIMAJIbHAs OMOTCUS MOXET ObITh 3(deKkTuBHA
nnst moctaHoBku nuarHosa ITKK ¢ ucnonb3oBaHuem
noporoBoro 3HayeHus B 10 JeT 1 BbIllIe, YTO MOBBILIAET
KJIMHUYECKYIO 3HAYMMOCTh Ouorcuu 10 26 %, rpu aToMm
Bce caydyau [IKK mpaBuibHO uHTepnpetupytotcs [19].
HanHble rpynnbl U3 BenukoOpuTaHUU Hapsiy C SMUae-
MUOJIOTUYECKMMU XapaKTEPUCTUKAMU JIETJU B OCHOBY
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OOHOBJIEHHBIX PEKOMEHIAIINI MO MCIOJb30BAHUIO TOJI-
CTOUTOJIbHOM OMOICUY Y ALMEHTOB C OITyXOJISIMM ITOYEK,
B YacTHOCTU ais yinydmeHuss nuarHoctuku TTKK [20].
Tak, mo pmanHbeIM rpymnnbl SIOP-RTSG na momio KK
MpUxoauTcs 6osee 5 % ciyvaeB y AeTeid B Bo3pacTte 7 JIeT,
MpUYEM OTHOCUTEJIbHAsI 3a00JIeBA€MOCThb YBEIMYMBACTCS
C KaXIbIM IMOCJEAYIOIINM roaoM, cocTasiss oosee 20 %
HaOmoneHuli B Bo3pacte 10 JieT, ¢ IMocaeayouM mpeood-
namanueM [TKK y neteii crapine 14 et [20]. B HacTosmii
MoMeHT rpyrmoii akcreptoB SIOP-RTSG pekomeHmoBa-
HO MpPOBEIEHUE YPECKOXHOMN TOJCTOUTOIbHOU OHMOIICUM
OITyXOJIEii TTIOYEK BCeM JAeTsM B Bo3dpacTe 10 JieT u cTapiie,
a Takxke MauveHTaM B Bo3pacte 7—10 yeT ¢ omyxoiasMu
royex ooremoM < 200 cm? [20].

B onucaHHO#T HaMu TPyYIINE NAIIMEHTOB TOJICTOUTOIb-
Has Ouoricus OblIa MpoBeldeHa B 7 ciydasx, IMPU 3TOM
B 3 HaAOMIOAEHUSIX MaTepuasa ObUIO HEOOCTATOYHO IS
BepudUKaLMK Tpolecca, a B 1 ciaydyae MMEIO MECTO
OLIMOOYHOE YCTAaHOBJEHWE AuarHo3a HedpoobiacTo-
Mbl. [lonyyeHHBIe MaHHBIE YKa3bIBaIOT Ha TO, YTO TOJ-
CTOUTOJIbHASI OMOIICUSI OIyXOJIM JOJIKHA IPOBOIUTHCS
TOJIbKO B CIIELIMATU3UPOBAHHBIX YUPEKICHUSIX IETCKUM
XUPYProM, MMEIOLIMM OIBIT BbIIOJHEHUS JTaHHOIO
BMEILIATeIbCTBA, IIPU YETKOM COOJIIOACHUM OMUCAHHBIX
MPUHIIUIIOB OMOIICHM, 3a00pe HTOCTaTOUYHOIO KOJIuye-
cTtBa MaTepuasa (6 CTOJOMKOB TKAHMW IJIMHON 15 MM)
U TOCJICOYIOIIMM THUCTOJOTUYECKUM HCCIeI0BaHUEM
B pedepeHc-LIeHTpe IO MaTOMOP(OJIOruM OIyXojaeit
IMOYeK AETCKOro Bo3pacra [19].

B Hacrtosiiee BpemMs MOpearpUHUMAIOTCS TOIBITKU
pa3paboOTKM HOMOTpPaMM ISl «IIPEACKa3aHUsl» BEpO-
aTHocTh Hanmuus y maumeHta TTKK, ocHoBaHHBIX Ha
BO3pAacTe, pPAacoBOM IIPUHAUICKHOCTHU, JIaTePaJbHOCTU
MopaXkeHus1, pa3Mepax o0pa3oBaHusl, cTaauu 3abojeBa-
HUSI C UCTIOIb30BaHMEM OaJlJIbHOM cUCTeMBI [12].

Texymne pexkomengaunu SIOP-RTSG-2016 mo
obbeMy xupyprudeckoro yedeHusi [TKK ocHoBaHBl Ha
BBIMIOJIHEHUHU PaaWKaJIbHOTO XMPYPTUYECKOTro BMeIla-
TEJIbCTBA C 00S13aTEILHOM OLIEHKOM cTaTyca perMOHAapHbIX
JIY. TIpu atoM mormyckaeTcsi MPOBEASCHUE OpPraHOCOXpa-
HSIOLIMX OIepalMii, yYUThIBAsI BEPOSTHOCTb CYILLIECTBO-
BaHUSI HACJIEACTBEHHOM MPEApacOI0oXEHHOCTU Y YaCTU
MaLMEHTOB M PUCKA Pa3BUTHUSL METAXPOHHBIX OIYXOJICH.
B ciryyae monTBepskneHUsT MOP(OJIOTHISCKOTO Mopaxke-
HUsS peruoHapHbIX JIY TpeOyeTcsl BBITTOJHEHUE TOTalb-
Hoit tumdoauccekium. B myonukamum J.N. van der Beek
et al. mpencTaBieH MOAPOOHBIN 0030p MEXIyHApOIHBIX
nccaepoBanuii, nocesameHHbIx [TKK y geTeit u mogpoct-
KOB, KaK IIPaBUJIO, HOCSILIMX PETPOCIIEKTUBHbII XapaKTep
[13]. [TokazaHO, YTO YaCTOTAa OPTaHOCOXPAHSIOLINX OTIe-
pauuii BappupoBaia ot 6,5 10 38,5 % B nccieqoBaHUsIX
pasnuuHbIX rpymin [13]. B Hamreit koropre 00JbHBIX OTME-
YeH 3HAYMTEJIbHbIN YIeIbHbIA BeC MalleHTOB, KOTOPhIM
BBITOJIHEHA pe3eKiust moyku (38,5 %), 4To MOXKET ObITh
00YCJIOBJIEHO OTHOCHUTEIbHO HEOOIBIIMMU pa3MepamMu
OITyXOJIM Ha MOMEHT IIOCTAHOBKU TMarHo3a.

Bonblioii uHTEpeC MNPEACTABISIOT HEIABHO OILy-
OJIMKOBaHHbIE pE3YJbTaThl IIEPBOrO IPOCIEKTUBHOIO
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KCCJIEIOBAHUSI aMEPUKAHCKUX aBTOPOB, HAIIPaBJICHHOIO
Ha WM3ydyeHME CTPYKTYpbl 3a00jeBaeMOCTH, OUOJIOTUM
u pesynbratoB nedeHus [TKK y neTeir u Mooabix B3poc-
neix [15]. B mnccaepoBanum ARENO0321, Bkitoualoiiem
68 manueHTOB B Bo3pacte 10 30 jer (MenuaHa Bo3pacra —
13 ner), oTMeyaaoch 3HAYUTEIbHOE ITOMWHHPOBAHMUE
B CTpYKType rucrojorndyeckux rnoarumnon I[TKK tpancio-
KauuroHHoro tuna (58,8 % ciyuaes). [lopaxeHue peruo-
HapHbIX JIY BoisiBIieHO B 30,9 % HaOII0NEHNI, N3 KOTOPBIX
MpeBaJIMpPOBAIU MALIMEHThI C TPAHCIOKALIMOHHBIM TUIIOM
IKK (15/21, 71,4 %), oTnajaeHHble MeTacTa3bl HAOJIIOAA-
JIUCh TOJIbKO y 11 % manueHToB. ABTOpaMU MOAYEPKUBA-
eTcsl BaKHOCTh olieHKHM cTtaryca JIY, mockonbky B 38,2 %
cayyaeB JIY mopdosornyecku He olleHUBaIuch. OTCyT-
cTBUE MOP(OJOTMYECKOro MCCIEAOBAHUS PErMOHAPHBIX
JIY gaiiie 66110 CBSI3aHO C BBITTOJIHEHHEM PE3eKLIMY MOYKHI
10 CPAaBHEHMIO C IIPOBEACHUEM paIuKaIbHOM He(PPIKTO-
MMU. Y 3HaYUTENIbHOM YacTu nauueHToB (30 % ciaydaeB)
OTMEYaJIOCh JOKa3aHHOE MOpakeHue perruoHapHbIX JIY,
MpU 3TOM XapaKTepU3YIOIIeecs] TOCTaTOYHO BBHICOKUMM
nokazatensiMmu BCB 1 OB, uTo cBuaeTeIbCTBYET 0 Oosee
OnaronpusTHO OMOJIOTMM U TIPOTHO3e 3a00JIeBaHMUS
y 3TUX OOJIbHBIX II0 CPAaBHEHUIO C TUMCTOJOTMYECKUMU
BapUaHTaMU, XapaKTePHBIMU [UISI B3POCJIOM IOITYJISILIMA
mainueHToB. TeM He MeHee 3TU pe3yJIbTaThl MOIYT ObITh
JOCTUTHYTHI MpH MOPMOJIOrMYeCKOM IOATBEPXKIACHUU
craryca JIY v mpoBeileHUM KOPPEKTHOT'O XUPYPTUIECKOTO
BMelaTenbeTna [15].

ITpoGneMbl ¢ KOPPEKTHOI OLIEHKOI pacIpoCTpaHeH-
HOCTH IIpoliecca IyTeM OMOIICHH C ITOCISAYIOIIUM THCTO-
JIOTMYEeCKUM ucciaenoBaHueM JIY craHoBsITCs elie Oosiee
BBIPAKCHHBIMUA MPU aHAJIM3€ PYTUHHOM KIIMHUYECKOM
npakTuku. B wuccinemoBanuu, mpoBeneHHoM B CIIIA,
rnokasaHo, 4yro 3a6op JIY BeimoaHsuICS MeHee yeM y 15 %
JIeTei, TIOAPOCTKOB U MoJioAbiXx B3pocibix ¢ TTKK [21].
®akTopaMu, crocoOCcTByOIUMK 3a60py JIY B maHHOI
KOTOpTe MAalIMEHTOB, CIYXWIM OOJBIINIA pa3Mep OIyXo-
au (> 10 cm), 111 ctagusa 3ab6oseBaHus, 10OTIEpAllMOHHOE
KInHUYeckoe mnopaxeHue JIY, a Takke paavKajabHas
Hedpakromus. Kpome 3Toro, He00OX0IMMO OTMETUTD, YTO
ouomncust pernoHapHbix JIY wyale mpoBoguiiach B IIeH-
Tpax, MMEIOIIMX OOJIbIIUI OIBIT JICUEHUS MallMEHTOB
C OITyXOJISIMU TIo4eK [21].

BaxHbIM sIBIsIeTCSl HE TOJIBKO (haKT OMOTICUU PEruo-
HapHbix JIY y manuenToB ¢ I[1KK, HO u nx KoaudyecTBo.
IToka3zaHo, 4TO ISl CHUKEHUSI PUCKA JIOKHOHETaTUBHBIX
pe3ysIbTaToB OLieHKU pernoHanbHbIX JIY < 10 % Heobxo-
IUM MHTpaorepalMoHHbIi 3a00p He MeHee 5 JIY [22].
Kpome srtoro, ciemyeTr OTMETUTh, 4TO mopaxkeHue JIY
OTMEUAETCsl He TOJIbKO IpU OOJIBIIMX pa3Mepax OIyXO-
1, HO U Y nauueHToB ¢ Heboabmumu [TKK (< 7 cm).
B ucciaenoanum J. Geller et al. B ykazaHHOI TOATPYIIIIE
MalMEHTOB YaCcTOTa BbIIBICHUS MOpaxXeHHbIX JIY moxo-
ua 1o 47,5 % [18].

ITpoBeneHHbBI HaMU aHaIW3 Mokasai, 4yto y 14,3 %
OOJIbHBIX OTMEYaJIOCh JOKa3aHHOE MOpPaKeHUE pPEeruo-
HapubIx JIY (ctagust N1), B 32,1 % ciyuaeB cratyc JIY He
ObLIT ompeesieH, B YaCTHOCTHU, B 2 HAOMIOAESHUSIX TIPOBE-
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JieHa ouoricus HepernoHapHbIx rpyrm JIY. B nienoM Ham
JTaHHBIE TEMOHCTPUPYIOT TY K€ TCeHACHLINIO, YTO U B IIPO-
cnektuBHOM uccnenoBanuu ARENO0321, cBuaeTe1bCcTBY-
IOIIYI0 O TOM, YTO Y 3HAYUTEJIHHOIO YHMCJia IMalieHTOB
KOppeKTHas1 MHTepIpeTanus craryca JIY He mpencras-
JIsieTcsl BO3MOKHOI. B Hallleit Koropre OONBHBIX OBLIO
OTMEUEHO, YTO B LIEHTpaX, He CIeIUAJIM3UPYIOIIMXCS Ha
OHKOYPOJIOTUH, B PSIIE Cy9aeB OCYIIECTBIISIACH OMOTICUS
opbiKeeuHbx JIY Kak HauOoJiee TOCTYIMHBIX, KOTOPbIe He
MOTI'YT pacCMaTPUBATHCS B KAYECTBE PETMOHAPHBIX.

IIpoBeneHHBI HAMU aHAIN3 00beMa XUPYPruIeCcKOro
JICYEHUST M CTPYKTYPhI TOCTAaHOBKM IMAarHo3a B KOTOPTE
POCCHUICKUX IMAIIMeHTOB, IMOJYyYaBIINX TEPAITUIO COIJIACHO
npotokojiam rpyrnnbl SIOP-RTSG, nmo3Bonua BBHISIBUTH
CIIOKHOCTU AuarHocTuku u nedeHus ITKK B meguarpu-
yeckoit momynsanuu. Hamu yeTko moxkasaHa Koppessiius
MEXIY CJIeIOBaHUEM MEXIyHAPOIHBIM PEKOMEHIALIMSIM
1 MECTOM TIPOBEACHUS XUPYPTUUECKUX MOCOOUIH y Mmaliu-
entoB ¢ IIKK. IIpoBegeHue Kak OMOIICUM OITyXOJIH,
TaK M JAe(UHUTUBHBIX XUPYPIrUYECKUX BMEIIATEIHCTB
B HECMeINaJIu3UPOBAaHHBIX OHKOJOIMYECKMX IIEHTpax
MIPUBOAWIIO K OOJIbIIIEMY YMCITY OTKJIOHEHUI OT peKOMEH-
nmanuii. Tak, oTMedeHa MmpakThKa IIpoBeIeHUSI TIOBTOPHBIX
TOJICTOMTOJBHBIX OMOTICUI KaK pe3yJbTaT ITOJIyYeHUS
HEeIOCTaTOYHO MH(MOPMATUBHOIO MaTepuasa Ijs THUCTO-
JIOTUYECKOTO MCCJIeIOBaHUS B X0 MEePBOM MPOLIETYPHI,
YTO IMOTEHIIUAJTIBHO MOXET MPUBOAUTH K MOIOTHUTEIb-
HBIM XUPYPTUUECKUM OCJIOXKHEHUSIM, B YaCTHOCTH TTOBBI-
11aeT PUCK AMCCEMUHALIMU OIYXOJIEBOTO Ipoliecca.

[lo maHHBIM MeEXIYHApPOTHOM JUTEpaTyphl, Cpeau
ITKK moryT Takxke BCTpeuyaThCsl KUCTO3HbBIE BapUaHThI
[23]. JanHast uH(poOpMalus 4Ype3BbIYAHO BaxkHa ISt
BbIOOpaA ageKBaTHOIO oO0beMa XMPYpPruyeckoro Bmellla-
TenbcTBa. Tak, B 1 ciydae (mauueHT Ne 24) HerpaBUJIbHAs
UHTepIpeTanus: Kucrto3Horo xapakrepa [NKK mpusena
K BBITTOJTHEHUIO IPEHUPOBAHUS «KUCTBI».

WUcnonbs3oBaHue JIOMOOTOMUN B KauyeCTBE XUPYPIU-
YECKOTo IOCTyIla He TMO3BOJISIECT IPOBECTU aleKBaTHYIO
peBU3NI0 U Ouoricuio permoHapHbIx JIY. Beibop xupyp-
TUYECKOTO AOCTyIa B BHUAE JIOMOOTOMHUU C TMOMBITKOM
OPraHOCOXPAaHSIONIEH OTIepalli Y OJHOTO U3 OMMCAaHHBIX
HaMmu OOJIbHBIX ITPYBEJI K MHTPAOIIEPALIMOHHOMY pa3phIBY
onyxoau (mauueHT No 13).

[TonbITKN Oo0Mee «IIAASIIEero» XUPyPrudecKoro jJeue-
HUS B YPOJOTMUYECKMX OTHCICHUSIX B 0ObEeMe Jiamapo-
CKOITMYECKUX PE3EKIUN OIMyXOJer MOoYeK TPUBOIUIN
K BBITTOJTHEHUIO HepaauKaIbHOU OIepalu, OTCYTCTBUIO
YEeTKON UACHTUGUKAIIUM KpaeB pPE3eKIIMU OITyXOJIH,
OTCYTCTBUIO 3a00pa pernoHapHbix JIY, a Takke K MHTpa-
OIepallMOHHBIM OCJIOKHEHUSIM, B YACTHOCTU TaKUM, KaK
HapyllleHHe KPOBOTOKAa B COCYAax IOYEK C pa3BUTHEM
WIIEMUYECKOI He(poImaTuu.

Takum  o0pa3oM, KOPPEKTHBIM  XUPYpPTUYECKUit
JIOCTYII, YeTKOE CJIeA0BaHUE TIPUHLIMIIAM OHKOXUPYPTUH,
a TakXe OMBIT XUPYPIMUECKOM OpuUrambl UMEIN BaKHOE
3HAYEHHUE JUISI CHIDKEHUSI KaK YacTOThl HepaauKalbHBIX
oIepauuii, TaK ¥ YUCJIa XUPYPIra4eCKUX OCIOKHEHUM.
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Kak yxe oTMeyanoch Bblllle, HaIU4Me OTHAIICHHBIX
MEeTacTa3oB B MOMEHT ITocTaHOBKM auarHosa mpu TTKK
y JeTeil BCTpeuyaeTcss Mpu OOOOIIEHWU JIMTepaTypHBIX
naHHbIX B 23 % [13]. ITo naHHBIM HEMEIIKOTO ITOITYJISIII -
OHHOTO PETPOCIEKTUBHOIO MCCICNOBAHUS, OTHAJICHHBIC
MeTacTa3bl HaOMIOIAIMCh TONBKO B 8,2 % ciydae (4/49
nauueHTa) [2], a mo JaHHBIM MPOCIIEKTUBHOTO KJIMHUYE-
ckoro uccnenoBannss AREN0321, — B 11,9 % nabmoneHuin
(8/68 GonbHBIX) [15]. Hamnbonee vacroii jokaiu3arueit
OTIAJICHHBIX METACTa30B SIBJISIIOTCS JIeTKME U TeueHb [13].
B Harreit koropte yacTh alleHTOB ObLTa He J000CIeI0Ba-
Ha, B YaCTHOCTH, UM He ObLIa IIPOBeAeHAa OCTEOCLIMHTUIPA-
(ust B LesIsIX UCKITIOUEHMSI KOCTHBIX METACTa30B, II03TOMY
CTaausl TPaKTOBaIach Kak MX, OHAKO JOKAa3aHHBIX MeTa-
CTa30B Ha MOMEHT ITOCTAHOBKM JMarHo3a He 0TMeYajioCh.

IIporHo3 y nennatpuueckux mnauneHtoB ¢ [TKK pac-
CMaTpUBaeTCs Kak 0oJiee 01aronpusITHbBINA 110 CPaBHEHUIO
€O B3pocIIoit monysiueit 6onbHbIX [1]. [To jTaHHBIM ITPO-
cnektuBHoro ucciaegosanust AREN0321, 4-netusist bCB
u OB cocraBuiu 80,2 % u 84,8 % COOTBETCTBEHHO IS
BCeli rpyniibl maiyeHToB [15]. MHTepecHBIM SIBIISIETCS TOT
(hakT, yTo TIOpaxkeHue pernoHapHbIX JIY He oKa3bIBaeT
3HAYMMOI'0 HETaTUBHOIO BJIMSIHUSI Ha IPOrHO3 3a00JjIeBa-
HuUs. BriepBbie JaHHBIN (aKT ObLT OMKUCAH B ITyOJIUKALIUKA
J.I. Gelleru J.S. Dome B 2004 1. [1]. Pe3ynbTaThl MpocIeKk-
TUBHOTO HabJoAeHM 3a MarmeHTamu ¢ N1MO-cragueit
3a001eBaHUSI TIOATBEPKIAIOT JaHHOe Habmonaenue, bCB
u OB cocraBunu 87,5 % u 87,1 % coorBeTcTBeHHO [15].
IIporHocTnyeckumu (hakTopamMu, HEraTUBHO BIIUSIOIIN-
MU Ha nokasatenu Kak BCB, Tak u OB, siBnsioTcst Hanu4une
OTHaJIeHHBIX MeTacTa3oB 1 MenyisspHbiil Tui ITITK. Tak,
BCB u OB nanuenToB ¢ [V cragueii 3a001eBaHUsI COCTaB-
1107 33,3 % 1 29,2 % cootBeTcTBeHHO [15]. ITo maHHBIM
HEMELKMX aBTOPOB, IIOJ IallMEeHTa, BO3PACT, pa3Mepbl
onyxonu u tucronorndeckuii Tun INKK He mokaszanu
cTaTUCTUUYECKHU 3HauMMoii Koppensuuu ¢ BCB u OB [2].
HawuGosee yacroii nokanu3alueil peluarnBa 3a001eBaHUS
SIBJISIJIACH JIETKUE, TIeUeHb, pernoHapHbie JIY u koctu [2].
B Hamreit koropre 00JIbHBIX HEOMAronpusITHbIE COOBITUS
HaOJII0aIUCh B 2 Cilydasix, B IOCJICOYIOLIEM OHM CTalu
MPUYMHOI JIeTaJIbHOI'O UCXOJIa.

BoiBoan1

ITKK — penxwuii Bua ormyxoJsiv mouex y aeteit. TpaHcio-
KallMOHHBIN 1 manmwuisipHbiil BapuaHThl [TKK saBnsroTcs
NPEeBATUPYIOIIMMUA B TI€AMATPUYECKON  TTOIYJISIIINH.
B Hacrosgmuii MOMEHT paauKalbHasg He(ppPIKTOMUS
Cc 00s3aTeIbHBIM MOP(MOJIOTUUECKUM UCCIIeIOBaHUEM
pernoHapHbIX JIY paccMaTpuBaeTcs B KauecTBe CTaHIAPT-
HOTO JICYCHUSI, TIPU 3TOM B HEKOTOPBIX CIydasxX MOXKET
00CyX1aTbCsl BBIMIOJHEHWE OPraHOCOXpPaHSIOIIE orie-
paumu. OO0sA3aTeIbHBIM SIBISIETCS MEXIMCUMILTMHAPHOE
00CyXIeH1e TAKTUKU BeICHUs U BBIMOJHEHUE XUPYPTHU-
YECKOTI0 JICUeHHUs B LIEHTpaX, CHCHUATM3UPYIOLINXCS Ha
MeIuaTpUIeCcKol OHKOYPOJIOTUHM, C TTOCIECIYIOIIUM IIpO-
BEeICHUEM IIJITAHOBOTO T'MCTOJIOTMYECKOTO MCCIIeI0BaHUS
akcrepToM B obsactu [TKK y geTeit n monpocTKoB.
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MepeuyHoe 3HgONpOTE3UPOBAHME OPOMTBI CUAMKOHOBBLIM UMNIAHTOM
y NauueHToB ¢ peTuHobnacTomor

A.B. Korensnnkosa', B.A. SIposast’, T.JI. Ymmakosa?, E.Il. Cynakosa', A.JI. Marsesa', A.T. 'an06amnosa', A.A. SIposoii’

'DIAY « HayuoHanbHblil MeOUUUHCKULL UCCAe008amenbckuil ueHmp «Medcompaciesoil HayuHo-mexHueckuil Komnaekc «Mukpoxupypeust
enasa» umenu akademura C.H. @edoposa» Munzdpasa Poccuu; Poccus, 127486, Mockea, Beckyonukoeckuii 6ya., 59a;

’DI'BY «HauuonanbHblil MeOUUUHCKUIL Uccaed08amenbckuil yuenmp onkonoeuu umenu H. H. Baroxuna» Munszdpaea Poccuu; Poccus,
115522, Mockea, Kawupckoe wocce, 23

KonTtakTHble AaHHbIe: Anacmacus Bukmoposna Komenvhukoga nastzue@gmail.com

AxmyaavHocmb. B Hacmosujee épems CyuweCmeyrom pasiuuHvle Memoobl 0peaHOCOXpaHsaowe2o aeyenus pemunooracmomot (Pb), Ho
mem He MeHee SHYKAeauus eAa3H020 A0A0Ka ocmaemcsi 00HUM U3 OCHOBHbIX cnocoboé mepanuu. Jlemu nocie yoanenus enasnoeo 1010Ka
CMANKUBAIOMCS ¢ MAKUMU KOCMemUYecKumy npooaemamu, Kak aHoymansMuvecKuii cunopom, omcmasatue 6 pocme Kocmei opoumel,
a makdice ¢ pasnUUHbIMU NCUXOCOUUANbHbIMU npobaemamu. TTocae eHeOperUs MAeHUMHO-PE30HAHCHOI MOMO2PADUU 8 LUPOKYIO 8DAHEOHYIO
npakmuky demsam ¢ Pb nauasu npoeodumv nepsuunoe sndonpomesuposanue opoumsr (I12110) ¢ ucnoav3osanuem Kax nopucmoix
UMNAGHMO8 U3 NOAUMEMPAPMOPIMUNEHA, MAK U HeNOPUCIbIX — U3 CUAUKOHA, KOMOpoe 3apeKoMeH006ano cebs KaKk spgexmueHblil
Memod KocMemu4ecKoli peabuisumayuu.

Ileavb uccaedosanus — npeocmasums coocmeeruwiii onvim npumenenus I12110 y demeii ¢ Ph ¢ ucnoav3oéanuem cuiuKoH08020 UMHAAHMA.

Mamepuaast u memodot. B uccredosanue exarovenst 29 demeii (29 enas), komopwim 6viro npogedeno 12110 nocae smykneayuu no
n060dy PB ¢ ucnoavzosanuem cuauxornosoeo umnianma (Ilacmuc-M), 0bepnymoeo 6 rascanogyro cemky. Om cex nayuermos noayHeHo
nuUcbMeHHoe coaaacue Ha 00pabomky NEPCOHANbHbIX OAHHbIX, duazHOCmu4ecKoe oociedosarue u neverue. Meduana 6o3pacma nayueHmos
Ha Momenm sHyKaeayuu cocmasuna 32,7 (2—93) mec. Boiau ucnonv3o8ansl CUIUKOHOBbLE UMnaanmyl duamempom 16 um (n =4, 13,8 %),
17 mm (n = 13, 44,8 %) u 18 mm (n = 12, 41,4 %). B 6oavwuncmee cayuaes (n = 19, 65,5 %) snykaeayus nposoousace no npuuuHe
HeBO3MONCHOCMU NPUMEHEHUS. OP2AHOCOXPAHSIOWe20 AeHeHUs 68UJY PACHPOCIPAHEHHO20 GHYMPULLA3H020 ONYX01e6020 Npoyecca,
6 7(24,1 %) nabadenusx ona 0biaa 6bINOAHEHA NO NOBOOY NPOPECCUU ONYXOAU HA (oHe nposodumoezo rewenus, a 6 3 (10,3 %) — uz-3a
0CNOJCHEHUIL, BOHUKWUX NOCAE NeHeHUs, 4 UMEHHO cyOampoduu 21a3H020 A010KA.

Pesyavmamot. Y0o061emeopumensHolii KOCMEMU4eCKUll pe3yasmam U CUMMEmMPUYHOCMYb 6321304 ObiaU 0OCMUSHYMbL 80 6CEX CAVYASX.
PasHuya 6 6biICMOsSHUU NPOME3UPOBAHHOLO U NAPHO20 24A3a NO OAHHbIM 3K30(manrsmomempuu cocmaeaina 0o 2 mm. Toawuna
cocmosimenvHoii onopro-osueamenstoii kyasmu (OAK) 6viaa 1,5 (0,84—2,74) mm.

Bot6oost. Cunukorosblii UMnAGHM, 00epPHYMbli 8 NABCAHO8bII cemuamblii SHOOnpomes, obecneuusaem cmabuabHOe U KOCMEMU4ecKu
yoosaemeopumenvroe cocmosnue OIAK y demeii ¢ Pb. [Iposedenue 3amensl CunuKoH08020 UMNAGHMA C KOCMEMUYECKOU UeabH 803MOICHO
Y Oemeli, HAX00AWUXCS HA PecYAAPHOM OUHAMUMECKOM KOHMPOAe NPU NOAHOU PEMUCCUU ONYXONU.

KiroueBble cJi0Ba: SHIONMPOTE3UMPOBAHKE OPOUTHI, PETUHOGIACTOMA, CUJIMKOHOBBIE 9HIOMPOTE3bI, KOCMETUYECKAs peabUITUTALIMS,
SHYKJICALIMSI

Jlnsa marupoBanms: KorenbHukosa A.B., SIpoBast B.A., Yinakosa T.JI., Cynakosa E.T1., Marsea A.l., Tan6aiiosa A.T., IpoBoii A.A.
[NepBuUYHOE 3HAOMPOTE3UPOBAHNE OPOUTHI CMITMKOHOBBIM MMILIAHTOM Y IMAIlMEHTOB ¢ peTUHOOIacTOMOi. Poccritckuii sKypHas
JIeTCKOM reMartojioruu u oHkosioruu. 2023;10(2):28—33.
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Primary endoprosthetics of the orbit with a silicone implant in patients with retinoblastoma

A.V. Kotelnikova', V.A. Yarovaya’, T.L. Ushakova®, E.P. Sudakova', A.D. Matyaeva', A.G. Galbatsova', A.A. Yarovoy'
!National Medical Research Center Academician S.N. Fyodorov Intersectoral Scientific and Technical Complex “Eye microsurgery”,
Ministry of Health of Russia; 59a Beskudnikovsky Blvd., Moscow, 127486, Russia;

2N.N. Blokhin National Medical Research Centre of Oncology, Ministry of Health of Russia; 23 Kashirskoe Shosse, Moscow, 115522, Russia

Relevance. Currently there are various methods of organ-preserving treatment of retinoblastoma (RB), but nevertheless, eyeball enucleation
remains one of the main methods of its treating. After removal of the eyeball, children face cosmetic problems such as anophthalmic syndrome,
lag in the growth of orbital bones, as well as psychosocial problems. After the introduction of magnetic resonance imaging into a wide medical
practice, children with RB began to undergo primary endoprosthesis of the orbit using porous polytetrafluoroethylene implants or non-porous
silicone implants, which proved to be an effective method of cosmetic rehabilitation.

The purpose of the study — to present our own experience in the use of primary orbital endoprosthesis in children with RB with the use of
a silicone implant.

Materials and methods. The study included 29 children (29 eyes) who underwent primary endoprosthesis of the orbit after enucleation for RB
using a silicone implant (Plastis-M) wrapped in a dacron mesh. Written consent was received from all patients for the processing of personal
data, diagnostic examination and treatment. The median age of patients at the time of enucleation was 32.7 (2—93) months. Silicone implants
with a diameter of 16 mm (n =4, 13.8 %), 17mm (n = 13, 44.8 %) and 18 mm (n = 12, 41.4 %) were used. In most cases (n = 19, 65.5 %)
enucleation was performed due to the inability to use organ—preserving treatment, due to the widespread intraocular tumor process, in
7(24.1 %) cases enucleation was performed due to tumor progression against the background of ongoing treatment, and in 3 (10.3 %) — due
to complications that occurred after treatment, namely subatrophy of the eyeball.

Results. A satisfactory cosmetic result and a symmetrical look were achieved in all cases. The difference in the endurance of the prosthetic and
paired eyes according to exophthalmometry was up to 2 mm. The thickness of the well-developed musculoskeletal stump was 1.5 (0.84—2.74) mm.

Conclusions. A silicone implant wrapped in a dacron mesh endoprosthesis provides a stable and cosmetically satisfactory condition of the
musculoskeletal stump in children with RB. Replacement of a silicone implant for cosmetic purposes is possible in children who are under
regular dynamic control with complete remission of the tumor.

Key words: endoprosthesis of the orbit, retinoblastoma, silicone endoprosthesis, cosmetic rehabilitation, enucleation
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Beenenne
Petuno6nacroma (PB) — BbICOKOKYypabeiabHas 3710-
KauyeCTBEHHAsl OIyXOJb CeTYaTKM, BCTpedalolascs

y 1 pebenka Ha 10 000—15 000 geteit B Bo3pacte ot 0 10
5 net. B Hacrosiee BpeMs JeueHue Pb uMeeT opranoco-
XPaHSIOIIYI0 HalPaBJICHHOCTh ¢ MTPUMEHEHMEM BBICOKO-
3((HEKTUBHBIX CITOCOOOB JIEUeHUSs, KaK CUCTEMHBIX, TaK
U JIOKAJIbHBIX, HO HECMOTPsI Ha 3TO, DHYKJIeallUsl IJ1a3-
HOTrO $s10JI0KA J0 CUX IOp — OAMH M3 OCHOBHBIX METOJIOB
tepanuu Pb [1]. et mocnie yganeHus rjia3HOTo s10J10Ka
CTAJIKUBAIOTCS C TAKUMHU KOCMETUYECKUMU ITpO0IeMaMu,
KaK aHO(PTaTbMUYECKU CUHAPOM, OTCTaBaHUE B POCTE
KOCTEil OpOUTHI, a TAKXKE C PA3IMUYHBIMU IICUXOCOLNATIb-
HeIMU 1Ipobaemami [2, 3]. C koHma XX Beka 1mociie BHe-
IPEeHUsT MarHUTHO-pe30HaHCHOUl ToMorpacduu (MPT)
B LIIMPOKYIO BpaueOHYIO MPaKTUKY AeTaM ¢ Pb mpu sHy-
KJeallMy Hadajyd MPOBOAUTH MEPBUYHOE SHAOIPOTE3M-
poBanue opouthl (ITDI10), KoTOpOE 3apeKOMEHI0BaIO
cebs Kak 3¢ GhEeKTUBHBIM METOI KOCMETUYECKOI peadu-
sutaiuu [4]. B Poccun II9I10 npumensiercsa ¢ 2015 &
C MCIIOJIb30BaHMEM KaK MOPUCTHIX UMILJIAHTOB U3 MOJIUTE-
TpadTOp3ITUJIEHA, TAK U HETIOPUCTBIX — U3 CUJIMKOHA [5].
B Mupe HambGoisiee MOmyJasipHO NMpPUMEHEHUE MOPUCTHIX
MMILJIAHTOB, B OTJIMYKE OT HermopucThixX [6]. UTo Kacaercs
HCITOJIb30BaHUS CUJIMKOHOBBIX UMITJIAHTOB Yy feTeii ¢ PB,
TO IyOJIMKALIMK Ha 3Ty TEMY MaJOUYMCIeHHBI [7, 8].

Ilea» wucclenoBaHust — TIPEICTaBUTh COOCTBEHHBIM
onbIT npuMmeHeHus [1DT10 y nereit ¢ Pb ¢ ucnonb3oBa-
HMEM CHJIMKOHOBOI'O MMILIaHTA.

MatepuaJjsl 1 METOIbI

C2015r.BMHTK «Muxkpoxupyprus riasa» (. Mocksa)
I[IBI10 nocne sHykiaeanuu mo mnoBoay PB mposeneHo
y 29 neteii (29 rna3) — 13 MmanbunkoB 1 16 neBouek. OT Bcex
MMaLMEHTOB MOJIy4eHO ITMChMEHHOE Comiache Ha 00paboT-
KY NEpPCOHAJIbHBIX JaHHBIX, IMarHOCTHUYECKOE 00CIen0-
BaHue U JiedyeHue. Bo3pact gereii Ha MOMEHT 9HYKJIealluu
cocTtaBWI OT 2 1o 93 MecsieB (cpenHee 3HAYCHHUE —
32,7 mec). OpraHocoxpaHsioliee JedeHue MPUMEHSIN
y 10 (35 %) neteii, 8 U3 KOTOPBIX MOIyYaId MOJIUXUMUO-
tepanuio (ITXT), B 8 rmazax uCmoab30BaIu CEICKTUBHYIO
uHTpaapTepuanbHyto xumuorepanuio (CUAXT), B 5 ria-
3aX — MHTpaBUTpeanbHylo xuMuoTeparnuio (MBXT).

B pszme ciyyaeB NpMMEHSUIOCH JIOKAJIBHOE JICUEHME,
aMMEHHO: TepMoTepanusi (7 = 2), KpuoAaecTpyKius (n = 1),
opaxurepanus (n = 1), KOMOMHALIMST BCEX 3TUX METOIOB
HCIIOJIb30BaJICh B 1 ciaydae. B 2 HaGmoaeHUSIX BBITIOJHEHA
CcTepeoTaKCcuYecKast paaloXupyprusi.

Bce netu mpoxoauiy 1oonepaluoHHYI0 MarHOCTHKY,
BKJIIOYABIIIYIO B ce0s1 0011Iee 00caenoBaHNe MO KOHTPO-
JIeM Bpayeii-IeTCKUX OHKOJIOTOB, OCMOTp IJIa3 C IIMPO-
KMM 3paykoM Ha IIMpOKOyrombHoil Kamepe RetCam3
B YCJIOBUSIX MEIMKAMEHTO3HOTO CHa, YJbTPa3BYKOBOE
ncciaegosanue B B-pexume, MPT opOouT u rojoBHOro
MO3ra ¢ KOHTPACTUPOBAHMEM C LIArOM CPE30B 1 MM.

DHIONPOTE3UPOBaHNE ITPOBOAWIOCH C MCIOJIb30Ba-
HueMm cuiarMkoHoBoro nmriuianTa (ITnactuc-M), obepHy-
TOI'O B JIABCAHOBYIO CETKY. BbLIM UCIIONIb30BaHbI CUIIMKO-
HOBbIE MMIUIAHTBI AaMeTpoM 16 mm (n =4, 14 %), 17 mm
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(n=13,45 %) u 18 mm (n = 12, 41 %). BuHokynspHAas
Pb nuarnoctupoBanay 11 (38 %) nereit. TpunarepajibHoOe
MOopaXkeHUe He BbISIBICHO HU B OZHOM Ciydyae. Yaaje-
HHUe I71a3a MPoBOAMIIOCH Y nereit, nmeBmiux Pb rpynm B
n=1,3%),D(n=28,28%)uE (n=20,69 %). B 601b-
LIMHCTBE ciiydaeB (n = 19, 66 %) sHyKJIealnio IIpUMe-
HSUIM 110 IIPUYMHE HEBO3MOXHOCTH BBIITOJIHEHUSI Opra-
HOCOXPaHSIOIIEero JeUYeHUs BBUIY PacIpOCTPAaHEHHOIO
BHYTPHMIJIA3HOTO OIyX0JIEBOTO Tpoliecca, B 7 (24 %) cay-
yasix omepalus IIPoBeleHa 10 MOBOAY IIPOrPECCUU OIIy-
XoJi1 Ha ¢oHe Jeuenus, B 3 (10 %) — u3-3a cydbarpoduu
rJ1a3HOro s10J10Ka.

DKCTpabyabOapHBI POCT OMYXOJU SBJSIICS abco-
JIIOTHBIM TIpoTuBonoKazaHueMm K [19I10. OkoHuareab-
HOe pellleHue 00 3HIONPOTE3UMPOBAHMU ITPUHUMAIOCH
MHTPAOIepallMOHHO IIOCJIE OCMOTpa IJIa3HOTO s10JI0Ka
U 3putenbHoro Hepsa (3H) Ha Hanuume aKcTpadyILOap-
HOIO pocTa.

Xupypruyeckasi TEXHMKA BBIIIOJIHSLIACH B CIICAYIOLICH
MOCJIeI0BATEIbBHOCTU: MPOBOAMIICS —IapaJluMOaIbHbIIA
pa3pe3, KOHbIOHKTMBA BMECTe C TEHOHOBOM O0OOJIOUKOI
TYIIBIM IIyTEM OTCENapOBBIBAJIUCH OT CKJIEPHI, BCE MpSi-
Mbl€ MBIIIIIIBI IJIa3a ITOC/IeA0BATEIbHO BhIIEISIUCH U IIPO-
LIMBAJIMCh PACCACHIBAIOIIMMUCS HUTSIMU, OTCEKAIUCH 10
CYXOXWIIMIO OT IJIA3HOTO $SI0JIOKA; BEPXHSISI M HYKHSIS
KOCBIE€ MBbIIILBI OTCEKAIUCh, MOCAEIOBATEIIBHO BBIMNOJI-
HsJIach KOaryJisiiusi BOPTUKO3HbIX BeH. Ilocjie BbIBMxa
IJIa3HOTO $10J710Ka TPOBOIMIIACH HEBpIKTOMMS. Ilyrem
TAaMIIOHMPOBAHUSI paHbl KaK CyXMMU TaMIIOHAMM, TaK
M TAMIIOHAMMU C IIEPEKUCHIO BOAOPO/A, a TAKXKE OKa3bIBae-
MOTI'O PYYHOTO JABJICHUsI B TEUEHME 5 MUH OCYILIECTBIISLICS
reMocTas, BO BpeMsi KOTOPOro HapauleJibHO IIPOBOIUIICS
ocMOTp TiasHoro s6i10ka M 3H Ha (akT BbISIBIEHUS
9KCTPadyIb0apHOTO pOCTa OMYXOJU, TOCe KOTOPOTro
MIPUHUMAJIOCh OKOHYATEIbHOE pelleHre 00 MMILIAHTa-
LMY 3HOOIPOTE3a. DHYKJIEUPOBAHHOE IJIa3HOEe sI0JI0KO
IIOMELIAJIOCh B TE€PMETUYHYIO E€MKOCTb C pacTBOPOM
HeiTpaiabHoro dbopmanuda 10 % mis TpaHCIIOPTUPOBKU
U TTOCJIEAYIOLIETO TUCTOJIOTUYECKOIO UCCICA0BAHMSI.

Bo Bpewmst remocTasa npoBoauiIack MOAroToBKa opou-
TaJIbHOTO 3HIOIPOTE3a K MMILIAHTALIMM, a UMEHHO €ro
0o0epThIBaHME BJIaBCAHOBDII CETYAThI 3HAOIIPOTES C 3apa-
Hee TIOATroTOBIeHHOM (hopMoiil B Buae kpecra. Ero ¢puk-
calMsl OCYLIECTBIISUIACH IYTeM IIPOIIMBAHMS B3aMMHO-
MepIEeHANKY/ISPHbIX KOHIIOB CETYaTOro 3HIOIPOTE3a
MeK1y cO0OM C MCIIOJIb30BaHUEM HepaccachIBAIOLIETIOCs
Matepuaia rmoiauscrep 5/0. I[Tocae 3Toro UMIIAHT OTPY-
XKanu B opouty. s ompeaeneHus riiyOMHBI 3ajieraHust
MMIUIAHTa MCIIOJIb30BAIM YCTPOMCTBO — KOMIIGHCATOP
[9], umMuTHpYIOLIIEe TONIIMHY MPOTe3a U KOHBIOHKTUBHI.
ITocne morpyxeHust MMILUIaHTa B OpOUTY KOMIICHCATOP
yCTaHABJIMBAJIU Ha MOBEPXHOCTh MMILIAHTA, Jajiee IpO-
BOAWIM 3K30(TaJIbMOMETPHUIO YCTAHOBJICHHOIO YCTPOIi-
CTBA C MapHbIM IJ1a30M, PEryJIUpPys IMOJ0KEHNE UMILIAaHTa
JI100 K3a11, JIMOO0 KIIePeau A1t JOCTHKEHUSI CUMMETPUY -
HOCTHU, 3aTeM BBIMOJIHSIIN (PUKCAIUIO 2 B3aMMHOIIPOTH -
BOITOJIOKHBIX IPSIMBIX I[JIA3HBIX MBIIIL C IIPOBEACHUEM
TMOBTOPHO K30 TAIbMOMETPUH C KOPPEKIIMEH TTOJIOXKEe -
HUSI UMIUIaHTa, Hocjie (DMKCALIMU OCTABIIMXCS 2 MPSIMbIX
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[JIA3HBIX MBI OCYLIECTBISUIM KOHTPOJIbHYIO 3K30(-
TaJbMOMETPHUIO, IIPU MOCTMXKEHUU IMOJHON CHUMMETPUU
VIIMBAJIK IOCJIOMHO TEHOHOBYIO KAIICyJy U KOHbIOHKTH -
BY paccachbIBalOIIMMUCI HUTIMU BUKpuia 6/0 u 7/0 coot-
BETCTBEHHO.

PesyabraTsl

ITo pe3yabTaTaM THCTONIOTUUYECKOTO UccaeaoBaHus Pb
ObLIa ITOATBEPXKICHA BO BCEX CIyYasix, MHBa3Msl OIyXOJIu
BCKJIEpY OTMeYajiach B 3 HAOII0JeHUSX, BXopruounaeo —B20
(69 %), B uminapHoe Tesio — 4 (14 %), B ckiepy — 5 (17 %),
B 3H — B 11 (38 %): npeinamuHapHas (n = 6) 1 peTpoJa-
MUHapHas (n = 5), nHTpajJaMUHapHas UHBa3Ms He BBISIB-
neHa. Ha ocHOBaHUM IMCTOJIOIrMYECKUX TTPOTOKOJI0B [10]
9 (31 %) mereit umenu cpeaHuii puck, 7 (24 %) us Koto-
PBIX TIOJIydallu JOMOJIHUTeNbHOe JedeHue B Buae ITXT,
2 (6,9 %) u3 Hux — [1XT B coueTaHUM C AUCTAHLIMOHHOM
ayyeBoil tepanueit (JIT), Tak Kak uMeau peTpoaMU-
HapHyto uHBasuto 3H. ITo pesynsraram MPT Hu B omHOM
cjlydae He BBISIBJICHO peLMIMBA OIYXOJU B OPOUTE U AUC-
JIOKAIIMY MMIUTaHTA.

B xoze nuHaMu4yecKoro HabJII0AEHUS OLIEHUBAJIN TOJI-
IIIMHY TEpEeIHEeN CTEHKU OMOPHO-IBUTATEIbHOU KYJIBTU
(OK) myreMm ynbTpa3BYKOBOI OMOMUKpOCKONUM. Tom-
muHa coctosgTensHoit OJIK cocraBuia ot 0,8 1o 2,5 MM
(cpennee 3HaueHue — 1,5 mm). Tommmuaa OAK, mpu koTo-
pOii BIIOCJIECACTBUM IIPOU3OIILIO OroJieHHEe MMILIAHTA,
cocraBuna 0,74 mm. OJIK Oblia ycrenHo chopMupoBaHa
BO BCEX CJIyyasix, B TOM 4ucie y namueHToB nocie JJIT
u/vnu [IXT (puc. 1).

Puc. 1. IIpumepsr cocmosmenvroi QUK 6 pazauunvix nayuenmos

Fig. 1. Examples of a well-developed musculoskeletal stump of 6 different
patients

VIOBIETBOPUTENBHBII ~ KOCMETUYECKUIA  pe3yJIbTaT
JIIOCTUTHYT BO Bcex ciydasax (puc. 2).

PasHuia B BHICTOSIHUM MPOTE3MPOBAHHOIO U MTapHO-
0 TJ1a3 M0 JaHHBIM 3K30(PTaIbMOMETPUU COCTABISIA 10
2 MM.

B xone HabmoaeHUS 3a MAllMEHTaMU OBLIY BBISIBJICHBI
OCJIO)KHEHMSI B BUIE OroJieHust umruianta (n = 5, 17 %)
Ha ((oHe UMHMEKIMOHHO-BOCTIAJUTEIHHOIO IIPOLIeC-
ca (MBII) B paHHeM moOCJeOIepallMOHHOM IIeproae
(n =3, 10 %) u HeHamiexauiero yxoaa 3a OIAK (n = 2,
7 %). Ilpu sTOM B 2 cilydasiX BBIIOJHEHO 3aKpbITUE
nedexkTa: B 1 — 3aKpbiTHE OOIIMPHOTO JedeKTa C 3aMe-
HOM MMIIJIaHTa Ha MEHBIINI quaMeTp U B 1 — 3aKpbITHE
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Puc. 2. IIpumepst kocmemuueckoeo pesyasmama nocae suykaeayuu ¢ [12110

Fig. 2. Examples of cosmetic results after enucleation with primary orbit
endoprosthesis

nedekra ¢ ygajleHUMeM MMIUIaHTa. 3aTsSKHON OakTepu-
aJIbHBII KOHBIOHKTUBUT ObUT BhIsIBIICH Y 4 (14 %) neTei,
BCEM TPOBEAECH OAaKTEPUOJIOTUYECKUIN MOCEB U3 KOHb-
IOHKTUBAJIBHON TOJIOCTU C OMPEIEICHUEM YyBCTBUTEIb-
HOCTU K aHTHOMOTUKaM. C MpUMEHEHWEeM MPULIETbHOMN
AHTUOMOTUKOTEPANUU, TPOTUBOBOCIAIUTEIHLHOTO U Clie-
303aMEHUTEJBHOTO JIEYEHUS] YIaJOoCh JOCTUYb MOJHOTO
BBI3IOPOBJICHUS C COXPAHEHUEM UMILIAHTA.

Y 2 gereii BbINIONHEHA 3aMeHa CUJIMKOHOBOTO
WMIUIAHTa, B IEPBOM CJTyyae MO MPUYUHE BBIPAXKEHHOTO
aHO(TATBMUYECKOTO CUHAPOMA, BO BTOPOM — IO TPUYU-
HE BBIPAXKEHHOTO OTOJICHUSI UMILIAHTA.

Oo0cyxneHne

bossup npumenenus [1OT10 y nereii ¢ Pb, HecMoTps
Ha BCIO €ro HEOOXOAMMOCTb, COXPAHSIACh 10 KOHIa XX
cronetus [11, 12]. CBsi3aHO 3TO OBUIO B MEPBYIO OYEPEIb
C HEBO3MOXXHOCTbIO KOHTPOJISI BOSHUKHOBEHUS eI -
Ba onyxonu B opoute [11]. C nosgsrenuem MPT cutya-
s udMeHuaach, u [MBI1O Havanau akTMBHO BHEIPSITH BO
BpaueOHy10 MpakTUKy [4]. 3a 3TU roabl OHO 3apeKOMEH-
JnoBayio cebsl Kak 3(h@GeKTUBHBINA METOJ KOCMETUYECKOMN
peabwnutanuu [13, 14]. B uccnenosanuu D.L. Mourits
etal. ompoc Xupypros 1o Bcemy Mupy rnoxasai, uro [13110
y neteii ¢ PB ucnons3yior 58,7 % Bpaueii, B TO BpeMst Kak
32,6 % 1o cux mop u3derarT ero MpuMeHeHus [6].

Ciydau peliuiuBa OIyXoJjud B OpOUTE B MUPE AUHUY -
HBI U OTNMCAHbI B MyOJMKaLMIX 3apyOexXHbIX Kouter [13,
15], mpu 5TOM B HallleM KUCCJIeIOBAHUM OHU HE BO3HUKIIU
HU B OJJHOM U3 HAOJIIOACHUM.

DHOOMPOTE3UPOBAHNE OPOUTHI TOCIE SHYKJIeaAlUu
y JIIOIEW C pa3JIMYHON IJIa3HOM ITaTOJIOTUEN UCTIOb3YeT-
ca ¢ XIX Beka [16], TO3TOMY aCCOPTUMEHT OPOMTATIBHBIX
WMIUTAHTOB OUY€Hb IIMPOK M TIPENCTaBICH Pa3TNnIHbIMU
MaTepuajiaMyd CUHTETUYECKOTO W TMPUPOJHOTO MPOUC-
xoxaeHus [17].

VY nereii ¢ Pb G0bIIMHCTBO XMPYPrOB B MUPE MTPEATIO-
YUTAIOT MIOPUCTHIC UMILTAHTHI U3 TIOJTIMATUIIEHA U TUIPOK-
cuaratuta, OOBICHSS 3TO WX HAAEXHOW dukcauuein
B opbute. B To BpeMs KaK HEMOPUCTbIE MMIUIAHTHI U3
MOJUMETUIMETAKpUIaTa U CUWIMKOHA MEHEe TOITyISIPHBI
W3-32 BO3MOXXHOW MUTPALIMU SHAOMPOTE3A, UYTO HE OTME-
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yaJioCh B HallleM uccienoBaHnu [6]. Beicokast crabnin3za-
1I1ST CUJTMKOHOBOTO MMILIaHTa B OpOUTE B Hallleli paboTe
JIOCTUTAIACh IIyTEM €ro 00epThIBaHUS B JJABCAHOBYIO CET-
Ky ¢ (puKcaumei K Heil TIpSIMBIX MBIIIILI,

CUIMKOH 00J1aTaeT pSIIOM TTOJIOXUTEIbHBIX CBOMCTB,
a MMEHHO: XUMUYecKass M OMOJOTMYecKasi MHePTHOCTb,
TMOKOCTh U HU3KAasl CTOMMOCTD 10 CPaBHEHUIO C IPYTUMU
opouTtanbHbIMU UMITIaHTaMu [17]. Y nereit ¢ Pb cunuko-
HOBBIC UMILIAHTBI UCITOJIb3YIOTCSI JOCTAaTOYHO PENKO, HO,
HecMOTps Ha 3T0, Jordan et al. mpenjiaraloT MCITOJIb30-
BaTh y AeTeii MUMEHHO CMJIMKOHOBBIE MMILJIAHTHI, TaK KaK
B OTJIMYME OT ITOPUCTHIX MOXKHO MPOU3BOIUTH UX 3aMEHY
[2].

CylIecTBYIOT pa3iuYHble XUPYPrUYecKue TEXHUKU
[IBI10 y pereit ¢ PB, ocHoBomoaratoias U3 HUX siBJisi-
erca kiaccuyeckoit [11]. Tlo aTOi1 MeTOAMKE MBILILILI
(UKCUPYIOTCS K TTPOTE3Y WM €ro 00epTOUHOMY MaTepu-
ajy COrJacHO MX (PU3MOJIOTMYECKOMY PaCIIONOXECHUIO.
HexkoTtopbie xupypru B JOMOJIHEHUE K 3TOMY MOIIINMBA-
0T K TIPOTE3y HUKHIOW Kocyio Mbliy [2]. HekoTopnie
CIIMBAIOT MBIIIIIBI BHAXJIECT Ha TepeaHei MTOBEPXHOCTU
UMILJIaHTa, PACCUMTHIBASI HA YMEHBIIIEHUE TPEHUSI MEXKIY
UMIUIAHTOM W TIepeIHEeN CTEHKOW KOHBIOHKTUBAJIBHO
TEHOHOBOM Karcyjbl BO M30eKaHue ee UCTOHYEeHUs [6].
Takke MMeeT MeCTO MCIIOJIb30BaHWE MUOKOHBIOHKTH-
BaJIbHOU XUPYPTUYECKON TEXHUKHU, TIPY KOTOPOU MBIIIILIbI
He (UKCUPYIOTCS K UMILUIAHTY, BBIBOISI HUTH, K KOTOPBIM
oHM (UKCUPOBaHBI, yepe3 cBombl [18, 19]. Hekoroprie
XUPYPTUM HE OCYILECTBISIOT (DMKCALMIO SHIOIpOTe3a
BoBce [7].

HemanoBaxkHoe 3HaueHHEe B amanTallMy MMIUIaHTa
B opOuTe Urpaet ero (puOpPOBACKYISIpHOE MpopacTaHue.
[Tpu ucnoab3oBaHMY HEMTOPUCTHIX UMILIAHTOB 3TOT IPO-
1IeCC IIPOMCXOAUT ITyTeM (hUOPOBACKYISIPHBIX BpacTaHUIM
B MaTepuaj, KOTOpPbIM OOEpHYT HMIUIAHT, HaIpuMep
JIaBCAaHOBYIO CETKY, y IIOPUCTBIX — HEMOCPEICTBEHHO
B moBepxHOCTh mMIutaHTa [20]. OmucaHHBIE MeXaHU3-
MBI JTOMOJIHUTENIbHOM (DUKCcalMy 3HIOIPOTE3a B OpOUTE
HMMEIOT BaXXHOE 3HAYEHHUE, KOTA PeYb UAET O BO3MOXHOM
3aMEHE MMIUIaHTa. BOJBIIMHCTBO XUPYProB CTapaloTCs
n30eraTb MPUMEHEHUST ITON XUPYPruyecKoil TEeXHUKU
y Iereli, B OCOOCHHOCTH, €CIU peyb MIAET 00 yiIydlle-
HUM KocMmeTndeckoro addekra [13]. HekoTopsle Bpaun
OTKJIaJIBIBAIOT 3TY MPOLEIYPY M0 JOCTUKECHUSI peOSHKOM
MOJIPOCTKOBOTO Bo3pacTa [2]. OcHOBHas NMpUYMHa OTKa3a
OT 3TOT0 MeToAa — BBICOKAs TpaBMaTU3allMsl OKpYXKalo-
IIUX MIATKUX TKaHEi M BbIpaXKeHHBIN Mpoliecc pyolieBa-
HUSI, YTO HEU30EKHO MPU U3BJICYEHUU U3 OPOUTHI TTOPU-
CTBIX UMILIAHTOB.
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HeMmanoBaxkHoe 3HaueHHME WTrpalOT OCIOXHEHUS
nociae [TBI10 u pakTopsl, CrIOCOOCTBYIONINE NX BO3HUK-
HoBeHM10. OTHUM U3 TJIaBHBIX HETaTUBHBIX MMOCJIEACTBUI
SIBJIICTCSL OTOJICHHWE MMILIAHTa, KOTOPOE MOXET IPUBO-
JIUTH K HeoOxomuMocTu ero yuaajneHus [13]. Tak, aBTopbl
MOJIaraloT, YTO BO3ACMCTBUE IMOPUCTBHIX MMILIAHTOB Ha
TKaHU MOXET OBITh OJHOIM M3 MPUYMH 3TOTO IMpoliecca.
Tax:ke OHM OLIEHUBAJIM BIUSIHUE JOTIOJTHUTEIBHOTO JIeue-
HUs Ha hopMupoBaHue nedekKTa KOHbIOHKTUBEI. B nccie-
noBaHuu Y. Shildkrot [21] oroieHue UMILIaHTa BCTpeda-
JIoch B 2,5 pa3a yaille B IpyInmnax JeTeil, moaydaBimmx X T
u XT ¢ JJIT, cocraBuB 26,5 % u 40 % COOTBETCTBEHHO,
MO0 CPaBHEHMIO C TAallMEHTaMu 0e3 IOIOJHUTEIbHOTO
neuenus. [IpoBenenue cucremHoit XT no sHyKieauuu,
no ganHeiM P. Lang [22], Beno K CcTaTUCTUYECKU 3HAYM-
MOMY YBEJIMYEHHUIO YaCTOTHI OCIOXHEHUIl, B TO BpeMs
Kak rocje sHaonpore3npoBanust X1 He BIMsIa HA 3TOT
MoKa3aTeb.

Yro kacaercst MBI, oH Takske MOXKET ITPOBOLIUPOBATH
orojieHue uMruianTta [14, 21]. A 3aTsskHble KOHBIOHKTH-
BUTBI CaMU I10 ce0e MOTYT JOCTABIISITH HEMAJIO TPYIHOCTE
JIeTSIM 1 uX ponuTtesssMm. [1py 3ToM moprcThie UMIIAHTHI
moryt oTsiromiath TeyeHue MBIT u npensgrcTBoBaTh 3pa-
MUKAIIMK TTaTOTeHHBIX MUKPOOPIaHM3MOB, TaK KaK MOPbI
9HAOMPOTE3a CO3MAI0T OJIATOTIPUATHYIO CpeNly IS UX pa3-
MHoOxXeHus [23, 24]. Ho, K cyacTbio, B OOIBIINHCTBE CITy-
YyaeB IIPU CBOEBPEMEHHOM OOpallleHUHU K Bpady IpooieMy
yaaeTcs KyIMpOBaTh C ITOMOIIIbIO KOHCEPBATUBHBIX METO-
IoB JieueHus [ 14].

Yro kacaeTcss KocMeTn4eckoro addekra, To B 00Jb-
IIMHCTBE CJIyYaeB yIaeTcsl JOCTUYb YIOBIETBOPUTEIbLHO-
ro pesynasrata. Ho HeoOxoaumo nMmeTs BBUAY, uto [1D3T10
y IETe MOXET HE B IOJIHOM Mepe IIPeaoTBpallaTh BO3-
HUKHOBEHME TPU3HAKOB aHOMTAIbMUYECKOTO CHUHAPO-
Ma, ocobeHHO y 00osbHBbIX, monydyaBmux JJIT [3]. Takxke
BaXXHOE 3HAUYEHHWE MMEEeT aleKBaTHO IOMO0OPaHHbIN
HapYy>XHBIA IIPOTE3, KOTOPBIA MOXET KaK CKPBITh HEKOTO-
pble HEMOCTAaTKHU, TaK ¥ MOTYEPKHYTh UX IIPY HETIPABUIb-
HOM T10100pe [3, 14].

BoiBoan1

CUIMKOHOBBI MMIUIAHT, OOEPHYTBII B JIaBCaHO-
BBIIl CeTYATBI 3HIOMPOTE3, O0ECIEYMBAET CTAOMIBLHOE
M KOCMETHUYECKM ymoBieTBopuTelibHOe cocTostHrue OJJK
y nereii ¢ PB.

IIpoBeneHne 3aMeHBl CUJIMKOHOBOIO HMILIaHTA
C KOCMETUUYECKOM 11eJIbI0 BO3MOXKHO y MallMEHTOB, HAXO0-
ISIIUXCS Ha PETYJISIPHOM AMHAMUYECKOM KOHTpPOJIe TpHU
MOJIHOM PEMUCCUU OITYyXOJIN.
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Pemunoonacmoma (PE) — 0010 u3 Haubosee uacmo 6cmpeuarowuxcs 310Ka4ecmeernbix Hogooopazosanuii (3HO) opearna 3penus y demeii
€ YCMAHOBACHHbIM 2eHeMmU4eCcKuUM (haKkmopom 6 pazsumuu 3adonesanus. Boisearenue mymayuii 6 eene RBI ycneuwino ocyujecmensemcs
Ha NPOMANCEHUU MHOUX 1em, 00HaKo paseumue mexronroeuil JIHK-ouaenocmuxu PE nozeéonsem paccmampusams dannoe 3a001e6anue
He moavko Kak camocmosmensvioe 3HO, Ho u Kak 00HO u3 nposigaeHuli 604ee CAONCHbIX eeHeMmU4eckKux CUHOPOMO8 C B08ACHEHUEM
Komnaekca eenos. Baxcno nonumamo, umo om npasuabHol NOCMAHOBKU eeHemu1eckoeo QUaeH03a 3asUcsm NPOSHO3 300p08bs NayUueHma
¢ PE u pexomendayuu no e2o danvheiiuieMy HAOA00eHUI0, a MAKICe KOPPEKMHAsL OUEHKA PUCKO8 POXCOeHUs 6 cembe demell ¢ OaHHOI
namosnoeuel.

Ha cecoonswnuii denv docmynnoimu memooamu /[ HK-ouaenocmuku eena RBI seasiomes cekéenuposanue H08020 nokoaerus (NGS)
U MYAbMUNACKCHAS. AMAIAUDUKAYUs Auuposarubix 3010068 (MLPA). Odnako é psde cayuaes modxcem nompebosamucs 00NOAHUMENbHAS
JuaeHOCMuKa — Uccae008anue Kapuomunda uiu XpomMoCOMHbuLU Mukpomampuuusiii anaiu3 (XMA). B dawnnoii pabome npusodumcs
MONEKYAAPHO-2eHemuUUecKoe ucciedoganue oemeti ¢ yHu- u ousamepasvroi Pbh ¢ npomsycennoii deaeyueii 6 aokyce eena RBI. ILleavio
pabomot 6bL10 ONpedeaUmd 803MOICHbIe NOKA3AHUS 015 HA3HaYeHus pacuupernoi JIHK-ouaenocmuru.
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Features of molecular genetic diagnosis of retinoblastoma

E.E. Zelenova® 2, V.M. Kozlova', O.V. Yugay', Yu.A. Kyun', T.L. Ushakova® 3, S.N. Mikhailova', E.A. Alekseeva’,
V.V. Musatova*

IN.N. Blokhin National Medical Research Centre of Oncology, Ministry of Health of Russia; 23 Kashirskoe Shosse, Moscow, 115522, Russia;
2Peoples’ Friendship University of Russia nhamed after Patrice Lumumba; 6 Miklukho-Maklaya St., Moscow, 117198, Russia; ’Russian
Medical Academy of Continuous Professional Education, Ministry of Health of Russia; Bld. 1, 2/1 Barrikadnaya St., Moscow, 125993,
Russia; *Research Centre for Medical Genetics named after Academician N.P. Bochkov; 1 Moskvorechye St., Moscow, 115522, Russia

Retinoblastoma (RB) is one of the most common malignant neoplasms of the visual organ in children, with an established genetic factor
in the development of the disease. The detection of mutations in the RB1 gene has been successfully carried out for many years, however,
the development of technologies for DNA diagnostics of RB allows us to consider this disease not only as an independent tumor, but also as
one of the manifestations of more complicated genetic syndromes involving a complex of genes. The correct genetic diagnosis is important to
understand the prognosis of the health of a patient with RB and recommendations for his further observation, as well as a correct assessment
of the risks of having children with the same pathology in the family.

Currently available methods of DNA diagnostics of the RB1 gene are new generation sequencing (NGS) and multiplex amplification of ligated
probes (ML PA). However, in some cases, additional diagnostics may be required — a karyotype study or chromosomal micromatrix analysis
(CMA). In this article we present a molecular genetic study of children with uni- and bilateral RB with an extended deletion at the RBI gene
locus. The aim of the study was determining of possible indications for the appointment of extended DNA diagnostics.

Key words: retinoblastoma, MLPA, NGS, XMA, gene RBI, ENOXI, ITM2B, RCBTB2, DLEUI, PCDHS, Orbeli syndrome,
microdeletion syndrome

For citation: Zelenova E.E., Kozlova V.M., Yugay O.V., Kyun Yu.A., Ushakova T.L., Mikhailova S.N., Alekseeva E.A., Musatova V.V.
Features of molecular genetic diagnosis of retinoblastoma. Russian Journal of Pediatric Hematology and Oncology. 2023;10(2):34—43.

Information about the authors

E.E. Zelenova: Geneticist Polyclinic Department Research Institute of Pediatric Oncology and Hematology named after Academician of the Russian Academy
of Medical Sciences L.A. Durnov at N.N. Blokhin National Medical Research Center of Oncology, Ministry of Health of Russia, Intern Researcher Research
and Educational Resource Center “High- Performance Methods of Genomic Analysis” People’s Friendship University of Russia named after Patrice Lumumba
(RUDN University), e-mail: zelenovayeye @gmail.com; https.//orcid.org/0000-0002-2197-8863, SPIN-code: 6823-6353

V.M. Kozlova: Geneticist Polyclinic Department Research Institute of Pediatric Oncology and Hematology named after Academician
of the Russian Academy of Medical Sciences L.A. Durnov at N.N. Blokhin National Medical Research Center of Oncology, Ministry of Health of Russia,
e-mail: valentina-mk2011@yandex.ru; https://orcid.org/0000-0002-0442-5810

O.V. Yugay: Ophthalmologist Polyclinic Department Research Institute of Pediatric Oncology and Hematology named after Academician
of the Russian Academy of Medical Sciences L.A. Durnov at N.N. Blokhin National Medical Research Center of Oncology, Ministry of Health of Russia,
e-mail: yuga. 1983@mail.ru; SPIN-code: 1038-6756

Yu.A. Kyun: Ophthalmologist Polyclinic Department Research Institute of Pediatric Oncology and Hematology named after Academician
of the Russian Academy of Medical Sciences L.A. Durnov at N.N. Blokhin National Medical Research Center of Oncology, Ministry of Health of Russia,
e-mail: julia.kuhn@yandex.ru

T.L. Ushakova: Dr. of Sci. (Med.), Leading Researcher Pediatric Oncology Department of Surgical Treatment with Chemotherapy No. 1 (Head and Neck
Tumors) of the Research Institute of Pediatric Oncology and Hematology named after Academician of the Russian Academy of Medical Sciences L.A. Durnov
at N.N. Blokhin National Medical Research Center of Oncology, Ministry of Health of Russia, Professor at the Department of Pediatric Oncology named
after Academician L.A. Durnov at Russian Medical Academy of Continuing Professional Education, Ministry of Health of Russia, e-mail: ushtat07@mail.ru;
https://orcid.org/0000-0003-3263-6655, SPIN-code: 2065-8779

S.N. Mikhailova: Cand. of Sci. (Med.), Head of Polyclinic Department Research Institute of Pediatric Oncology and Hematology named after Academician of
the Russian Academy of Medical Sciences L.A. Durnov at N.N. Blokhin National Medical Research Center of Oncology, Ministry of Health of Russia, e-mail:
astra-sn@mail.ru; https.//orcid.org/0000-0002-9502-072X, SPIN-code: 7584-4886

E.A. Alekseeva: Cand. of Sci. (Biol.), Senior Researcher Laboratory of Epigenetics, Laboratory Geneticist Laboratory of Molecular Genetic Diagnostics-2 at
Research Centre for Medical Genetics named after Academician N.P. Bochkov, e-mail: ekater.alekseeva@gmail.com; https.//orcid.org/0000-0001-6337-7719,
SPIN-code: 2720-7798

V.V. Musatova: Cand. of Sci. (Biol.), Laboratory Geneticist, Head of the Laboratory of Molecular Genetic Diagnostics-2 at Research Centre for Medical
Genetics named after Academician N.P. Bochkov, e-mail: shkarupo@mail.ru; https.//orcid.org/0000-0002-4313-2877, SPIN-code: 4777-1455

Authors’ contributions

E.E. Zelenova, V.M. Kozlova, O.V. Yugay, Yu.A. Kuyn, E.A. Alekseeva, V.V. Musatova: concept development and article design, obtaining and analyzing
factual data, review of publications on the topic of the article, writing the text of the article, preparation of a list of references

T.L. Ushakova, S.N. Mikhailova: scientific edition of the article

KoupmkT naTepecoB. ABTOpEI 3asIBISIOT 00 OTCYTCTBUM KOH(MMKTa nHTepecoB. / Conflict of interest. The authors declare no conflict of interest.

Dunancuposanue. VccnenoBanue npoBeaeHo 6e3 CIOHCOPCKOU oanepXku. / Funding. The study was performed without external funding.

BBenenue

Petuno6nacroma (Pb) — onHa m3 Haubosee 4acThbIX
3JI0KQYECTBEHHBIX OMYXOJIE CEeTYaTKU, COCTABJISIONIAS
2,5-4.5 % Bcex 3HO nmerckoro Bo3pacta [1]. Pb sBs-
€TCS HEMPOIKTONEPMAILHOMU OIIYyXOJIbIO, HPOUCXOIUT
U3 KJIETOK-TPEAIIECTBEHHUL KOJIO0UEeK U XapaKTepusy-
€TCsl ayTOCOMHO-JIOMWHAHTHBIM TUIIOM HAacJeI0BaHUs,
BBICOKOI TTEHETPAHTHOCTBIO M YaCTOTOM BCTPEYAEMOCTU
1:16 000—1:18 000 HOBOpPOXIEHHBIX [2].

OcHoOBHOI1 npuunHoOil pa3Butusi Pb aBiaserca myra-
s B reHe RBI. Myrauuu B reHe RBI Moryt OBITb
COMATUYECKUMU (MYTAlIMOHHOE COOBITUE ITPOM3O0ILIO
B COMAaTUYECKOI KJIETKE CETYaTKH IVIa3a, YTO JaJIo HaYaio
OIyXOJIEBOMY KJIOHY) M T€pMUHAJIbHBIMU (IIPUCYTCTBY-
IollMe B KaXIOM KJIETKE OpraHu3Ma, BKJIIoYasl IMOJIOBbIC
KJIETKU, U TaKUM 00pa3oM CHOCOOHbIE IepeaaBaThCsl Mo
HacJeICTBY). Y HOCUTE el TepMUHATIbHOM MyTallud PUCK
nepenayn 3abojieBaHUsI MMOTOMCTBY coctaBisgeT 50 %,
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IIO3TOMY BCEM HOCMTEJISIM MAaTOI€HHBIX I'€PMUHAIbHbBIX
MyTaluii B reHe RB1 pekoMeH10BaHa KOHCYJIBTAlIMsI Bpa-
Yya-reHeTrKa Ipyu IUIAaHUPOBAHUU IeTOpoXaeHus. Takke
JIJIsT HOCUTEJIe TepMUHaIbHOM MyTaliuu B reHe RB1 puck
paszButust 3HO npyrux pokanusaiuii (octeocapkoMa, pak
MOYEBOIO My3bIPsi, paK MOJIOYHOI XKeJIe3bl, paK JIETKOro,
MeJJaHOMa U [p.) ITIPEBBIIIAET OOIICTIONY/ISIIMOHHBIN,
B CBSI3U C YeM PEKOMEHIOBAHO TILATEJIbHOE AMCIIAaHCEP-
HOe HaOJII0JeHNE B TeYCHUE BCEl KU3HU.

Ien RB1 — oHKOCyIpeccop, KOAUPYIOIIN OMTHOUMEH-
HBIl 6enoK pRB, sBIsIOMIMIICS HEraTUBHBIM PETYJISTO-
pPOM KJIETOUHOTO 1MKJa. [eH pacnonoxeH Ha 13-if xpo-
MocoMe (1oKyc 13q14.2) u BKIo4yaeT B ce0s1 27 95K30HOB
[3]. [Ipu HacnencTBeHHOM hopme Pb onmHa nHaKTUBUPY-
ollIast MyTalysl SIBJISICTCS TePMUHAJIBHOM, a 2-51 — coMa-
TUYECKOW COTJIaCHO JABYXYJIapHOUN TEOPUU KaHIIEPOreHe3a
Knyncena. IMpu criopaguueckux gopmax Pb obe myTta-
LMY SIBJISIIOTCST COMAaTMYECKUMM U TIPOMCXOIST TOJBKO
B KJIETKE CETYATKU IJ1a3a.

IIpu HacnencrBenHoit hopme Pb (40 % Bcex ciiydaen)
repMHHaJIbHas MyTauus B TeHe RB1 BcTpevyaeTcsl UCKITIO-
YUTEJIbHO B FeTEPO3UTOTHOM COCTOSIHUM 1 00YCIOBIMBAET
MPEAPACITONIOXEHHOCTD K 3a00JICBAHUIO 1 €r0 CEMEMHYIO
nepenauy [4]. HacnencrBeHHast (popma mMmeeT ompene-
JIEHHbIE KIIMHUKO-(PEHOTUIINYECKIE OCOOEHHOCTH:

- MaHudecrauus 3abojaeBaHus B Oojiee paHHEM BO3-
pacte (Kak IpaBwio, 10 1—2 JeT);

- noJinOKYCHOE MOopaxKeHue CeTYaTKU,

- B OOJIBLIMHCTBE CIy4aeB KIMHUYECKU MPOSIBIISIETCS
OuIaTepaNbHOM WM TpujatepaibHoi ¢opMoii Pb;

- pUCK nepBUYHO-MHOXecTBeHHbIX 3HO;

- MOXeT HaOJII0JaThCsI OTSATOIICHHBIN CeMeHBIN aHa-
MHe3 1o Pb unu npyrum 3HO.

CreneHb KJIMHUYECKUX MPOSIBIICHUI 3aBUCUT OT TUIIA
MyTauuu. B psiie ciydyaeB mpu BBISIBACHUM HU3KOIIEHE-
TPaHTHBIX MyTalluil y 4aCcTU UX HOcuTeJiell 3a0ojieBaHUe
He pasBuBaetcs [5]. Takke st psima MyTauuii, 11arHo-
ctupyeMbix mpu PB, xapakrepHa BapuabeabHast 9KCIpec-
CHUBHOCTb — OIMHAKOBAsI MyTallvsl y Pa3HbIX YWICHOB CEMbU
MOXET IPOSIBJISITbCS KaK yHU-, TaK U OuiaTepajibHOMI
¢dopmMmoii 3aboneBanus. [ToaTomy rpu oOHapyKEeHUU Tep-
MUWHaJbHOI MyTalluu B TeHe RB1y pebeHKa He0oOX0aMMO
IPOBOJIUTD CerperaliOHHbIN aHaIN3 B LIEJISIX BbISIBICHMS
HOCUTEJILCTBA y POAUTEICH 1 CMOCOB ITpobaHaa IS IIpei-
yIpexXaeHusT MTOBTOPHOTo poxneHus neteit ¢ Pb B cembe.
CerperalliOHHbINM aHAJIU3 TAKXKe MO3BOJISIET OTBETUTh Ha
BOIIPOC O IIPOMCXOXKACHUU MYyTallMK y IIpodaHIa — MyTa-
1S ObLIa YHacleooBaHa OT OJHOIO M3 POAUTENICH WIN
BO3HUKJIA de novo.

B Hacrosiiiee BpeMsi CeKBEHUPOBAaHKE HOBOIO ITOKO-
nenust (NGS) ctaHoBUTCSI pyTUHHBIM MeTonom JIHK -au-
arHoctuku PB [6]. JJaHHBII MeTOH IMO3BOJISIET BBISIBUTH
repMuHaibHyl0 MyTanuio B 80—84 % HaciaeacTBEHHBIX
¢opMm Pb [7]. B cB3u ¢ 3TUM TIpu HEraTUBHOM DPE3YJib-
tare NGS-ucciaenoBaHusl 11eaeco00pa3HO BHINIOJIHE-
HUE MYJBTUIUIEKCHOM aMIUIMOUKALUKA JIMTUPOBAHHbBIX
30H10B (MLPA-ananusa) u Ipyrux MeTonoB NETEKLMU
BHYTPUTCHHBIX ACICIWMA/IYTIIUKAIIMNA, TTO3BOJISIIOIINX
nuarHoctupoBath 16—20 % HacnenctBeHHbIX dopm PB.
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HauGonee yacto Uil BBISIBACHUS BHYTPUICHHBIX IEjie-
uuii reHa RBI npumensiercss meton MLPA (¢ ucmosb-
30BaHueM 55—56 3onmoB) [8]. B psime ciayuaeB MLPA
WCITOJIB3YeT 30HMbI, BKJIIOYAIOIINEe He TOJbKO reH RBI,
HO U psaoM nexaimue redsl: ENOXI, ITM2B, RCBTB2,
DLEUI, PCDHS v np. 115 BhIIBICHUS 00Jiee ITPOTSKEH -
HBIX JIeJIelnii, 00YCIOBIMBAIOLIMX KIMHUKO-()EHOTUIII -
YecKue OCOOEHHOCTH, MOXKET IPUMEHSITHCSI XPOMOCOM-
HBIIA MUKpOMATpUYHBI aHanu3 (XMA), TTO3BOJISIIONINIA
BbIABISATL 6—8 % HacieacTBeHHbIX ¢opMm PB, a Takxke
HCCJIEIOBAHME KapUOTUIA MJIsSI IUarHOCTHMKM XPOMOCO-
MHO# naTojoruu. JIOMOJHUTEIbHO ISl YCTAHOBIICHMS
3TUOJIOTUH 3a00JieBaHUsS MOXHO paccmoTrpeTh JHK-mu-
ArHOCTHKY OIIYXOJIEBOIO MaTepuaja B LIEJISIX BbISIBICHMS
COMATMYECKMX MYTalMil, 0OAHAKO OOJIbLIOrO IMpakThye-
CKOTO0 3HAYEHMSI JAaHHbIM BUI AMATHOCTUKU HE UMEET, TaK
KaK COMaTWYeCKMe MYTalliM, BHIIBICHHbIC B TeHe RBI,
He IepeNaloTcsl MO HACIEACTBY M HE IOBBIIIAIOT PUCK
pa3Butus BTopbix 3HO.

C Hayajla JMarHOCTUKU XPOMOCOMHOI I1aTOJIOTMU
ObLTI0 OTMEYeHO, uTo Pb MokeT ObITh He TOJIbKO CAMOCTO-
STEJIbHBIM 3a00JIeBaHMEM, HO M OJHMM W3 IPOSIBJICHUIA
XpPOMOCOMHOI TaTOJIOTMK, BOBJICKAIOIIE KOMILIEKC
reHoB, BKmovass RBI (MHTepCTUIIMAJIbHBIC HEICIIUN
JIUTMHHOTO T1eya XxpoMocoMbl 13q). C pa3BuTHEM METOIOB
JAHK-nuarHocTuk MosiBUJIach BO3MOXKHOCTH JTUArHoO-
ctupoBath Pb B pamkax MMKpoIeJlelMOHHOTO CUHIPO-
ma MerogoM XMA. HuddepeHunanbHas TUarHOCTUKA
Mexay n3onupoBaHHoi Pb 1 xpomocoMHoIi matoyiorueit
SIBJISIETCS KpaliHE Ba>KHOM JUISI MPAaBUJIbHOM WHTEPIIpE-
TalUM COIYTCTBYIOIIMX KJIMHUYECKUX IPOSIBICHUI,
IIPOTrHO3a XM3HU peOeHKA U OLEHKU PUCKOB POXKICHMS
3JI0POBBIX AETEM B CEMbE.

Ienb uccnenoBanus — OIpeaeecHUE BOZMOXHBIX K-
HUKO-(DEHOTUINYECKUX Y MOJIEKYISIPHO-TEHETUYECKUX
MoKa3aHuii 1 Ha3zHaueHus1 pacmupeHHoi JHK-nua-
rHoctuku Pb.

MarepuaJjsl 1 METOIbI

bbbl oTroOpaHbl M TpOaHAIM3UPOBAHBI MCTOPUU
0oJIe3HU U reHeTu4YecKue KapThl 11 geTeii ¢ nmarno3om Pb
3a miepuon ¢ 2017 mo 2022 r., HaXOASIIUXCS MO HaOJII0-
nenueM B HUU metckoit OHKOJIOTUM U TeMaTOJIOTUU WM.
akan. PAMH JI.A. lypuoBa ®T'BY «<HMMII onkonorun
uMm. H.H. brnoxuna» MunsnpaBa Poccuun (HUHM A0Owul).
Kputepuit otbopa — Hanuuue MPOTSIKEHHON BHYTPU-
TEHHOM AeJelMy TIpU ucclieqoBaHuu reHa RB1 MeTonom
MLPA.

Bce met u3 uccieayeMoii BHIOOPKU paHee ObLIU TTPOo-
KOHCYJIBTUPOBAaHbBI BPaUYOM-TEHETUKOM C ITOCEAYIOIINM
BBIMIOJIHEHMEM  MOJIEKYISIPHO-TEHETUYECKOTO  HCClie-
MOBaHUSI — OIpeaeICHUEe TOYKOBBIX MYTAIUMU, MaJIbIX
uHcepumit/nenenuii B rene RBI1 metronom NGS, a Takxke
MPOTSKEHHBIX MUKPOJEIELINiA B JIoOKyce reHa RB1 v mpu-
Jexaiux reHoB metomoM MLPA (55 30HI0B) B obOpas-
nax JHK, BbigeneHHol 13 nepudepudeckoil BEHO3HOM
KpOBM U napaUHOBBIX OJIOKOB OITyXOJIEBOM TKaHU (TIp1
Hajauuuu), Ha 0Oa3e MeaMKo-reHeTUYeCKOro Hay4HOro
neHtpa uM. akaa. H.T1. boukoBa. ITocne aHanu3a reHe-
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TUYecKux Kapt u pesyapraroB JIHK-tectupoBanus
B 2 u3 11 ciayyaeB Ha 2-M 3Tarie AUArHOCTUKU ITPOBO-
nuiacss XMA B 1abopaTopuy MOJIEKYISIPHOM MaTOJIOTUN
«[eHomen».

PesyabraTsl

B HUW 10ul 6butn nmpoaHanu3upoBaHbl 11 KinHU-
yeckux caydyaeB Pb — 5 neBouek u 6 MainpumkoB. Cpel-
HUI1 Bo3pacT MaHudecTtamu coctaBuia 27,7 mec (7 mec —
6 aet 5 mec). OnuH 601bHOM (Ne 4) MMe BPOXKIECHHYIO
ounatepanbHylo Pb. Cempb malmeHTOB mmenu Owiarte-
panbHyio Pb, 4 — ynunarepanbnyio ¢opmy Pb. Cpenn
nereit ¢ ounarepanbHoit Pb B 5 ciyuasix HaGmomanuch
CUHXPOHHBIE OMyX0Jik, a B 2 — MeTaxpoHHble 3HO. JIBa
MalyeHTa UMENIU OTATOLIEHHBbIA CEMEWHBbIA aHaMHE3:
y mauueHTta Ne 4 maTh mepeHecna OwnatepanbHyio Pb
B JIETCTBE, Y 601bHOTO N2 5 y MaTepu B IETCKOM BO3pacTe
ObUTa OUarHoCTHpoOBaHa yHuUiaTepaibHas Pb (ta6m. 1).
VY 5 u3 11 nauueHTOB BBISIBJIEHBI CTUTMBI IM33MOpHOTe-
He3a, BKIIIOYAOIIME JIMIEBbIC NTU3MOPGUN U aHOMAIUKU
cTpoeHus yeperna. Y 7 u3 11 OOJbHBIX BbISIBIEHA 3a0ePXK-
Ka TeMIIOB MOTOPHOTO /WX TICUXOPEUYEBOIO Pa3BUTHUS
(cM. Tabm. 1).

Y 6 mnauueHTOB HaOMIOOANIOCh MHTPAOKYJISIPHOE
MporpeccupoBaHue 3a00jieBaHUS II0C]e 3aBepIICHUS
nedeHus (tadia. 2). HarmsgaHbelil mpyuMep BHYTPUTIJIa3HOM
Mporpeccuy TMpeacTaBieH Ha puc. 1 (mamueHT No 2).
MuHuMaIbHasl TPOIOJLKUTEIBHOCTh PEMUCCUM COCTa-
Bwia 1 mec (maumeHT No 9), MakcuMmaiabHas — 5 JieT
(mammenTt Ne 1). B 3 3 6 onmcaHHBIX cilydyaeB HaOmoma-
JIOCh HECKOJIBKO 3MU30/I0B IIPOTPECCUPOBAHUS, KOTOPHIC
B KOHEUYHOM CUeTe IPUBEIM K BBITIOJIHEHUIO SHYKJIealIu1
MMOpakeHHOTO T1a3a (CM. TaoJI. 2).

a 0

Puc. 1. CHumok enaznoeo ona nayuenma No 2: a — no 3agepuieHuu ie4eHus —
KHU3Y U KHApyJcu om OUCKa 3pUMeNbHO20 Hepea Onpedensiemcs HeaKmue-
Hblil (PUOPO3HO-U3MEHEHHbIII 04a2 ¢ YHACMKAMU KalbyuHayuu; 6 — uepes
4 mec nocae 3agepuieHus AeveHust KHU3Y U KHAPYJcu om OUCKa 3pUmensHoeo
Hepea onpedensiemcsi HOBbll ONYX0ae8blll ouaz pasmepamu 4 pd, npomuHu-
DYWLl 8 CMEKA0BUOHOE MeN0 C WEePOXO8amoil NOBEPXHOCIbI) 34 cHem
ONYX0/1€BbIX bIPOCMOB, CYOPEMUHANbHbIE ONYX0Ae8ble 04a2U, UYUPKASINCHO
DACNONOJNCEHHbIE 6 BEPXHEM, HAPYICHOM, HUNICHEM, BHYMPEHHeM Omoenax,
UMo ceudemenscmeyem 0 GHympu2aasHoll npoepeccuu 3a001e6aHus

Fig. 1. Snapshot of the ocular fundus of the patient No 2: a — finishing of
treatment, an inactive fibrotic — altered focus with calcification sites is
determined downwards and outwards from the optic nerve disc; 6 — 4 months
after completion of treatment, a new tumor focus, 4 pd in size, is determined
downwards and outwards from the optic nerve disc, penetrating into the
vitreous body with a rough surface due to tumor outgrowths; subretinal tumor
loci, circularly located in the upper, outer, lower, inner parts, which indicates
intraocular progression of the disease

I[Ipy BBINOJHEHUM CTAaHAAPTHOTO MCCIICAOBAHUSI
myTauuii B reHe RBI metogoMm NGS y Bcex IMaleHTOB U3
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uccienayeMoit Boioopku (100 %) He ObLIO BBISIBJICHO Iep-
MUWHAJIbHBIX MyTaluii. Y 4 00JIbHBIX BBITIOJIHEHA SHYKJIea-
1y rinasa u nocnenytomas JJHK-guarHoctuka omyxose-
Boro Marepuasa MmetonoM NGS. ¥ 3 u3 4 3Tux nmaveHToB
ObUIM BBISIBJIEHBI MATOTEHHBIC COMATUYECKUE MYTalluu
BreHe RBI, 4To MOATBEPXKIAeT ABYXCTYIIEHYATYIO MOJETb
KaHieporeHesa mo KHyaceHy:

-y 60abHOTO Ne 6 0OHapyKeHa coMmaTH4YecKast MyTalyst
NM _000321.3(RB1):c.1711delG  (p.Asp5711lefsTer40)
B TéMU3UTOTHOM COCTOSTHUM, IIPUBOMSIIAS K CIBUTY paM-
KM CYMTHIBAHUS (DAHHBIN BapUaHT HE OMUCAH B MEXIY-
HapOJHBIX 0a3aX JaHHBIX, B COOTBETCTBUM C KPUTECPUSIMU
AMEpMKaHCKOIO OOIIeCTBA MEIUIIMHCKUX T'¢HETHUKOB
(ACMG) paclieHeH KaK BepOSITHO TaTOTeHHBIIA);

- y manuenTa Ne 7 — comartuyeckas MyTalus caiita
crtavicuiraNM_000321.3(RB1):c.1215+1G>A(rs587776783)
B FeMU3UTOTHOM COCTOSIHUMU;

- y nalueHTa No 8 — MyTalus
NM_000321.3(RB1):c.1735C>T (p.Arg579Ter;rs121913305)
B T€TEPO3UTOTHOM COCTOSIHUM, TPUBOJSAIIAS K TOSIBJIC-
HUIO CTOIT-KOJIOHA.

IIpu BBIMOJHEHMU MCCIEOOBAaHUS MYTallUii B TeHE
RBI meronom MLPA B o6pasuax JIHK, BoimeneHHOI
n3 JUM@OLIMTOB mnepudeprudyeckoil BEHO3HON KpOBH,
y 9 u3 11 manyeHTOB MPOTSEKEHHas aenelys B reHe RB1
coyeTajach ¢ Aelelreil TeHOB, PacIlOI0XEHHBIX MPOK-
cuMalibHee U JOucTajabHee reHa RBI — rennl ENOXI,
ITM2B, RCBTB2, DLEUI, PCDHS (cMm. Taba. 1). Bcem
nmandeHTaM ObUI  PEKOMEHIOBAaH  CerperalMOHHbBIN
aHamu3 — JIHK-mumarHoctuka poauTeneii Ha TpeaMeTr
HOCUTEJIbCTBA U3BECTHOU MyTauuu. B ciaydae GonbHOro
Ne 8 myrauus Bo3HUKIA de novo. JInsi TalMEeHTOB
No 4 1 No 5 ¢ oTsrolieHHbBIM CeMEHBIM aHaMHE30M ObLTa
YCTAHOBJICHA II€penaya MUKPOIENELIUIA 10 MATEPUHCKOM
JIMHUM C BOBJCYCHUEM BCEX OIMMCAHHBIX Y JACTEil TEHOB.
Takum o6pa3om, cerperallMOHHBIN aHaIn3 ObLT ITPOBEASH
B 3 u3 11 ciayyaeB, ocTaJibHbIe CEMbU OT BBHITTOJHEHUS
HCCIIeI0OBaHNS OTKA3aJIMCh.

s Tiocenyroniero aHajan3a MalueHThl UCCeayeMOoit
BBIOOPKM OBUIM pasfefieHbl Ha 3 Tpymnmbl: A — mauu-
eHTbl 0e3 KIMHMKO-(EHOTUITMYECKNX OCOOSHHOCTEN,
MMEIOIINE JeCII0 ¢ BOBJCYCHNEM HECKOJIbKUX T€HOB
(Ne 3,4, 11); b — 6GonbHBIE, UMEIOIINE 330 PKKY Pa3BUTHS
U/ (eHOTUITNYECKNE OCOOCHHOCTH C MPOTSKEHHOM
JIenenyeit uckmountenabHo reHa RBI (Ne 1 u7); B — netn,
MMEIOIINE 3aIePXKKY Pa3sBUTUS U/UIU (HEHOTUIIMYECKHUE
OCOOEHHOCTU C TIPOTSDKEHHOM JAenenneil HeCKOJIbKUX
reHoB (N\e 2, 5,6, 8,9, 10).

JIJ1s TauMeHTOB IPYINbI A C IPOTSKEHHOM Aenelneii
HECKOJIbKMX TeHOB, Npuiexainx K RB1, 1ienecoodpa3Ho
OCTAaHOBUTBLCS Ha NMArHO3¢ MUKPOMAEICIIMOHHOTO CHH-
IpoMa, TaK KaK Hajauuyue 0oJjiee TSKeJIo XpOMOCOMHOI
MaTOJOTUM COIPOBOXKIAETCS XapaKTePHBIMU KIMHUYE-
CKMMM TpOsIBACHUSIMU. 19 OOJBHBIX Tpynmbl B HeoO-
xoaumo TipoBeaeHue pacinupeHHoi JIHK-nuarnoctuku
¢ ucriojp3oBanneM XMA, Tak Kak OrpaHUYeHHOCTh
MLPA KonnyecTBOM 30HIOB HE IO3BOJISIET IIPOBECTU
nuddepeHIIMaIbHyI0 IMarHOCTUKY MEXIy MMKpPOJIeie-
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Taomna 1. Keunuko-genomunuueckas xapakmepucmuxa nayuenmog c pesyssmamamu MLPA
Table 1. Clinical and phenotypic characteristics of patients with the results of ML PA
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ender | Diagnosis

RB OU

RB OD

RB OU

RB OU

RB OU

RB OD

RB OU

RB OU

RB OU

RB OD

RB OS

Knunnyeckas
Jnarno3 | rpymna: ABCDE | HoBKH auarno3a
Clinical group:

ABCDE

B

Bospact nocra-

Age of
manifestation

OD — 8 mecsiiieB
OS —3 rona
1 mecsig
OD — 8 months old
0S —3 years and
1 months old

8 MecsieB
&8 months old

OS —1ron
10 mecsaueB
OD — 2 rona
4 Mecsia
OS — 1 year and
10 months old
0D — 2 years and
4 months old

BpoxxneHHas
Congenital

1 ron 9 mecsiiieB
1 year and
9 months old

6 JieT 5 MecsIieB
6 years and
5 months old

3 rona 3 mecsua
3 year and
3 months old

1 ron 3 mecsina
1 year and
3 months old

7 MecsileB
7 months old

8 MecsieB
&8 months old

6 ner
6 years old

CemeiiHblii
aHamMHe3
Family
history

Hert
No

Het
No

Her
No

Y mambr Pb
ou
Mother had
RBOU

Y Mambl
MOHOOKY-
nspHas Pb
Mother had
unilateral
RB

Hert
No

Hert
No

Het
No

Het
No

Hert
No

Her
No

MLPA B tumo-
nuTax nepudepu-
YeCKOil BEeHO3HOM
KpPOBH
MLPA result

RBI:del (1-27ex)

RBI:del (1-27ex)
ENOXI:del (6ex)

ITM2B:del (5ex)
RCBTB2:del (8ex)
DLEUI:del (2ex)

RBI:del (1-27¢x)
RCBTB2:del (8ex)
DLEUI:del (2ex)

RBI:del (1-27ex)
RCBTB2:del (8ex)

RBI:del (1-27ex)
ITM2B:del (5ex)
RCBTB2:del (8ex)

RBI:del (1-27ex)
ITM2B:del (5ex)
RCBTB2:del (8ex)
DLEUI.del (2ex)

RBI:del (1-27ex)

RBI:del (lex-
2intron)
ENOX1I:del (6ex)
ITM2B:del (5ex)

RBI:del (1-27ex)
ENOXTI:del (6ex)
ITM2B:del (5ex)
RCBTB2:del (8ex)
DLEUI:del (2ex)
PCDHS&:del (2-3ex)

RBI:del (1-27ex)
ITM2B:del (5ex)
RCBTB2:del (8ex)

RBI:del (1-27ex)
RCBTB2:del (8ex)
DLEUI.del (2ex)
PCDHS:del (2-3ex)

3ajiepKKa ICHXOMO-

TOPHOTO Pa3BUTHS
(IIMP) u peyeBoro
passutus (PP)

Delayed speech (DS)

and psychomotor

development (DPD)

3anepxka [IMP

(momna B 1 rox

11 mecsiies), PP
DPD, DS

3anepxka [IMP
DPD

Het
No

Het
No

3anmepKa BHyTpUY-
TPOOHOTO PAa3BUTHS
I10 TUTIOIUIACTUYE~
CKOMY THITY
Intrauterine growth
retardation by

hypoplastic type

Hert
No

3anepxka [IMP
u PP
DPD, DS

3anepxka PP
DS

3anepxka [IMP
DPD

3anepxka PP
DS

Her
No

2’2023

TOMNVOL. 10

Crurmbl AM33MOpHOreHe3a
Stigmata of dysembriogenesis

Tunorpodust
Hypotrophy

MUKpOrHaTHs1, TOJIUXOLIe-
anus, BbICTYIAOLINIA 100,
3arajieHue MepeHOCULIbl,
MBIIIEYHAST TUTTOTOHUSI
Micrognathia, dolichocephaly,
protruding forehead, sinking of
the bridge of the nose, muscular
hypotension

Her
No

Her
No

Her
No

Bpaxunedanus
Brachycephaly

Makpouedanusi, IByCTOPOH-
HUM XaJISI3MOH HIDKHUX BEK
Macrocephaly, bilateral
chalazion of the lower eyelids

Het
No

Bpaxuuedanusi, criaxeH 3aTbi-
JIOK, KPYTJIOE JIUIIO, HIMPOKUIA
7106, HU3KMIA POCT BOJIOC HA
N0y, IUPOKast IepeHOCUIIa,
KOpOTKasl 111esl, 1eCHEBO Kpai
YTOJILIEH, MBILLIEYHAsT TUCTO-
HUSI, TOHYC CHVKEH B BEPXHUX
KOHEYHOCTSIX, BOJISTHKA SIMUeK
Brachycephaly, smoothed
occiput, round face, broad
forehead, low growth of hair on
the forehead, wide bridge of the
nose, short neck, gingival margin
thickened, muscular dystonia,
hypotension of the upper
extremities, hydrocele

Her
No

Het
No

m TIpumevanue (31ech u B Ta0. 2). RB OU — ounokyaapuas pemunoonacmoma; RB OD — pemunodaacmoma npagoeo enaza; RB OS — pemunodnacmoma neeoeo enasa.
Note (here and in Table. 2). RB OU — binocular retinoblastoma; RB OD — right eye retinoblastoma; RB OS — retinoblastoma of the left eye.
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Taomuua 2. Cxemol aeuenus nayuermos™

Table 2. Patient treatment regimens*

X
1 ® RBOU E
X
2 "  RBOD D
X
3 ?  RBOU D
X
4 ?  RBOU B
X OD-D
5 ?  RBOU R
M
6 y  RBOD E
M 0S—B
7 y RBOU SO
M OD-D
8 4 RBOU Rk
M OD-B
9 y RBOU i
M
10 4, RBOD E
M
1y RBOS E

Knnnnyeckas

Ne Ilon | JAmnarno3 | rpymna: ABCDE
~ | Gender | Diagnosis | Clinical group:
ABCDE

OD — T2bNOMO
OS — T2cNOMO
T2aNOMO

OU — T2bNOMO

OU — T1bNOMO

OD — T2bNOMO
OS — T1bNOMO

T3-2cNOMOH1

0S — TIbNOMO
OD — T2cNOMO
(pPT38TNOMO)
OD — TIbNOMO
0S — T2bNOMO
OD — TIbNOMO
0S — T2bNOMO
T36bNOMO
T2b-cNOMO

Jleuenne OD
Treatment OD

DHykieanus, 18 Kypcon
TOJIMXUMUOTEPATTAN
(ITXT)
FEnucleation,

18 courses of PCT

4 Kypca CeJIeKTUBHOM
WHTpaapTepUaTbHON
XUMHUOTEPANnn
(CUAXT)

4 courses of IAC

4 kypca CUAXT,

4 ceaHca TPaHCITYHI-
JIIPHOM TePMOTEparu
(TTT),

1 ceaHc KpUOIECTPYK-
107071
4 courses of IAC,

4 courses of TTT,
cryotherapy

3 kypca ITXT, 5 kypcoB

CHUAXT, 1 ceanc TTT,
8 KypCOB MHTpaBUTpE-
IbHOW XMMHOTEPATTII

(UBXT)
3 courses of PCT,

5 courses of IAC, I course
of TTT, § courses of IvitC

5 xypcos [1XT, 2 kypca
CHUAXT, 1| kypc 6paxu-
tepanuu (BT) u TTT
5 courses of PCT,

2 courses of IAC, 1 course
of brachytherapy, TTT

DHyKIIealust
Enucleation

DHyKIIeauust
FEnucleation

6 xypcoB VEC,

1 kypc UBXT,
Ixypc CUAXT u TTT
6 courses of PCT,

1 course of WvitC, 1 course
of IAC, TTT

2 kypca CUAXT,
KPUOIECTPYKIIUST
2 courses of 1AC,
cryotherapy

DHyKIIealust
Enucleation

Jleyenue OS
Treatment OS

4 kypca [TXT, nyde-
Bast Teparusl,
4 kypca UBXT
4 courses of PCT,
radiotherapy,
4 courses of vitC

4 kypca CUAXT,
4 xkypca UBXT
4 courses of IAC,
4 courses of IvitC

3 xypca I[1XT,
5 kypcoB CUAXT,
1 kype TTT,
6 kypcoB UBXT
3 courses of PCT,
5 courses of IAC,
1 course of TTT,
6 courses of IvitC

5 kypcos [TXT,
2 kypca CUAXT,
1 ceanc BT, TTT,

KpUOTepanusi

5 courses of
PCT, 2 courses of
IAC, 1 course of

brachytherapy, TTT,

cryotherapy

4 kypca [1XT, 1 xypc

CUAXT, TTT
4 courses of PCT,

I course of IAC, TTT

6 xypcoB VEC,
1 kypc UBXT, BT
6 courses of PCT,
1 course of vitC,
brachytherapy

3 kypca CUAXT
3 courses of IAC

1 kype I[IXT, BT,
KPUOAECTPYKIIUS
1 course of PCT,
brachytherapy,
cryotherapy

2’2023

TOMNVOL. 10

IIporpeccupoBanue u/WiM penuIuB
Progression and/or recurrence

Cnycrs S J1eT rnocjie OKOHYaHus
JICYEHUST JIOKATIbHBIN PEIIUINB
orryxoi OS
Local recurrence (0S) happened
5 years after finishing treatment

Yepes 4 Mec rocie OKOHYaHUsT
JIeYeHUs UHTPAOKYJISIPHBIN PEIIUINB
OITyXOJIH
Intraocular progression happened
4 months after finishing treatment

Yepes 4 Mec 11ociie OKOHYaHUST
JiedeHust mporpeccust omnyxoau OD;
yepe3 3 Mec T0c/ie TTIOBTOPHOTO
JiedeHust mporpeccust omyxoiu OD;
nocne sHykineauun OD — peunans
B OS
Progression (OD) happened 4 months
after finishing treatment; progression
(OD) happened 3 months after
repeated treatment;
recurrence (0OS) happened after
enucleation of OD

BHyTpuriasHas nporpeccust MEHb-
11Ie YeM Yepe3 TOJ1 TIOCIe OKOHYAHUSI
JIEYEHNST; TIOCJIE TIOBTOPHOTO JIeue-
HUSI — BHYTPUIJIa3HAsI TIPOTPECCHsI
Intraocular progression happened less
than 1 year after finishing treatment
and then again intraocular progression
happened after finishing repeated
treatment

Yepes 3 Mec mocsie OKOHYaHUS
JIEYEHHUsI TIPOTPECCHPOBAHKE 110
cetuatke OD; yepe3 10 mec mocite
ITOBTOPHOTO JICYEHUST MHTPAOKYJISIP-
HBII peluauB omyxoiau B OD
The progression (OD) happened
3 months after finishing treatment;
intraocular recurrence (OD) happened
10 months after repeated treatment
Yepes MecsIII ocsie KpUOAECTPYK-
LMY MTPOTPECCHsI OMYXOJICBOTO oYara
Ha OD
The progression (OD) happened
a month after cryotherapy

I
IIpumevanue. * — dana ungopmayus no nepeuUHOMy Ae4eHuIo, 8 MAbAULY He 8KAIOHEHA MEePAnUs NOCAe NPOPeCCUPOBANUSL.

Note. * — given information on primary treatment, treatment after progression is not included in the table; PCT — polychemotherapy; IAC — selective intraarterial
chemotherapy; TTT — transpupillary thermotherapy; IvitC — intravitreal chemotherapy.
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LIUOHHBIM CHUHIPOMOM M XPOMOCOMHOM IIaTOJIOTUEH,
ACCOLIMMPOBAHHONM C HAJIMYMEM NPOTSKEHHOW HHTEP-
CTULIMAJIbHON nenenuu. B ciydae mauueHToB Tpynibl b,
C OIHOI CTOPOHBI, BOBJCYCHUE B JIEICIIUIO TOJbKO TeHa
RBI1MOXeT yKa3bpIBaTh HAa MUKPOACICIITMOHHBIN CUHAPOM,
OrpaHUYECHHBIN JIUIITb OTHUM TeHoM. OIHaKO, MPUHUMAas
BO BHMMAaHME KIMHUKO-(EHOTUIIMYECKHUE MPOSIBICHUS,
a TaKXKe BEPOSITHOCTh TEXHUUECKOU MOrPEIIHOCTH METO-
na MLPA (ucnonb3yemble 30HABI HE TIOKPBIBAIOT MPUIC-
XKaiiue K RBI TeHbl OJHOCTBIO), UIST OOJbHBIX TaHHOM
TPYIINBl TakKXKe IieJecooOopa3sHo TNpUMEeHUTh XMA Ha
2-M 3Tare TMarHOCTUKU.

YuyuteiBasi CTOMMOCTb UCCJIENOBaHUS, KaHIWgaTa-
MU 1 mipoBeaeHUsT XMA ObUIM BBIOpaHBI MallMEHTHI
¢ Haumbojiee BBIPAXXEHHBIMM KJIMHUKO-(EHOTUITNYC-
CKMMMU MPOSIBICHUAMU U3 Tpynn HabmoneHuss b u B —
Ne 2, 7,9, y KOTOpbIX OTMeuaaach rpyoas 3anepxkka [IMP
u PP. JIsym getssm XMA ObLJT BBITTOJIHEH, OTHA CEMbSI OT
HCCleIoBaHMs Bo3nepkanach. ¥ nauueHnra Ne 7 (rpynma b)
ObLa BbBISIBIIEHA MPOTSKEHHAST Aesielusl JUIMHHOTO T1jie-
ya 13-it xpomocoMmbl (17364144mn.0.), BKIOYArOIIast
yuactku reHoB RBI, ITM2B, ATP7B, LPAR6, DIAPH3,
RNASEH2B, SUCLA2, ALG11, RCBTBI, THSDI (puc. 2).
V naumenTta Ne 2 (rpynmna B) Oblia BbIsIBIeHA MUKpPOJIE-
neumst (145144581m.0.), Bopiekalomasi 67 reHos: POSTN,
TRPC4, UFM1, FREM?2, STOML3, LHFP, COG6, FOXOl,
MRPS31, SLC25A15, ELFI, WBP4, MTRFI, RGCC,
DGKH, AKAPI11, TNFESF11, EPSTII, DNAJC15, ENOXI,
CCDC122, LACCI, TSC22D1, NUFIPI, GTF2F2, TPT],
SLC25430, COG3, SIAH3, ZC3H13, CPB2, LCP1, LRCH1,
ESD, HTR2A4, SUCLA2, NUDT15, MED4, ITM2B, RBI,
LPARG6, RCBTB2, CYSLTR2, FNDC3A, MLNR, CAB39L,
SETDB2, PHFI1, RCBTBI, ARL11, KPNA3, SPRYD?7,
DLEU2, TRIMI13, KCNRG, MIR16-1, MIR15A, DLEUI,
RNASEH2B, GUSYIB2, INTS6, WDFY2, DHRSI2,
ATP7B, ALG11, UTP14C, NEKS, 9T0 TaKXXe COOTBETCTBY-
€T MUKPOJEICIIMOHHOMY CUHIPOMY, aCCOLIMIPOBAaHHOMY
¢ nucbanancoMm 13q14, OMIM: 613884.

TakuM o6pa3om, MpU COYETAaHUM 3aJEePKKU pa3BU-
TUS 1U/WIM OCOOEHHOCTEM (DeHOTUNA ¢ HATUYKMEM TIPO-
TSDKEHHOM Jie/ieliiy B TeHe RB 1, BbISIBIEHHO METOJIOM
MLPA (mamuentsr rpynn b u B), memecoobpasHo
ncnojb3oBaHue XMA 111 yTOYHEHUST TeHETUYECKOIo
JIMarHosa.

2’2023

TOMNVOL. 10

Oo0cyxnenne

IMpu Beimonnenum JAHK-auarsoctuku y 10 uz 11
marmeHToB (Ne 2, 3,4,5,6,7, 8,9, 10, 11), cooTBeTCTBY-
IOIIMX KPUTEPUSIM OTOOpa, ObUIM BBISIBICHBI JeICLIUU
TFeHOB, PACIOJOXEHHBIX MPOKCHUMaJIbHEe U JAUCTaJbHEe
reHa RBI (cMm. Tabi. 1), 4yTo SBIsSETCS KpailHe BaXKHBIM
B OIIpeAeICHUHU MPOrHo3a s >Ku3Hu. [1o maHHBIM psiga
MCCJIEIOBAHUI, TaIllJIOHEIOCTATOYHOCTh OIHOI0 WJIU
HECKOJIbKMX T€HOB B KpuUTHUYeckoil obmactu (13ql4.3)
MOBBIIIACT PUCK PA3BUTUS IEPBUYHO-MHOXKECTBEHHBIX
3HO, Bximovas B-KIeTOYHBII XpOHUYECKUIA TUMGOJIEii-
k03 (B-XJIJT), capkoMBbl MSATKUX TKaHEW U IpYrue OHKO-
JIOTMYeCKKe 3a00/IeBaHsl, XapaKTepU3YIOLIeCs ITOTepeit
TeHEeTUYECKOro MaTepuaja B 3ToM patioHe [9—12].

Jlene1u reHOB, BBISABJICHHBIX T10 pe3ysikTataMm MLPA,
TpeOyIOT TIIATeIbHOTO aHanm3a. B Hacrosiee Bpems
KJIMHUYECKOE 3HAYeHUEe KOMILIEKCAa MyTalluii 3TUX TEHOB
B CJlydyae MPOTSDKEHHOM AeIeUU 10 KOHLIA HEM3BECTHO,
OIIHAKO €CTb Hay4yHble PabOThl MO BBISIBICHUIO KOppe-
JILUIA MeXIy II0JIOMKAMM OIMCAaHHBIX HMXE TI€HOB
M Pa3BUTUEM OIIPEACICHHbBIX IATOJOTUYECKUX COCTOSI-
Huii. [TaTorenHwsie BapuaHThl B reHe ENOXI B romo3u-
TOTHOM COCTOSIHMM MOTIYT OBbITh aCCOLIMMPOBAHBI C pa3-
BUTUEM CEMEWHOM ayTOMMyHHOII MuacteHuu [13, 14],
a caM IeH pacCMaTpUBAeTCs KaK KaHAUIAT, BIMSIOLINIA Ha
BepOanbHyto naMsTh [15]. Ten ITM2B cBsi3aH ¢ pa3BUTU-
€M CeMEWHOM NaTCKO U ceMerHOM OpUTaAaHCKON NeMEH-
LI, a TaKXKe MOXET UIpaThb POJIb B pa3BUTUU 0OJIE3HU
Anbureiimepa [16]. Ten RCBTB2 moxeT ObITH CBsI3aH
C pa3BUTHEM aTUIIMYHBIX aJMIIOLUTAPHBIX HOBOOODPA30-
BaHUI C IPU3HAKAMU BEPETEHOKJIETOYHBIX KOMIIOHEHTOB
[17], a Takxke 3HO, Bkimouast pak yerkoro [18] m pak
npenacratenbHoit xenednl [19]. Ten DLEUI saBasiercs
OHKOCYIIPECCOPOM, IIO3TOMY MYTallMM B JTaHHOM TIeHE
noBbIIAIOT puckK pa3Butusgs 3HO pa3nuyHbIX JOKaIu-
3aluii, BKIodasa pak suaHukos [20] u B-XJIJI [21]. o
JaHHBIM JIUTEpaTyphl, HapylueHue padbotsl reHa PCDHS
acCOLMMPOBAHO C Pa3BUTHEM IUIOCKOKJIETOYHOrO paka
nuiieBoAa [22], nanuasspHOro paka IUTOBUIHOM KeJle-
3bI [23], KoJopekTajibHOTO paka [24] u npyrux 3HO.

VY manmenTta Ne 2 u3 mcciaeayemMoil BBIOOPKU C TTOMI-
TBEPXKAEHHBIM MeTonoM XMA [MarHo3oM <«CHUHAPOM
13q14» Habmoganuch CAenyoIrMe KIMHUYECKHE ITPOo-
gaBieHus1 3abosieBaHus: Pb mpaBoro rnasza ¢ 8 Mecsiies,

Puc. 2. XMA JIHK nayuenma Ne 7. Jleneyus ynacmica 13-ii xpomocomoi ¢ nozuyuu 46415480 0o nosuyuu 63779624
Fig. 2. CMA of the DNA of the patient Ne 7. Deletion of chromosome section 13 from position 46415480 to position 63779624
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MMKpPOTHATHS, Ioauxoliedanrsi, BBICTYHAIOMIUNA J100,
3amajeHue MePeHOCUIIbI, 3aJepKKa TEMIIOB MOTOPHOTO
n ¢dusnueckoro pasputus. [Ipu BbimomHeHun MLPA
ObLIM BBISIBIIEHBI TIPOTSDKEHHBIE Aenelnu TeHoB RBI,
ENOXI, ITM2B, RCBTB2, DLEUI. YuutbiBas TpyOyio
3aIepKKY Pa3BUTHSI, a TAKKE SISO IOKYCOB HECKOJIb-
KHX T€HOB, /I YTOYHEHUS pa3MepoB JIeICIIUN U TeHeTH -
YeCKOro JIMarHo3a MnauueHTy ObUl peKoMeHmoBaH XMA,
B pe3ysbTaTe KOTOpPOro ObLIO OOHapy»KeHO BOBJIEUCHUE
67 reros (aeneuus 145144581m.0.).

MukpoaenemMoHHbIl cuHapoM [3q14, accomun-
poBaHHBIA ¢ aucbazancom (OMIM: 613884), xapak-
TepU3yeTCs] HaJIWYMEM OMNpPEIeICHHBIX KIMHUYECKUX
nposiBineHuii — PB, yMcTBeHHast OTCTAalOCTh pa3IMIHOMK
CTeINeHU, HapylieHUus (PU3MIECKOTO0 U MOTOPHOTO pa3-
BUTHUSI, KPUIITOPXU3M, ITaXOBbIC€ T'PbIKM, a TaKXKe OCO-
OCHHOCTSIMU YEepPEHO-JIMIIEBOro (heHOTUIa — MHUKpPO-/
nonuxouedanus, BBICTYIMAIOIIME HaAOPOBHBIE IyTH,
LIMpoKasl mepeHocu1la, OOIbIION POT C TOHKOI BepXHeit
ryooii 1 JIMHHBIM (UIBTpOM [25].

C yYeToM MOJEKYJISIPHO-TEHEeTUYECKUX HaXOIOK
nmauveHT No 2 uMeeT TOBBIIIEHHBIM PUCK Pa3BUTHUS MEp-
BUYHO-MHOXecTBeHHbIX 3HO, a TakKe 3amepKKU TeM-
noB [IMP. Pongutensm mauneHTa ObLIO peKOMEHIOBAaHO
HCCIIeI0BaHNE KapMOTHUIIA B LIEJISIX UCKIIOUCHUS cOaTaH-
CUPOBAHHBIX XPOMOCOMHBIX IEPEeCTPOeK M MUKPOIEIIe-
LIMOHHBIX (POPM.

B cinyuae mammenTa Ne 7, mpuBeIeHHOTO B MCCIIENO-
BaHUU, 110 JTaHHBIM XMA Ha0I101a1ach YacTUYHAs Jee-
LU JUIMHHOTO 1uieva 13-if xpomocoMsbl (cM. puc. 1). [Ipu
POXIEeHUU pPeOEHKY ObLI BBICTABJIIEH JIUArHO3 «TUIPOLIE-
danbHbBIll cuHApOM». B manbHeiiniemM OoH HaOmomancs
y Bpaya-HeBpoJIOra MO IOBOAY IepMHATAIbHOI BHIIEe-
daronaTun, TUNEPTCH3MOHHOTO CHUHAPOMA, 3aICPXKKU
IIMP u PP. B 2 roma onepupoBaH IO IMOBOAY JIBYCTO-
POHHETO XalIsI3MOHa HUXXHMX BeK. B 3 roma BwicTaBiieH
nuarHo3 oOunarepanbHoii PB. TlpumeuarenbHo, 4TO
MeTomoM MLPA Oblna BhISIBJIeHA TTPOTSKEHHAs AeIeLMs
TOJIBKO OHOTO reHa — RBI. JlaHHBII (haKT MOXHO 00b-
SICHUTb TEXHUYECKUMU 0COOeHHOCTsIMU MeToga MLPA —
HCIIOJIb3yeMbIe TOMOIHUTEIbHBIC 30HIbI K TeHAM, TTpUIIe-
XaimuM K RB1, He TTIOJIHOCTBIO TTOKPHIBAIOT UCCIIEAYeMbIe
¢parMeHThI, TTOCKOJIBKY HE BXOIST B (DOKYC BHMUMAHUS
Mpu pyTUHOI nuarHoctuke Pb. B cBs3u ¢ 3TUM, yuuThI-
Basl KJIMHUKO-(OEHOTUIMYECKNE OCOOCHHOCTH, MAIlUeHT
ObLT HampaBjieH Ha XMA, npu KOTOpoM ObLia BhISIBJIEHA
nenenys 6osiee yeM 17 MIJIH Tap OCHOBaHUI, YTO MOKET
OBITh aCCOLIMMPOBAHO ¢ cuHApoMoM OpOenu, B paMKax
kotoporo PbB gaBasgercs nuilb OOHUM U3 TNPOSIBICHUIA
3a00J1eBaHUSI.

Cunopom Opbeau (cunopom 13q-). InTepctuiinaabHas
Jejennsl JUIMHHOTO Iiieya XPOMOCOMBI 13 KIMHUYECKU
MPOSIBISIETCS]  COYETAaHMEM YMCTBEHHON  OTCTaJIOCTHU
C BBIpaXXCHHBIM OTCTaBaHHWEM B (PU3UUYECKOM U MOTOp-
HOM pa3BUTUU, MUKpolledanueit, feeKTaMyu BHYTPEH-
HUX OPTaHOB, OPTaHOB 3PEHUSI U OIIOPHO-IBUTATEIBHOTO
anmapara [26]. [Ipy maHHOM CUHApPOME MOIYT Ha0JII0-
JIaThC Cleaylole 0COOEHHOCTU (DEHOTUTIA: JTULIO ACUM-
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METPUYHOE C IIMPOKOM, BBICTYIIAIOLIEH CIIMHKOM HOCA,
POT HEOOJBIION, TUCTUIACTUIHBIE BEPXHUE PE3IIbl, BHICO-
Koe He0O, MaJIeHbKUI MOI0OPOIOK, YIITHBIE PAaKOBUHBI
oospiIMe, YacTo aedopmupoBaHHble. Cpeny MaTOJOTUU
OpraHoB 3peHHus HauboJiee YacTO BCTPEUYAIOTCS MUKPO-
¢dTanbMusi, KOJ0OOMBI palyKKM M CEeTYaTKH, KaTapakTa
n PB. Taxxke mMoryr HaOII0IaThCS aHOMAJIWUU Pa3BUTUS
OIOPHO-/IBUTATEIBHOM (aruia3ust uav runoruiasus | najip-
11a KUCTEe, KOCOJAMOCTh U JIP.) U MOYETIONOBOH (aria3ust
WJIM TUIIOILIa3usl T0YeK, MOJUKUCTO3 MOUeK, TUIpOHedh-
pO3, TUIIOCHAANsI, KPUNTOPXU3M) CUCTEM, BPOXKICHHBIC
TMOPOKY CepAlia U pa3BUTHS TOJOBHOIO Mo3ra (TMITOILIa-
31s MO3KeUKa, pa3iesieHue BCero KOHEYHOro Mo3ra Ipo-
JIOJIbHOI 00p0310ii, B ITyOMHE KOTOPOIi 00a MoJIyIapust
CBSI3aHBI TJIACTUHKOI OEJIOT0 M CEpOro BellecTBa).
3ameueHo, uto y mauueHToB ¢ Pb u menenueit 13q-
4acTO TPeOyeTCsl CHMKEHUE 103 XUMUAOTEPATIEBTUYECKNX
npenapaToB, TaK KaK MOXET Pa3BUTHCS I'eMaToJOoThYe-
CKasi TOKCUYHOCTH (BbIpaxkeHHas1 HeliTpornieHus) [27, 28].

C y4eToM MOJEKYISIPHO-TEHETUYECKUX HAXOIOK
nanueHT Ne 7 uMeeT MOBBIIICHHBIN PUCK Pa3BUTHUS BTO-
peix 3HO (octeocapkombl, 3HO MIrkux TKaHeu u Ip.),
a Takke MaTOJIOTMM BHYTPEHHUX OPTaHOB U 3adePXKKHU
IIMP. Heobxonumbl TiaTeabHOE 00CIeA0BaHUE B LIETSIX
BBISIBICHUSI CKOMIIEHCHPOBAHHBIX ITOPOKOB DPa3BUTHUS
BHYTPEHHHUX OPTaHOB, KOHCYJbTAllsl Bpadya-HEBPOJIOra,
a Takke TMHAMUYEeCKOe HaOJIoNeHNe y Bpaya-OHKOJIora
¢ 00s3aTeIbHBIM KOHTPOJIEM IEeYCHOYHBIX (hepMEHTOB
U BBITIOJTHEHUEM YJIBTPa3BYKOBOTO MCCIEIOBAHUS Opra-
HOB OpIolIHOM monocTu. PomuTtensam manueHTa OBLIO
PEKOMEHIIOBAaHO HCCIeIOBaHUE KapuOTUIIA B IIEJISIX
BBISIBJICHUST COalaHCMPOBAaHHBIX XPOMOCOMHBIX IIepe-
CTPOEK U MUKPOJEICIIMOHHBIX (DOPM.

IIpoTszkeHHBIE meaeluy IIMHHOTO Iutevya 13q, mpe-
BBIIIAIONIME 15 MJIH TTap OCHOBAHMIA, MOTYT OBITh BBISIB-
JIEHBI HE TOJIBKO MeTonoM XMA, HO ¥ IpU IIUTOTeHEeTU -
YeCKOM MCCJIeIOBaHUM (aHaJIM3 KapuoTuiia). B maHHOi1
CUTyallMM, KaK IpaBUjao, HaOIomalTcs Oojiee rpyodas
3a7epXKKa pa3BUTHS, BbIpaxkeHHBIC U3MEHEHUS (DeHOTH -
Ma U CYIIeCTBEHHOE OTpaHWUYEHNE TPOAOJIKUTEIHBHOCTH
JKM3HU 33 CUET HAJTMUYUSI MHOXKECTBEHHBIX ITIOPOKOB pa3-
BUTUSL.

B TO Bpemsi Kak MUKpOJIENIeIIMI MOTYT HACJIEA0BaThCS
110 ayTOCOMHO-IOMUHAHTHOMY TUITY (YTO OBLIO TTOKA3aHO
B HallleM MCCJIeIOBaHUU), MPOTSKEHHbIE MHTEPCTULIU-
aJIbHBIC JEJICeIIMM Yallle BO3HUKAIOT de novo Uy poauTe-
JIeil MOXeT HaOJoJaThcsl Halnumuyue cOalaHCUPOBAHHOM
TpaHCJIOKAIIMU XpOMOCOM. B cBsi3u ¢ aTuM nuddepeHIm-
aJbHasl TMAarHOCTUKA MUKPOIEICHMI U MHTePCTUIIAb-
HBIX ACJICLIMI SBJISICTCS KpaiHe BaXKHOM JJISI IIPABUJIbHO-
ro MPOrHO3a MOTOMCTBA.

3akioyenne

MonekynsipHo-TeHeTUYecKasg nuardHoctuka Pb cra-
Jla pyTUHHBIM METOIOM B IIpaKTHMKEe Bpayeii-TeHEeTUKOB
U OHKOJIOroB. BceM meTsM, BHE 3aBUCMMOCTHU OT KJIMHU-
yeckoit popmel Pb, pekomennoBana JIHK-nuarnoctuka
MyTaluii B reHe RBI. JlaHHBIE Halllero MCcClIeIOBaHUS
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MOATBEPKIAIOT TUIOTE3Y, YTO B PsIAC CIy4aeB MOJIEKY-
JISIpHO-TeHeTH4YecKoe uccienoBaHue Merogamu NGS
1 MLPA oxka3zsiBaeTcsl HemocTaTouHbIM. K KITMHUYECKUM
nokaszaHusIM K BbinonHeHnio XMA y nereit ¢ Pb moxHO
OTHECTH:

- 3alepXKKy TEMIIOB
Ho-Ticuxuyeckoro/PP;

- HaJIM4Me CTUTM OU33MOpHoreHe3a (aHOMaJuu CTPO-
€HMS JIMLIEBOrO CKeJIeTa U Yeperia, BPOKISHHbIE TOPOKU
Pa3BUTUSI OPTAHOB U JIp.).

B xayecTBe MOJIEKY/ISIPHO-T€HETUYECKUX ITOKA3aHUIA
nnst pacimmpenHoit JIHK-auarnoctuku npu Pb moxker
BBICTYIIATh OOHAPYKEHUE IPOTSIKEHHOM IEIeLIMU B JIOKY-

¢usnueckoro/IIMP/HepB-
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cereHa RBI1merogom MLPA, a Takoke neneiiuu mpuiexa-
LIMX TeHOB, BBISIBICHHBIC YK€ Ha 9TOM 3T1are. B maHHoi
CUTyallUM HEOOXOAUMO MCKIIIOUYaTh MUKPOACICIIMOHHbIE
¢(opMBbI U ApyTUE BUIBI XPOMOCOMHOM MaTOJIOTUU.

Bropoii atan JIHK-guarHocTUKY ¢ MCIOJIb30BaHUEM
XMA MOXeT BBISIBUTh O0JIee ITUPOKUIA CITIEKTP BOBJICUEH -
HbIX T€HOB, KOTOPbIE, C OJHOM CTOPOHBI, TPEOYIOT TIIA-
TEJIbHOM OLIEHKM Ha MPeAMET KJIMHUYECKUX ITPOSIBICHUIA,
BKJTI0Yast puck pa3Butusi Bropbix 3HO, a ¢ npyroii cropo-
HbI, MOTYT CBUIETEILCTBOBATh O HAJTMYMU XPOMOCOMHOM
[aTOJIOTMM Y POIUTENIel, UTO IPEACTaBIISICTCS BechMa
BaXXHBIM IIpU IUIAHUPOBAHUM JNETOPOXICHUS U OLEHKE
PUCKOB pOXJIEeHMST OOJILHOTO pebeHKa B CeMbE.
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Bo3moXxHocTu (husnotepanuu npu peabunuraunn aetei U NnoApPoCcTKOB,
nepeHeciIUX OHKONOrnyeckue sabonepanuns

E.B. XKykosckas, H.E. ®uimnnosa, /I.A. Boakos, A.®. Kapenun

JleuebHo-peaburumayuonHsli HayuHbii yenmp «Pycckoe nore» @IBY «HMHI] JITOU um. Jmumpus Poeauesa»
Mun3zdpasa Poccuu; Poccus, 142321, Mockosckas obaacme, Yexoeckuii paiion, CII Cmpemunosckoe, 0. [puwienku

Konrakrnabie nannbie: Enrena Bauecaasosna XKykoeckas elena_zhukovskay @mail.ru

AKmya./leOC”lb. Yenexu demckoii onkonoeuu deaarom éce 6onee alcmya/leoit pea6u/zumauuf0 U3/1€4EeHHbIX hayUeHmoe. <Du3u0mepanwl
OHK0102U4eCKUX 00AbHbIX A615emcs HedOCMAmMOYHO pd3pa60deHblM Memoodom neueHus.

Ileav uccaedosanus — awaius npuUMeHeHUs QUIUOMEPANeEMUUECKUX MeMOOUK 6 peabUuAUMAyUOHHOU NpaKmuke 6paveli-0emcKux
OHK0.10208, 2eMAM0A0208.

Mamepuaast u memoodwvt. AGmopsl GbINOAHUAU C80€ UCCAe08aAHUE NO MaAMepualam desmeavHocmu omoenenus gusuomepanuu JIPHI]
«Pyccroe noae» 3a nepuod 2018—2021 ee.

Pesyasmamot u o6cymcoenue. Oxono 2000 nayueHmos ¢ OHKO02eMAMOAOLUHECKUMU 3A001eBAHUAMU eJce200H0 8 Nepuod pemMuccuu
noayyarom gusuomepanesmuuecKue Memoovsl aeveHus ¢ 00KA3ameabHoil 0CHO80U (1eKmponeeHue, UHeANsyul, MAeHUMomepanus,
banvreomepanus, maccaxc). Bpauu ommeuarom sgppexmugnocme u 6e30nacHoCmd RPOGOOUMOLL Mepanuil.

3axarouenue. 3HaHue 00KA3aMENbHOU OCHOBbI (YU3UOMEPANesMUYecKo20 Ae4eHus N036045em 8pavam GvlOpams adeKk8amHulii Memoo
U nogwicUmMb 3PPeKxmusHoCms peadusumayuil.
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Possibilities of physiotherapy in the rehabilitation of children and adolescents who have undergone
oncohematological diseases
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Clinical Rehabilitation Research Center “Russkoe Pole” at Dmitry Rogachev National Medical Research Center of Pediatric Hematology,

Oncology and Immunology, Ministry of Health of Russia; v. Grishenki, SP Stremilovskoe, Chekhov district, Moscow region, 142321, Russia
Background. The success of pediatric oncohematology makes the rehabilitation of cured patients more and more relevant. Physiotherapy for
cancer patients is an underdeveloped method of treatment.
The purpose of the study — to analyze the use of physiotherapy techniques in the rehabilitation practice of pediatric oncologists, hematologists.
Materials and methods. The authors completed their research based on the materials of the activities of the Department of Physiotherapy of
the Clinical Rehabilitation Research Center “Russian Field” for the period 2018—2021.

Results and discussion. Approximately 2,000 patients per year with oncohematological diseases during the period of remission receive
evidence-based physiotherapeutic methods of treatment (electrotherapy, inhalations, magnetotherapy, balneotherapy, massage). Doctors
note the effectiveness and safety of the therapy.

Conclusion. Knowledge of the evidence-based basis of physiotherapy treatment allows doctors to choose an adequate method and increase
the effectiveness of rehabilitation.
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AKTyaJbHOCTD

3anocnenHue 50 €T B IETCKO OHKOJIOTUU TOCTUTHY -
ThI 3HAUYUTEIbHBIE YCTIEXW B JICUEHUU 3JI0KAUYE€CTBEHHBIX
HoBooOpaszoBanuii (3HO). PacrpocrpaHeHHOCTh 3TOM
narosiornu B mupe Bbipocia. B CIIIA 5-neTHsist BbKU-
BaeMOCTb jereil Bo3pocia ¢ 58 % B 1974—1977 rr. nmo
81,8 % B 2003—2009 rr. u 10 83,4 % B 2008—2014 rr. [1].
«30JI0TBIM CTaHIAPTOM» BBIKMBAaeMOCTHU JeTeil B EBpo-
ne spnsercd [epMaHus: B 9TOU cTpaHe o0las S-JeTHsA
BBDKMBAEMOCTh, TI0 JaHHBIM JOKJIana Acconuaiu
pPEruCcTPOB OHKOJIOTUYECKMX 3a00JIeBAaHUI HaCEIeHUS
Iepmanuu u MHcTutyta Pobepra Koxa «Pak B Iepmanuu
2013/2014», omybnukoBanHoro B 2018 ., cocraBisieT
85 % [2]. YnyumeHue mokasaresieil BBIKUBAGMOCTH OCO-
O6eHHO 3aMeTHO Tpu Takux Bumax 3HO, kak reMo06acTo-
3bl, TuMboma XOIKKWHA, TOHAJHbIE HOBOOOPAa30BaHUS
U OTIYXOJIU TIOUeK |3, 4].

Craructrka, OTpaxawolias YWUCJIEHHOCTb JeTeil
U TIOAPOCTKOB, u3jiedyeHHbIXx oT 3HO, umeeTr MHOro
HETOYHOCTEN, CBI3aHHBIX C OOBEKTUBHBIMU CJIIOXHOCTSI-
MM PETUCTPAIIMU 3TOM KaTeropuu MalrueHTOB 110 CpaBHE-
HUIO C YYeTOM BrepBble 3a0oseBiuux. [1o naHHbBIM odu-
LIMAJIBHON CTaTUCTUKU, €XerogHo B Poccum He meHee
30 ThIC. meTelt B BO3pacTe OT HECKOJIbKUX MECSIIEB JI0
18 netr HyXmaloTcs B peadWIMTaIlMU TI0Cie TIepeHeCceH-
ueix 3HO um 3abosieBaHuli CHCTEMbl KPOBETBOPEHUU.
HccrnenoBanus BBIKMBAEMOCTH B TEUYEHHWE TOCEIHUX
TpeX NEeCATUIETUI TPOJEMOHCTPUPOBATN YCTONYMBYIO
CBSI3b MEXY CITelIM(UIECKIM JIeYeOHBIM BO3ACCTBUEM
U HEOJAroNpUATHBIMU HCXOJaMM TIOC/IEe JTOCTUKEHMS
YCTOMYMBOI peMUCCUU, TaKUMU KakK MeTaboIudecKue

HapylIeHMsI, KapAUOPECIUpPaTOpHble  MUCHYHKIIVU,
SHIIOKPUHOTIATU Y, HEMPOCEHCOPHBIE paCCTPONCTBA U JP.
[5, 6].

Peabunutaunsi B OHKOJIOTMUA — pas3iel MEIULUHBI,
KOTOPBIIi MPOAOJIKAET Pa3BUBATHCSI U COBEPILIEHCTBO-
BaThCsl B COOTBETCTBUM C MPOTPECCOM OHKOJIOTMYECKOMN
HayKu B LeJOoM. PeaOuauTallMOHHBIE YCIYTH OKa3bIBa-
IOTCSI TAIlMEHTaM BCEX BO3PACTHBIX TPYI MPU MHOTHUX
TUMNAX paka W Pa3IMYHBbIX MOCAEACTBUIX €rO JICYEHUS,
5TO 03HAYAET, YTO peaOUIUTALIUS SBJISIETCS TPU3HAHHBIM
KOMIIOHEHTOM OHKOJIOTUYeCKOl rmomoinu [7]. Peabunu-
TallMOHHbIE TPOTPaMMbl CIOCOOCTBYIOT peECOLAATN3A-
LIMM, JOCTUXKEHUIO YAOBJIETBOPUTEJBHBIX MapamMeTPOB

KadJecTBa XKM3HM MalMeHToB |8, 9]. Peadmmmraiiyiss oHKOJIO-
TMYECKMX OOJIbHBIX BKJIIOUAET CAEAYIOIIME HAMPABIECHUSI:

- IMarHOCTHMKA U JIedeHNe COMAaTUUECKOM MaTOIOTHH,
OCJIOKHEHMH TIpoBeieHHoro paHee eueHus 3HO;

- MeToAbl (pU3nYecKoi peadbuauTauuu sl yBeJude-
HUSI MBIIIEYHOM CHIIBI, O0IIIeil BEIHOCIMBOCTH, YCTpaHe-
HUSI ABUTATESILHBIX HAPYIICHUII HA OCHOBE KWHE3MOTEpa-
MUY/ TUAPOKUHE3NOTe AN, MEXaHOTEPaIINN;

- JWEeTOJIOrusl, HYTPUILIMOJOTUsS: KOppeKuus Oen-
KOBO-3HEPTeTUIECKO  HEIOCTATOUHOCTH, OXUPCHUS
MOCPEACTBOM Ha3HAUYCHUS JIeYeOHOTO ITUTAHUS, TUETHI,

- HeHpoICHXoJIorMIecKasl MOIepKKa: TMarHOCTHKA
¥ KOPPEeKIsI KOTHUTUBHBIX HapyIIeHW, paboTa ¢ Tamu-
€HTOM U €ro POIACTBEHHMKAMU, TTOMOIIb B COLIMATbLHOMU
azanTalum;

- CIIMY-Tepanusl (JIOrorennst) — KOpPeKIMsT HapyIe-
HUM PYHKIUHA TJIOTAHUS ¥ PEUH Y TTAIIMEHTOB C HEPOOH-
KOJIOTMYECKOM MaTo0Thel, OMyX0JsIMU TOJIOBbI U LIEU.

Ouznorepanust  (PT) OHKOJOTUYECKUX OOJBHBIX
SBIIICTCS OMHUM M3 HauboJjiee MUCKYCCMOHHBIX BOIIPO-
coB B Hamieit ctpane. Paciiser @T npuiesncst Ha XIX Bek
¥ OOJBIIYI0 YacTh XX, KOIIa JieKapcTBa U XUPYPTUS HE
Bcerma ObUIM HaJeXHbIMKA MeTogaMUu OOpbObI ¢ 06o0Jie3-
HsIMU. MHOTHE METOIBI, KOTOPhIE Ceiluac MCITOJIb3YIOT-
cs, IPUMEHSUTUCHh U cTojieThsl Hazam. DT ymomuHaeTCs
B TIepeUHE JICUeOHBIX MEPOIPUSTHI, ITPOTUBOITOKA3aH-
HBIX TAaIlMeHTaM C OHKOJIOTMYECKUMMM 3a00JIeBaHUSIMU.
Ceifuac B aHIJIOS3BIYHBIX CTpaHaX ITOA 3TUM CIIOBOM
TMOHUMAIOT METOIBI, IIPY KOTOPHIX HA OPTaHU3M BO3MIcCii-
CTBYIOT pu3mueckue GaKTopbl WIM IIPUPOTHBIE KOMIIO-
HEHTHI. B aHT/IMiicKoM s13BIKe physiotherapy — 3TO TO, UTO
Yy Hac 9acTo MepeBOISIT KaK «(Du3ndecKkast Tepamus», T. €.
MEINKO-COIIMAIbHAS TTOMOIIb JIIOISIM, KOTOPBIE MMEIOT
HEKOTOPBIC TPYOTHOCTH W OTPAHWYCHUS TIPU IBIDKCHUM
¥ B TTIOBCETHEBHOM XKU3HH.

DusnoTepaneBTH — 3TO CEPTUMUINPOBAHHBIC MM -
LUHCKUE pabOTHUKM, UMeroIre nuiuioM B oomactu OT.
B cooTBeTcTBUU ¢ 3aKOHOHATEIBCTBOM WJIM TIpaBUIaAMU
CTpaxOBaHUs B KOHKPETHOM TOCYyIapCTBE MOXKET IOTpe-
6oBaThcs HarpabieHue Ha AT oT Bpaya.

HecomHeHHO, MCIOb30BaHKE JIOOOTO (PU3UMUYECKOTO
(hakTOpa BO3MEUCTBUS HOKHO OBITH O€30TaCHBIM U HE
JIOJKHO CTUMYJIUPOBATh OIMYX0JIEBOM POCT WJIM MeTacTa-
supoBanue. Jlo cux mop B Poccun @T penko HazHAUaOT
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TeM OOJILHBIM, Y KOTOPBIX B aHamHe3e Oblin 3HO. Mex-
ITyHAapoIHasT MEOUIIMHCKAS MPaKTUKa MeHee KaTeropud-
Ha [10]. Torma Kak B OTAEJ€HUM BOCCTAHOBUTEJIHLHOTO
neuenuss PI'bY «<HMMUL onkomornu um. H.H. broxn-
Ha» Mun3npasa Poccuu moa pykoBoacTBOM Ipodeccopa
B.H. Iepacumenko ¢ 1976 r. pa3paGoraHa Iporpamma
peaduIMTallM OHKOJOTMYECKUX IMAllMeHTOB C BKJIIOUE-
HUEM B Hero pa3nmnuHbiXx MeToguk OT [11].

MexnucuuruinHapHasi KOMIUIEKCHas1 — peabunTa-
s AeTeil ¢ TeMaTOJIOTMICCKUMHU M OHKOJIOTMIECKUMU
3a00J1eBaHUSIMM  OOBEAMHSIET MHOXECTBO TEXHOJIOTHUIA.
DT gmasteTcss IMMPOKO PACIPOCTPAHEHHBEIM METOIOM
JICYECHUS B TIeAMATPUIECKOM ITpakTUKe, HO 0€30IacCHOCTh
1 3G PEKTUBHOCTh MTPUMEHUTEIBHO K OHKOJIOTUYECKUM
nauyeHTaM JUCKyTaOe bHbI [12].

Tepaneemuueckue 3¢hgpexmot puzuomepanuu

®OT — MeauuMHCKasl jedyeOHasi HayKa, M3ydalolast
IEeCTBME Ha YeJIOBEUSCKMII OpraHW3M pPa3IAIHBIX
¢usnyecknx (pakTOpOB BHEIIHEI Cpeabl, MCKYCCTBEHHO
CO3IaHHBIX C TTOMOIIBIO PA3TMYHBIX YCTPOMCTB METUIIMH-
CKOI TeXHWKH, U HUCIOJB3YIOIIasl 3TU (paKTOpbl C MpPO-
dunakTUIeCKO 1 JeuedbHoi 1ebto. JleueOHbIi adexT
npu OT dopmupyercst 6aarogapst ydactuio pedaeKTop-
HO-CEeIrMEHTapHBIX, MECTHBIX 1 OOIINX peaKIil YejioBe-
YECKOT0 OpraHu3Ma.

MecTHBIE peakIMM BO3HUKAIOT Ha OrpaHUYCHHOM
yJacTKe M TIPOMCXOIST B TKaHSIX, MOTJIOTUBIINX 3HEp-
U0 GU3MIECKOTo Bo3aeiicTBHSA. MexaHU3M TeHepalun
MECTHBIX PEaKIUiA OIPEAC/ISIETCS TUIIOM BO3HCUCTBUS
SHEPIUU: BJEKTPUUECKOU, MEXaHUYECKOM, MAarHUTHOM,
TETJIOBOI, CBeTOBOW. Peakiiusi OMOIOTMYECKOrO OO0B-
eKTa Ha MeXaHMYeCKHe BUIbI 3aBUCUT OT WX CBOMCTB
U XapaKTepUCTUK: Maccax, akKyIyHKTypa. MecTHbIe
peaKkIuu oTpaxkaroTcs Ha (PYHKIUSIX CHCTEM OpTaHM3Ma
B BMUIE M3MEHEHUS PErMOHApPHOrO0 KpPOBOOOpAIEeHMUS,
MeTaboIM3Ma, MUKPOLUMPKYIISIIINN, MECTHBIX MMMYHO-
OMOJIOTMYECKUX TTPOLIECCOB, 00Pa30BaHUST OMOJIOTMYECKU
AKTHUBHBIX BEIECTB. BhI3biBacMble (PU3MUCCKUMU SIBIIC-
HUSMU MECTHBIC CIBUIM OKAa3bIBalOT IMPOTHBOOTEYHBIN,
IMPOTUBOBOCITAJIUTEIBHBIN, TPOMUKOCTUMYIUPYIOIINIA,
paccachIBaloOlINil, OAaKTePULIMIHBIN 1 00€30011MBaIOIINIA
abdekTs [13].

Duszuomepanus 6 OHK0A0UU

OcCHOBHbIE pa3pabOTKU HalleJdeHbl HAa yMEHbILIEHUE
MOOOYHBIX 3Gh(MEKTOB B IMEPHON JCUYCHUS U IOMOIIb
B peaOMJIUTAIIA OHKOJIOTMIECKUX OOJIBHBIX C WCIIOJb-
3oBanneM DOT. MccnemoBaHus, IMpPOBEACHHBIE B 3TOM
HaIpaBJIeHUM, A0Ka3bIBalOT 3(PPEeKTUBHOCTH, Oe30rac-
HOCTb U 11eJ1IeCO00pa3HOCTh MPUMEHEHUST (PU3nOoTEeparieB-
THYECKHMX METOIOB JICUCHUS M NX KOMOWHAIIUHN C IPYTUMU
MeTodaMU Tepallvu y MallMeHTOB OHKOJIOITMYECKOTO Mpo-
duns [14].

B nepuon MHTEHCUBHO Tepanuu amnmapaTHbIe METO-
Kk OT UCIoNb3yroTCs JOCTaTOUYHO MMPoKo. PoTomm-
HaMu4ecKasl Tepamnusi, MarHUTOTepamus, TUIEPTePMUsI,
pediekcorepanusi M Op. yXe 3apeKOMEHIOBaIM CeO0sl
Kak 0Oe3oIacHble METOAMKH, CIIOCOOHBIE ITIOTEHLMPO-
Bath 3(MdexThl aydyeBoil Tepanuu (JIT) u xumuortepa-
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muu (XT) [15, 16]. CyurectByeT ocTpas MOTpeGHOCTh
B HOBBIX JIeUeOHBIX CTpaTerusix. B 3ToM oOTHOIIEeHUU
Tepanusi UMITYJTbCHBIM 2JIEKTPOMAarHUTHBIM TIOJIEM MMe-
€T HECKOJIbKO TIOTEHIIMATbHBIX MPEUMYIIECTB, BKIIOYAs
HEWHBAa3UBHOCTh, OE30MaCHOCTh, OTCYTCTBUE TOKCUYHO-
CTHU JUISI HEPAKOBBIX KJIETOK M BO3MOXHOCTb KOMOWHMU-
pOBaHUS C IPYTUMM JOCTYITHBIMA METOAaMU JICUCHUSI.
JefiCTBUTENBHO, CTUMYJSILIUS WMMITYJTbCHBIM 3JIEKTPO-
MarHUTHBIM TOKOM YK€ WCITOJIb30Bajiach MPU JICUCHUN
Pa3IMYHBIX TUIIOB paka, BKJIIOYasi pak KOXU, MOJIOYHOM
JKeJIe3bl, IPEeICTaTeIbHOM XeJe3bl, TeNaToL e TIONSIPHbIA
pak, pak JIETKUX, SMYHUKOB, TOIXKETYIOYHON XKene3bl,
MOYEBOTO Iy3bIpsI, IIMTOBUAHOW Keje3bl W TOJICTOM
KMILKY in vitro U in vivo [17]. HepBHO-MbIllIeYHAasT 37€K-
TpUYecKasi CTUMYJISILIUS SIBJISIETCSI OYEHb BOCTPEOOBaH-
HBIM, HO TUIOXO U3YYEHHBIM METO/IOM JIeueHust Aucaruu
y MallMeHTOB C PAaKOM TOJIOBBI 1 1ieu [18].

B orinune ot MeTonoB albTEPHATUBHON METUIIMHBI
®T orHOCUTCA K TpamuumoHHOW MemmumHe [19]. Ilo
nanHbIM Cancer Rehabilitation Research Group, B 00beM
peabuInMTallM OHKOJIOTUYECKUX OOJBHBIX JOJIKHBI BXO-
JIUTh TaKWe METOAUKU, KaK HU3KOYACTOTHAsI MarHUTOTE-
panusi, HU3KOMHTeHcuBHag ja3zepHas tepanus (HUJIT),
9JIEKTPOTEpAIusi, WHTASIIIMOHHAsT Tepanusi, TiayOokas
ocumasauus [20]. OCHOBHBIMM TIPOTHUBOITOKA3aHUSIMU
K UCIOJIb30BaHUIO (PU3MOTEPANIEeBTUYECKUX METOMIOB
SIBJISTIOTCSI TIEPUOJ, TPOTPECCUPOBAHUS OITyXOJIEBOTO MPO-
necca u Tsxesaoe oouiee coctogHue 0oipHoro. AT Tak-
ke He nmpoBoauTcs Ha poHe XT u JIT (3a UCKIIOUEHUEM
HU3KOMHTEHCUBHOIO JIa3€PHOTO M3JIyYEHUs], HU3KOYa-
CTOTHO MAarHUTOTEpaNu, WHTASIIMOHHON Teparuu,
KOTOPBIE MOTYT OBbITh UCTTOJIb30BAHbBI KAK METObI MTPOdu-
JIAKTUKY BO3MOXKHBIX OCJIOXKHEHUIA).

[MpermyiiiecTBa MHTATSILIMOHHBIX, JIEKTPO(GOPE3HBIX
METOJOB BBENEHUSI JIEKAPCTBEHHBIX MPEINapaToB Mepen
JPYTUMM METOJaMU 3aKJIIovyaloTcsi B 0Oojiee ObICTPOM
BCACBhIBAHUY JIEKAPCTBEHHBIX TIPEIapaToB, YBEJIUYECHUN
AKTUBHOW TIOBEPXHOCTU JIEKAPCTBEHHOTO BEIIECTBA,
JNETIOHUPOBAHUU €r0 B TOACIU3UCTOM CJIO€, CO3NaHUU
BBICOKMX KOHIICHTPALINI IEKAPCTBEHHBIX BEILIECTB HEIO-
cpeAcTBEHHO B oyare nopaxeHus: (Oncology. Report of
AAPM Task Group, 2006). YuutbiBasi JaHHbIE OCOOEH-
HOCTU asposoibrepanuu, B 2008 . HavyaluCh TEepBbIe
WCCNIEIOBaHUSI O BBEICHUIO XUMUOTEPANeBTUUECKUX
npenapaToB B BUe UHTATSIUM [21].

B mae 2016 r. bocronckuii yHuBepcuter (Maccauy-
cerc, CIIA) onyOnukoBan pe3yabTaThl MeTaaHaau3a
16 paHIOMU3UPOBAHHBIX KIIMHUYECKUX UCCIIEIOBAHUI —
12 13 HUX OBUTM C BBICOKMM YPOBHEM J10Ka3aTeJIbHOCTH,
B HUX TNOATBepXKAanuch 3(PEMEKTUBHOCTL M 0Oe3o0Imac-
HOCTbh Maccaxa y OHKOJIOTMYeCcKUX OOJbHBIX. Maccax
O0BEKTUBHO YyJydluaeTr repeHocuMocTb X1, mpu 3Tom
COOCTBEHHBIX TTOOOYHBIX 3¢h(eKkToB y 3Toro Meroma OT
3a(pUKCUPOBAHO He ObLIO [22].

HaHHbIX 00 3(h(HEKTUBHOCTU MPUMEHEHUST Maccaxka
B 3JICKTPOCTATUYCCKOM I10Jie (TJTyOOKO# OCLMIIISIIAN)
Y OHKOJIOTUYECKHUX MallMEHTOB He TaK MHOTO. OTaeIbHbIE
CTaThbM OTMEYaIoT ero 3((GEKTUBHOCTh B paHHEH IMocCe-
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OIEepallMOHHON peadMIUTALIMK TI0CIe XUPYPruIecKOro
JICYSHUST paKa MOJIOYHOM KeJe3bl, B JICUSHUU BTOPUUHO-
ro nuMmdocTasa, 60J1eBOro CUHApPOMa, YIydlieHuu (Gop-
MHPOBAHMSI TTOCICONEPALIMOHHOTO PyOlla U 3aXKUBJICHUS
rocJieornepallMOHHBIX paH [23, 24]. Tak, B uccienoBaHUN
S. Jahr et al. Ha mpuMepe 21 MALMEHTKU C TTOCTMACTIK-
TOMMYECKUM CHUHIPOMOM M BTOPUYHBIM JHUM(DOCTa30M
OblTa TIOKa3aHa BbICOKasA 3(PPEeKTUBHOCTL TIYOOKOI
OCHWUISLIMM B COYETAaHUU C MaHyaJIbHBIM JUMbOIpe-
HaxeM [25]. Takke mMaccax B COUETAaHUU C YIIPaXKHEHU-
SIMM Ha PacCTSLKKY PEKOMEHAYeTCs ISl MPOMWIaAKTUKU
dopMupoBaHUsT TPYOBIX PYOIIOBBIX M3MEHEHWil Iocie
OIepaTUBHBIX BMEIIATEILCTB, B TOM 4YHCIE B TIIy0O-
KHX CJIOSIX MSITKUX TKaHeil (YpoBeHb YOeIUTEIbHOCTHU
pekoMeHnaluii B, ypoBeHb TOCTOBEPHOCTH HOKa3a-
TeabeTB — 11B) [26].

OcHOBOI peaObWIMTALIMM B OHKOOPTOIICAUM SIBJISICT-
cs1, Oe3ycJIOBHO, MeXaHOTepaliusl, BKJIoYawllas B celst
seuebnyo  ¢uskyasrypy (JIOK), paspaborky orepu-
POBaHHBIX CYCTaBOB Ha TpeHaxepax, Maccax. OmHako,
0 JaHHBIM AMEPUKAHCKON accollMalliyd OHKOJIOTOB,
peadbuIMTalMsI OHKOJOTMYECKOro MallleHTa BKIIOYAeT
B Ce0s1 MOMUMO MeXaHOTEpaIluy eIle 1 OTACIbHbIC BUIbI
OT. To ectb JIOK 6e3 1pyrux METOIUK BOCCTAHOBUTEb-
HOTO JIeYCHMSI — 3TO HETOJIHOIIEHHAsl peaOuIuTaIus
nauueHToB co 3HO kocreii [27].

Duszuomepanus npu aexenuu/peabuiumayuu OHK0A02U-
UecKux nayueHmos 0emcKozo 603pacma

B 2008 r. yuenHnle u3 BenukoOpuTaHUM TIpOBEIU
HCClIeI0BaHue, B KOTOPOM MPUHSIM yyacTue 39 malueH-
TOB, CTpPaJalOIIMX 3JI0KAYeCTBEHHBIMU 3a00JIeBAaHUSIMU
KpoBU. BonbHBIX pa3aeniv Ha 3 TPYIIIbL: OTHUM JeTalIn
Maccax, BTOpbIE IPOXOIWIN CeaHChl apoMaTepariu, Tpe-
TbUM (KOHTPOJIbHASI TPYIIA) Mpeasiarav MpoCTO OTIO0X-
HYTb. Y MallMeHTOB, KOTOPHIM Ae/lald Maccax, B KPOBU
3HAYUTEJbHO CWJIbHEEC CHU3WINCH YPOBHM <«TOPMOHA
cTpecca» — KopTusoa [22].

HWJIT npu 3HO npumeHsieTcs 1151 JieueHUst 001eBOro
CUHApPOMA, YMEHBIIICHUS OTeKa, YIyJIIeHUs 3aXKUBJICHUS
MMOCJICOIePAlIMOHHBIX PaH, JICUeHUS U MPOGUIAKTUKU
JIYYE€BBIX OCJIOXKHEHUU U OCJIOXHEHUI, pa3BUBAIOIIMNXCS
Ha (hOHE MOJIMXUMHUOTepanuK (MYKO3UTHI, Ty4eBbIE 0XKO-
ru, ajgorietus u T. 1.). HUJIT nnpuMeHsieTcs B TOM 4ucCie
U B oHKoneauatpuu. Tak, B uccienoBanuu M. Soto et al.
ObLIO MoKa3zaHo, uTto npumeHeHue HUJIT y nereit mpu
TPaHCIJIAHTALIMA TeMOIO3TUYECKUX CTBOJIOBBIX KJIETOK
(TTCK) 3HauuTeabHO YMEHBIIAET CTEMEeHb TIKECTU
MYKO3UTOB POTOBOI ITOJIOCTH, O0JieBOii cuHApoM [28].
CoBpeMEHHOE CTOMAaTOJIOTMYECKOE JIeYeHHEe Kapueca
U HEKApUO3HbIX MOPaXeHUM TBEPAbIX TKaHeil 3yOoB,
TSKEJIOT0 MYKO3MTa IPOBOAMUTCSI TTOCPEICTBOM HMCIIOJIb-
30BaHMs Ja3epa [29].

HccnenoBaHnue, BBHINIOJTHEHHOE TPYMNIONH aMepu-
KaHCKMX OHKOJIOTOB, B TOM 4YHcJie B KiuMHUKe St. Jude
Children’s Research Hospital 06001ua0 nHdopMaumnio
00 ucronp3oBanuu yciuyr AT, XUpOINPaKTUKKA U OLIEHKHU
KauecTBa XKM3HU cpeau BhpkuBInx rmocyie 3HO B geTcTBe.
Jluna, mepeHeciue B JOETCTBE OIYXOJM ILIEHTPAJIbHOM
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HepBHO cuctembl (LIHC) u capkoMBl MSTKHX TKaHEH,
¢ OOJIblIEH BEPOSITHOCTBIO MOJIb30BaIucCh yciayramu OT
MO0 CPaBHEHMIO C BBIKMBIIMMM TOCHe JeiikeMuu. Jletu
n noapoctku nociae 3HO ¢ xpoHumueckumu 3aboJieBa-
HUSIMU OITIOPHO-IBUTaTEIbHOIO armapaTa, HEBPOJOTH-
YECKMMHU WIM CepACYHO-COCYIUCTHIMU 3a00JIeBaHUSIMU
III wnm IV crenenu yanie nosb3yroTcst yeayramu OT
U/WIN XUPOIPAKTUKU II0 CPaBHEHUIO C TEMH, y KOTO
ObUTM MeHee TsDKelble oTaajaeHHble nocaeacTsus (I1 cre-
neHb uiau MeHee) [30].

AKYITYHKTYpa JUISI CHATHST 00JIEBOTO CUHAPOMA, KyTIH-
pOBaHUS NPOSIBICHUN TOKCUYECKOU HEMPONATUM IIUPO-
KO IIPUMEHSIETCS HE TOJbKO B TPAAULIMOHHON KUTAMCKOMI
MEIUIIMHE, HO U B MPAKTUKE eBPOMNEHCKMX OHKOJIOTHYE-
CKMX KJIMHUK [31, 32].

Ileabio HACTOSAIIEro0 WCCIEIOBAHUSA SIBJISICTCS aHAIU3
npuMeHeHUsT (pU3MOTeparieBTUIECKUX METOAMK B pea-
OMJIMTALIMOHHOM TMpaKTUKe Bpadyeii-IeTCKUX OHKOJIOTOB,
TreMaTOoJIOTOB.

MarepuaJjsl 1 METOIbI

JleueOHO-peadMIUTALIMOHHBINA ~ HAy4YHBIM  LIEHTP
«Pycckoe mone» (JIPHLI PIT) aBasgeTcss CTpyKTypHBIM
noapasaeneHnem ®I'BY «<HMUWUL IO nm. Imutpus
Porauesa» MunsnpaBa Poccuu, 3170 TpoUIIbHBIN LIEHTP,
ocymectpisstomuii 3agaun 11 (vactuuno II1) arama kom-
TUIEKCHOW peaOMIuTallMi JeTeil M moApocTKoB. Bce
MalMeHThl, BKIIOUCHHBIE B MCCJIEIOBaHUE, 3aBEPIIU-
qu gedeHue mo mosoxy 3HO u TsokenwIx 3abosieBaHMI
opraHoB KpoBeTBopeHUs. [IpuHIIMN rocnuTanu3anum —
no obparraemoctu. I[lepuon Hadmonenust — 2018—2021 rr.

B JIPHII PIT rocnutanu3upyloTcs MalueHThl B BO3-
pacte ot 6 MecsiieB 10 17 ieT. CooTHOIIEHHUE M: /1, 3a TIEpH -
o HabmoaeHus coctaBwio 1:0,8. HampaBneHue mauueH-
TOB OCYIIIECTBIISICTCS] U3 BCEX PETMOHOB CTpaHbI. XapaKTep
pacmpeneneHus OOJBHBIX OTpakaeT MNPUHAIICKHOCTh
JIPHII PIT x denepanbHbIM MEIULMHCKUM CTPYKTypam
(puc. 1).

®T B JIPHLL PIT nosyyaloT mauMeHThI, CUOJIMHIH,
MaTepd U COIIPOBOXKIAIOIINE MeTei JuIla, MMEIOIINe
IOPUAMYECKH 3aKperieHHbIe TipaBa. CTpyKTypa OuarHo-
30B nanueHToB JIPHII PIT noMmuMo oHkoremarojoruye-
CKUX 3200JieBaHUI BKJIIOUaia HEOOJIbIIIOE YUCIIO ClIyyaeB
TaK Ha3blBaeMoOli o0OIeneauaTpUuIecKoil MaToJIOruu
Yy CHUOJIMHIOB, TOCIUTAIM3ALIMS KOTOPBIX OCYIIECTBIISI-
Jlach B paMKax CeMeifHOl peadwiuTanuu (puc. 2).

Hcropuyeckn Tak CIOXWIOCHh, YTO Ha3HauyeHUE
maccaxa B JIPHLL PIT ocymiecTBisieT Bpad OTACIEHUS
JI®K. Bpau-duszmoreparneBT KOHTPOJHMPYET OKaszaHUeE
OOJIBIIMHCTBA JAPYTUX MEIULIMHCKUX YCJIYT: afnmnapaTHble
METOIUKHU, OaTbHEO -, TaJIO- U Ipsi3esIeYeHHE.

C 1992 . meTH ¢ OHKOJIOTMYECKUMHU 3a00JIeBAaHUSIMU
B CTaIUM PEMUCCUU MOJy4Yaayd MEIUIIMHCKYIO TOMOIIb
B HalleM YYpeXIeHWM CHayajla KakK B CaHaTOPUH,
a ¢ 2014 r. kak B peabunuTaliMoHHOM LieHTpe. CiyJyaeB
YXYIILLIEHUS COCTOSIHUS AeTeil, MPUIMHOMN KOTOPBIX OBLIO
OBbI TPOBOIMMOE JICUCHHE, 3a BpeMsI Tepallui He OTMeva-
JIOCB.
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A6¢. uncno
Abs. number
0 |
CeBepo- | 3apy6exHble
LleHTpanbHbiit 3Ceaepo¥ tOxHbI KaBka3ckuit | Mpusomkckuit| - Ypanbckuit Cnbunpckuia ﬂaanea? CTpaHb!
anaaHbI . o CTOUHbI .
Central South North Privolzhsky Uralsky Siberian Foreign
Northwest . Far East f
Caucasian countries
=2018 929 174 184 195 664 209 308 79 6
2019 916 191 217 224 680 0 573 84 7
22020 479 61 127 110 225 93 155 40 36
2021 (9 months) 480 108 140 156 343 126 213 43 3

Puc. 1. Pacnpedenenue nayuenmos JIPHI PII no gedepanvrvim oxpyeam Poccuiickoii Pedepayuu 3a nepuod 2018—2021 ee.
Fig. 1. Distribution of patients of the CRRC “Russkoe Pole” in the Federal Districts of the Russian Federation for the period 2018—2021
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Puc. 2. Pacnpedenerue nayuenmos no Ho3on02uvecKum gopmam

Fig. 2. Distribution of patients by nosology

Pe3yasraTst

Jlevalmue Bpauu IpU HaIlpaBJICeHWU HAa KOHCYJIbTa-
LIMI0 K Bpauyy-(pu3MoTepaneBTy MHAllMEHTOB OHKOJIO-
rU4ecKoro mpoduisi 00s3aTeIbHO YKa3bIBAIOT IENb
KOHCyIbTalMu, Hamuuue ocaoxHeHuit XT wu JIT,
COIIYTCTBYIOIIEI IATOJIOTMM, YYUTHIBAIOT MPU 3TOM
pPaaMKalbHOCTh IIPOBEIEHHOTO IPOTHBOOIIYXOJIEBOIO
JICUEHUS OIyXOJM U T. I. BO3MOXHOCTH IpoOBeaecHUs

Onyxonn kocten  UmmyHopeduuutbl  Coctosnne nocne ematonornyeckue

=2018
2019
=2020
2021 (9 mec/9 months)

Comatnueckue
3abonesanus
Somatic diseases

TrCK 3abonesanna
Status after BMT Hematological
diseases

Immunodeficiencies

®dT maumenty, msinedeHHomy ot 3HO, abGcosroTHas
npeporaTuBa Bpaya-TeMaTojiora-oHkKosora. Bwioop
Buaa (pU3MOTEeparieBTUYECKOIO BO3ACUCTBUSL — 3TO
KOMTIIeTeHLIMS Bpada-(usnoreparieBra. OH MpuHUMAaeET
MaluKMeHTa TOJILKO IOC/Ie 3aKJII0UeHUS Bpaya-OHKOJI0Ta
0 BO3MOXXHOCTH IOJydeHUs U Lienasix nposeaeHust OT.
B kaxmoM KOHKPETHOM cCjy4yae Bpau OINUpaeTcs Ha
TeparneBTUYECKYI0 dP(PEKTUBHOCTD MPOLIEAYPHI C TTO31-
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LM KOHTPOJISI COCTOSIHUSI OIYXOJIM M JIOKAJbHOTO
TepareBTUYECKOIO BO3ICHCTBUS.

B 2018 r. peabunuranuio B JIPHLL PIT monyyunn
2748 nalyeHToB, U3 HUX BpauyoM-(pU31OTeparieBTOM Ipo-
KOHCYJIBTUPOBaHbI 1 ripoJieueHbl 2039 nereid, YTo cocTas-
nser 74,2 %. B 2020 . B ycnoBusx nanaemun COVID-19
Ha peaOWIUTaIMI0 Mpuexaau Bcero 1859 malmeHTOB,
B ortaeneHnr PT u GaabHEOJOTMU MOJYYMIN JiIeYeHHUE
1406 (75,6 %) neteii, B 2021 L. rocnMTaIM3UPOBAHbI
2202 yenoBeka, B otaeneHnu OT u 6anbHEoIOrMN IIPoJIe-
yeHbl 1889 (85,7 %) nanueHTOB.

OcobeHHOCTH  (DU3UOTEpATNIeBTUYECKON  MTOMOIINA
MalyeHTaM CreluaIu3upOBaHHOTO JIeYeOHO-peaduInTa-
LIMOHHOTO LIEHTPa CBSI3aHbI C TEM, YTO MaTepH MallMeHTOB
U COIIPOBOXAAIOIIME JIMLIA YACTO HYXIAIOTCS B JICUCHUU,
pe3yJbTaThl IMHAMUYECKOrO HAOMIOACHUs] IEMOHCTPU-
PYIOT POCT YMcIa B3pOC/IbIX AIIMEHTOB B oTaeaeHun OT
(puc. 3).

[MaumreHTaM B cTaguu PEeMUCCUM WIM CTAaOMIM3ALNU
OHKOJIOTMYECKOro 3a00JieBaHUsI Ha3HA4aloTCsl OOIIe03-
JIOPOBUTEJIbHBIC METOAMKU: BOIHBIC IPOLIEAYpbl (Oajib-
HeoTepamnusi) — JiedeOHbIe BaHHBI, AYIIM; a3P030JbIepa-
nusi — crejgeokaMmepa, UHTATSIIUU, apoMaUTOTeparusi;
MOJIIPU30BaHHBIN cBeT. [Ipy HamMuuM COMyTCTBYIONIEH
MaTOJIOTUM TIPUMEHSIIOTCS MpeOpMUpPOBaHHbBIC (PU3NYE-
ckue (hakTopbl: MATHUTOTEPAIIKS, JIa3epOTepaIus, dJ1eK-
TpoJsieueHue (Tabdauia).

Hasznauenne ®OT mnpoBoauTCcs IPEUMYIIECTBEHHO
yepe3 6 mMec mocie okoH4yaHus JedeHus 3HO. IToka-
3aHMeM [Jig HaszHayeHuss DT HuKorma He SIBJISIETCS

Duszuomepanesmuyeckue 6udbl Aevenus, docmynuvle nayuenmam JIPHII PIT

Physiotherapeutic types of treatment for patients of the CRRC “Russkoe Pole”

Tonwt
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2018 2019 2020 2021
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Puc. 3. Koncyasvmauuu epaua-gusuomepaneema (nepguunvie)

Fig. 3. Physiotherapist’s consultations (primary)

nguarHo3 3HO. CrpykTypa [OMarHo3oB TallMEHTOB,
nosyyaromux ®T, orpaxaeTr CTPYKTYpy TOCHUTATIU3U-
POBAHHBIX IETEM.

KomuyecTBo OTmyIIeHHBIX MpOLEAyp MMeeT He3Ha-
YUTEIbHOE KoJIeOaHUe 3a Mepuon HaOMIOAECHUS, NCKITIO-
YeHHUE COCTaBIseT TIpsseieyeHue. Ha paHHMX sTamax
CTAHOBJICHUSI CAHATOPHO-KYPOPTHOTO JISYSHMSI Ipsizesie-
yeHue ObLIO Ype3BbIYAliHO aKTyaJabHO. MakcuMaibHOE
yucao nyonmukaunii mo aromy Buay ®T B 6a3ze PubMed
oTHocuTcs K 90-M rogam XX Beka. JlokazaTeabHasi OCHO-
Ba TIpsi3esieueHUsl SIBJIIETCSl AUMCKyTaOenabHOM. Tekyias
TeHAEHLIMSI CHUXXKEHUS YacTOThI TPMMEHEHUs Tpsi3esieue-
HUS XapakTepHa JiJisl o0lleil CUTyauuy B HAalMOHAJIbHOM
¥ MUPOBOI MeauuuHe (puc. 4).

Physical factor Yucio Yucno Yucno Yucio
nerei nerei nerei neTeit
Number of Number of Number of Number of
the children the children the children the children
DJIeKTposieYeHUE
Electrotherapy 15 0,5 56 1,9 140 7,5 36 1,6
HUIT 58 2,1 78 2,7 60 3,2 78 3,5
Laser therapy
Buonpor 386 14,0 430 14,7 230 12,3 333 15,1
Bioptron
KOpOTKOBOJ'[HOBE.lH yJ'ILTpanPIOJ‘ICTOBafI T 120 44 116 4.0 33 2.0 £ 1.9
Short wave ultraviolet physiotherapy
Marsuroreparits 207 7.5 292 10,1 289 15,5 304 13,8
Magnetotherapy
Thtporeparits 448 16,3 617 21,3 638 34,3 488 2.2
Hydrotherapy
BanbHeorepanust
Balneotherapy 1002 36,5 1083 37,4 631 33,9 893 40,5
MHTa LG 690 25,1 817 28,3 413 22,2 613 27.8
Inhalations
Apomatepariis 1679 61,1 1884 65.1 808 435 1158 52,6
Aromaphytotherapy
Crezeoreparis 1743 63,4 1832 63,3 901 48,5 1240 56,3
Speleotherapy
Bcero rocnuranusupoBaHo 2748 2892 1859 2202

Total number
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IpAzenevexne AsposonbTepanua
Mud therapy Aerosol therapy

KncnopopHbie Koktennm
Oxygen therapy

2020 © 2021

Puc. 4. Jlunamura npumenenus 6udog guzuomepanesmuueckoeo rewenus ¢ JIPHI[ PIT

Fig. 4. Dynamics of the use of types of physiotherapy treatment in the CRRC “Russkoe Pole”

IMokazaHusiMu 1151 Ha3HaAYeHUs TpedOpPMUPOBAHHBIX
¢usnyecknx (GakTopoB, JIa3epOTepanum CAYXKWIU: Heil-
ponaTusi, Iape3bl, HEBPUTHI, dHYpe3, HapyllIeHUs CHa,
(byHKIIMOHAJIbHBIE HAPYLIEHUST KEIyIO0YHO-KUIIEYHOTO
TpakTa, XxpoHndeckue 3adoneBaHus JIOP-opraHos u np.

IMpumenenue AT, BKITIOUass Maccax U IPyrue METOIbI
TpaAULMOHHON JIe4yeOHOM (DUBKYIBTYPHI, TIpeaycMaTpu-
BaeT pellieH1e HECKOIbKHUX 3afay (puc. 5).

Puc. 5. Bosmoxwcnocmu @T na smanax peabusumayuu demeii u noopocm-
K08, uzneyenmolx om 3HO

Fig. 5. The possibilities of physiotherapy at the stages of rehabilitation
of children and adolescents cured of malignant neoplasms

Ilokazanusa Oaa Ha3HaueHUs Maccaxyca nayueHmam
JIPHI] PII

Mpb1 nmpuHumMaemM B LleHTp gereil mpakTUYecKU
¢ JM100BIMU AYAarHO3aMU (B TIEPUOJ CTOMKON PEMUCCUN).
OOILLeYKpEIUISIIONIMiA 1 Je4eOHbIII MaccaXX IToMoTraeT
MPUBECTH B TOHYC WJIM PacCAaOUTh MBIIILIbI, YCWIUTh
OOMEHHBIE MPOLIECChl B TKAHSIX, HOPMaInU30BaTh BO30YIM-
MOCTb HEPBHOI CUCTEMBI, TICUXO3MOLIMOHAIbHBIN (DOH,
VIYYIIUTh KpoBooOpamieHue u otTok aumdsl. B JIPHILL
PI1 maccax HasHavaeTcsl TalMeHTaM C Helponatuei
(4yBCTBO OHEMEHMSI, X KEHUSI, TTOKaJIbIBAaHUS, Hapylle-
HUE OILYIIeHUS TeTula U X0J10/a, C1a00CTh MBI KOHEY -
HOCTEel), MpU 0O0JIEBBIX OIIYILIEHUSIX B CIIUHE, TTOSICHUIIE,
LIIEMHO-BOPOTHUKOBOM 30HE, IIPU PE3KO CHUXKEHHOM WJIU
MOBBIIIIEHHOM MBIIIIEYHOM TOHYCE, ABUTaTeJIbHbIX Hapy-
LLIEHUsIX, KOHTPAKTypax CyCTaBOB U JIP.

OepanuueHnus npu HA3HAMEHUU MACCAXNCA

Maccax He TpOBOIUTCSI B 30HE YCTAaHOBKYU KaTETEPOB,
MMIUIAHTUPOBAHHBIX BEHO3HBIX IMOPT-CHUCTEM; OOJacTU
npoBeneHus JIT, obnacTu XuUpypruvyeckux oIepaiuii;
Ha ydyacTKaX KOXHU C IPOSIBACHUSIMU BOCHAIUTEIHHOTO
U aJUIEPIrMYecKoro XapakTepa, MOBBIILIEHHON KPOBOTOUM-
BOCTH U T. . 30Ha OITyXO0JI€BOTO ITOPaKEHUSI B 30HY Maccaxka
He BKIoJaeTcsl. TakuM o0pa3oM, OTCYTCTBUE CUMITTOMOB
HapyllIeHUs] LEJIOCTHOCTU KOHTaKTHBIX YYaCTKOB KOXU
obecrieuynBaeT 0€30MacCHOCTh MPOBEASHMS MPOLIEAYPHI.

BoinmonHeHue Maccaxa y IallMEHTOB ¢ OHKOJIOTHUYe-
CKMMM 3a00JieBaHUSIMU TpeOyeT KBanu(pULIMPOBAHHBIX
KagpoB. 3amaya Mo OOYYEHUIO MAacCCakKMCTOB JIOXKUTCS
Ha JedyeOHOe YYpexkaeHHe, B KOTOPOM pPacCIIOJ0XEHO
COOTBETCTBYIOIIIEE OTACICHUE, TOCKOJbKY HHU OIWH
MEIUIMHCKUN KOJUIeIK, YYpexkIeHUue AOMOJIHUTEIbHO-
ro oopa3oBaHUsI HE TOTOBUT CIIELIUATMCTOB JJIsI PabOTHI
C OHKOJIOTUYECKMMU MallMeHTaMMU.

AHanu3 CTPYKTypbl THUIIOB Maccaxa y 315 mauwm-
entoB JIPHIL PIT B 2021 r. B Bo3pacte ot 0 mo 17 et
npeacTaBieH Ha puc. 6. B obmieit Macce mpeobiamaior
Boiita-Tepanus (ast geTeil ¢ perpeccom Win 3aaepKKoi
MOTOPHBIX HaBBIKOB) M MeToaumka Kactuibo Mopaniec
(nng meteit ¢ mopaxkeHueM JIulieBoro Heppa). ExxeromHo
10 400 mauueHTOB MOJyYaloT ceaHChl Maccaxka B HallleM
LlenTtpe. BapbupoBaHue TUIIOB Maccaxka B 3aBUCUMOCTU
OT AriarHo3a MUHUMaJIbHOE, YacTOTa Ha3HAYeHMSI ITPolie-
Iypbl OTpaXkaeT CTPYKTYPY TOCIIMTAIM3UPOBAHHBIX Malll-
€HTOB, TMOCKOJIbKY JIeYEOHBbIA MaccaxX MPOBOAUTCS HeE
KaK OCHOBHOWM, a KaK BCIIOMOTaTeJIbHbIA METO/ JIEYEHUS
MpU HApYLIEHUSIX OCAaHKM, CIIACTMYECKUX MOPaKEHUSIX
BEPXHUX M HMZKHUX KOHEYHOCTEH MO0 MpU Mapajnyax,
B OCHOBE K€ BCeT/1a JiexKaT aKTUBHbIE COBPEMEHHbBIE METO-
IUKU B KOHIUEIIIMU OHTOI€HETUYECKU OOYCIOBICHHOM
9TaHOM BepTUKAIU3alMY TTallieHTa.

Kakux-mbo HeraTMBHBIX peaklvii 0ObEKTMBHOIO WU
CYOBEKTUBHOTO XapaKTepa y HallluX MallueHTOB HE OTMEUYEHO.
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B Maccax BepxHUx koHeuyHocTen/Upper limb massage
u Bowita-Tepanusa/Vojta Therapy

Kactnnbo Mopanec/Castillo Morales

Maccax cnuHbl/Dorsum massage
B Maccax LueiHO-BOPOTHNKOBOW 30Hbl/Neck massage
B Maccax HUXHUX KoOHeuHocTeln/Leg massage

Puc. 6. Budvt maccaxca, naznauaemvie nayuenmam JIPHI[ PIT

2

Fig. 6. Types of massage prescribed for patients of the CRRC “Russkoe Pole

OO0cyxaeHue

B octpoit ¢asze omyxosaeBoro mpoiiecca MCIOIb30Ba-
HUE Ja3epoB, BEICOKUX TEMIEpaTyp, YIbTpadruoaeToBoro
00JIydeHUs He 00CYKIaeTcs C MO3UIIUU TOTO, SIBIISICTCS JIN
naHHoe BosaeiictBue M T, MOCKOIbKY BKIIOUYEHHUE OO~
HUTEIBHBIX METOMOB, COOTBETCTBYIOIIMX KpPUTCPUSIM
¢u3roTEpPaNIeBTUIECKOTO JICUCHUST MMEET, KaK IPaBuo,
BBICOKMI YPOBEHb H0Ka3aTeIbHOCTU, MOITBEPKICHHBIM
B XOJI¢ KITMHUKO-2KCIIEPUMEHTAIbHBIX UCCIICTOBAHUIA.

HecmoTtpst Ha 3ayacTyto HU3KYIO JOKA3aTeIbHYI0 OCHOBY
MetonoB DT, npeumyiiectBeHHO ypoBeHb C, DT mnpen-
CTaBJicHa B MEIMIIMHCKOW ITPaKTUKE OOJBIIMHCTBA CTpaH
mupa [33]. Bmecrte ¢ TeM, aHanU3NpysT KIMHAYECKUE UCCIIe-
nmoBaHus B oomacti DT, skcrepThl yKa3bIBAIOT 3 ThIC. paH-
JIOMU3UPOBAHHBIX KIMHUYCCKUX MCCICIOBAaHUI U Ooee
300 MeraaHamusoB o DT, cpean KOTOPBIX HAMOOJBIINIA
VIOCTBHBIN BeC 3aHMMAIOT MCIBITAHUS HauboJyiee pacIpo-
CTPaHEHHBIX METONOB — 3JIEKTPOCTUMYJISILIMM, Ja3epoTe-
paruu, yJIbsTpadrosIeToBOro 00JIydeHnsI, Maccaxka, aKyImyH-
KTYpbI, YIBTPa3ByKOBOI Teparniu, baibHeoTepanun [ 34].

[IpuMeHUTETBPHO K peadWIMTAIIMOHHOMY IIEPUOIY
JICYCHUSI BPauM-OHKOJIOTM COBMECTHO C (bM3MOTepareB-
TaMM JIOJDKHBI PYKOBOJCTBOBATBHCSI OOOCHOBAaHHOCTHIO
HCITOb30BaHUSI METOIUK JieueHUsT U UX 3PPEKTUBHO-
cteio. Ecnmu Merom (M3MYECKOro BO3NEMCTBUSI MOXKET
paccMaTpuBaThCsl KaK ITOTCHIIMAIbHO KaHIIEPOTCHHBINM,
TO €ro IMpUMEHEHHE Ha 30HY IPENIISCTBYIOIIETO OIyXO-
JIEBOTO TOpaXkKeHUs MCKiIoJaeTcs. Tak, eclii MpuHUMATh
HEKOTOpHIE JIeKapcTBa, Harpumep, oudocdoHaThl, ¥ TUTH
BBICOKOMWHEPAIM30BaHHYIO BOY, 3TO MOXET ITOBJIUSTH Ha
3¢ (HEKTUBHOCTH MEAMKAMEHTO3HOM TepaITiu.
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Bmecte ¢ Tem cnenuaaucTbl OIHOIO M3 BEIyIIMX
neHTpoB no JeyeHuto 3HO B geTckom Bo3pacrte St. Jude
Children’s Research Hospital Bkimrouator @ T B mporpammy
peabuauTaly. B mepedeHb TepaneBTUUECKUX MEPOTIPH-
SITAX BXOOSAT BO3OECUCTBUE XOJOAOM WM TEILJIOM, MaHY-
ajibHas Tepanus, yJAbTpa3ByKoBas Tepamnus, 2JeKTPOCTU-
myJasiumst Mo ap. K 1OoCTOMHCTBY TaHHOTO BUIA TEpanuu
oTHOcUTCs TO, 4T0 DT MOXHO IPOBOAUTL B OOJBHMUIIE,
KJIMHUKE 1/uam noMma [35].

OmnbIT paboThl Hamiero LleHTpa Takke MOATBEPKIAET
xopo1yio 3¢dekTuBHOCcTs DT: CHIKeHMEe 00JIEBBIX OLILY-
LIEeHWI, yIydIIeHUe ABUTATEeIbHON (PYHKIIMU y TAllMeH-
TOB C KOMILIEKCOM KJIMHWYECKUX IPOSIBICHUIN JeKap-
CTBEHHOM TOKCUYHOCTH, XUPYPTUUECKOM TPAaBMOM.

3amoroM 3¢p@GEeKTUBHOTO M 0E30TacCHOr0 MCITOJIb30-
BaHus OT B peaOUIMTALIMOHHBIX OTHCICHUSIX U CIICLIM-
JIM3UPOBAHHBIX LIEHTPAX SIBJISIETCS MOJATOTOBKA KaJpoOB,
OKa3bIBAIOIIMX MEIMIIMHCKYIO TIOMOLIb MallMeHTaM
C OHKOIreMaroJiornyeckuMu 3adosieBaHusiMu. K coxa-
JICHUIO, TOATBEPXKIECHHBIX PAHAOMU3UPOBAHHBIX UCCIIE-
JOBaHUI MpUMeHeHUs TexHonoruu DT, yTBep:KIeHHbIX
METOAUYECKNX PEKOMEHIALMMN B HOETCKOW OHKOJIOIMU
B OT€YECTBEHHOU MPaKTHUKE HET.

3akioyenne

Otaenenne OT JIPHL PIT B TeyeHMe MHOTUX JIeT
HCIIOJIb3YeT OCHOBHBIC METONIBI JICYCHUS, IUISI KOTO-
pPBIX CYLIECTBYeT JOKa3aTeJlbHass ocHoBa. Bribop ®T
B Iiepuoje pemuccuu nanueHToB co 3HO nmpu Hanuuum
MOKa3aHUM KyNUpPOBaHUS KIMHUYECKUX TMPOSIBICHUI
HeliponaTuu, ABUTaTeJIbHbIX HapylLIeHWU, KOMOPOUI-
HOI TIaTOJIOTUM MJOJDKEH YYUTHIBAaTh COOTHOIICHME
JIOKaJbHOTO U ob1iero agdekron. [1pyu HanuUUM MokKa-
3aHUI HAa3HAYECHUE WHTANdLUNA, Maccaxa, akyIlyH-
KTYpbI, 3JEKTPOMATHUTHBIX BO3AEHCTBUI MOMYCTUMO
u 6e3omnacHo. [l1aBHOe MOMHUTH, UYTO B 30HY MPSIMOTO
BO3JCMCTBUS HUKOTIA HE BKJIIOYAETCS MECTO pacIiojio-
JKEHMS OTTYXOJIH.

IMpuHiunel mokasareabHoit DT HeoOXOAMMO 3HATH
MPaKTUKYIOIIUM BpayaM, OHU TIOMOTAlOT CAeJIaTh apry-
MEHTHPOBAaHHBIM BHIOOP B IMOJIb3y KAKOTO-JIMOO METOJa,
BBIOpaTh (PU3MOTEPATIeBTUIECKYIO arliapaTypy, TOBBICUTh
Ka4yeCTBO JICUCHMUSI.

[TosiBNeHMe HOBBIX anmapaTHBIX METOIOB, COBEPIIICH-
ctBoBaHMe anmapaTypbl OT, cpencTB KOMILIEMEHTapHOM
MEIULIMHBI, accouuupoBaHHoii ¢ DT, nocTuxkeHus QyH-
JaMEHTaJIbHOI HayKH B 00J1acTU (DeHOMEHOJIOTUM JieueD-
HBIX BO3ACHCTBUI DU3NIECKUX (PAKTOPOB CTUMYJIUPYIOT
MpOBEeICHNUE OKCICPUMEHTAIBHBIX UM  KIMHUYECKUX
HUCCEN0BAHUI B 9TOM 00J1aCTH.
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Coctosnue onkonoruyeckoi nomowm B Poccun: geru (0-14 ner),
3aboneBaeMoCTb, CMEpPTHOCTb, NOroAUYHAA NETANIbHOCTL (NONyNALNOHHOE
uccnepoBaHue Ha yposHe heaepannbHoro okpyra). Yacto |

B.M. Mepaoumsuim

DI'BY «Hauuonanvhoiii meduyunckuil uccaedosamensckutl yenmp onxoaoeuu umenu H. H. ITemposa» Mun3zdpasa Poccuu;
Poccus, 197758, Cankm-Ilemepoype, noc. Ilecounwiii, ya. Jlenunepaockas, 68

KoHnTakTHble nanHble: Baxmane Muxainosuu Mepabuweuru MVM®@niioncologii.ru

AxmyaavHocme. 310kavecmeerHble H08000pazosanus (3HO) cpedu demckoeo nHaceaenus — s61eHue omuocumensvro pedxoe. B CCCP
popma eocyoapcmeernoli omyemHocmu 04 AHAAU3A 3a001€8aeMOCmU npedycmMampueana coop OaHHbIX 6 Nepeoil 603pAcMHOl epynne
cymmapro om 0 do 29 aem. Jleiicmeumenvro, 6 dannoil 6o3pacmuoii epynne 3HO ecmpeuaromes pedko — 10—15 cayuaes na 100 000
demcko2o Haceaenus. 3amem, nocae 35-n1emueeo pybeica, puck 603HUKHOBEHUS PAKa ¢ Kaxcobim 200om go3pacmaem na 10 %, a S-remmuii
nepuod daem pocm nokasamens 3abonsesaemocmu Ha 50—70 %. Beposmnocms eoznuxHnosenus 3HO 6 maaduiux 603pacmuuix epynnax om
mex, kmo docmue 70-1emHe2o 603pacma, OmAUHAemcs 8 COMHU pas.

B coomeemcmeuu ¢ pekomendayusamu BeemupHoii opeanusayuu 30pasooxpanenus (BO3) u Mecdynapodnoeo azenmemea no usyueHuro
paka (MAHUP) dannvie 6 monoepagusx MAHUP oboouaromes no S-aemuum o3pacmuvim epynnam: 0—4, 5—9, 10—14, 15—19 u m. 0.
[locnednuii omxpoimolii unmepsan 85+.

Ilodeomosnennas compyonukamu 1abopamopull OHKOAOUHECKOl cmamucmuku u odemckoeo omoderenuss HMUIL] oukonoeuu
um. H.H. I[Temposa cosmecmuo ¢ 000 «Hosen» 3aeepuiernnas mema Hay4Holl pazpabomxu NONYASUUOHHO20 OeMCK020 PAK0B020 pecucmpa
Ha yposHe gedepanvHoeo okpyea, nepedannas u npunamas Munsopasom Poccuu, oxaszanacs nesocmpe608anHoll.

B gespane 2019 e. namu cghopmuposana edunas 6asa dannvix Cesepo-3anadnoco gedepanvroeo okpyea (C3D0) obsemom 6onee
1 man 350 moic. HabaroOeHuil, 4mo nO380AUL0 OCYULECMEASIMb 001ee 0eMANbHYI0 PA3pabOmMKy 0aHHbIX nO pedkum Aokaruzauusm: 3HO
cepoua, enasa, 8UNOUKOBOIL Jiceaesbl, BKAUAs PedKue 0NYyXoall, cmpeyarouuecss cpedu demckoeo Haceaenus (0— 14 arem) u noopocmios
(15—17 aem).

Lleab uccaedosanus — uzyuumo 3aKOHOMEPHOCMU OUHAMUKU 3a001€8aeMOCMU, CMEPMHOCMU, 00CHOBEPHOCMU Y4ema 3a004esulux demell
(0—14 nem) Ha nONYASYUOHHOM YPOBHE, OCYU4ECMBUMY DACYembl NOKA3amMenel 8blicusaeMocmu 60AbHbIX 6CeX N0KAAUAUUL onyXoneil
¢ yuemom noaa, 603pacma, cmaoduu 3a001e6aHUsl, 2UCMON02UMECKUX QOPM U OpyeUux NApamempos, 6KAHUEHHbIX 8 PecUCMPAUUOHHYI)
Kapmy (6 coomeemcmeauu ¢ MescOyHapoOHbIM cmandapmom npoepammul Eurocare).

Pesyavmamot. B 6aze dannvix nonyaayuonno2o pakosoeo peeucmpa C3DP0 ¢ 2000 no 2018 e. yumenvt 4970 demeit (0—14 nem)
co 3HO, u3 nux 3011 cayuaes nodaexcaru cmaduposanur) Onyxoneeo2o npouecca. Bajycno ommemums, umo cpedu eécex demeil
co 3HO obwas S-nemuss evlocueaemocms (cmadupyemvix u Hecmaoupyemvix cayuaes 3aboneeanuil) xaxodunacs Oausko k 80 %.
Ommeuaemcs 8biCOKUIL YPOBEHb BbliCUEaeMOCMU 00AbHbIX daHHOU epynnbl. Tak, 6oabHble ¢ [ cmadueil umenu S-1emHIOH BblICUBAEMOCHb
(2010—-2014 22.) — 96,3 %, co Il — 91,0 % u moavko ¢ IV cmadueit — 50,9 %.

Buieodvi. Cozdanue demckoeo nonyaayuoHHo20 paKkogoeo pecucmpa Ha yposHe GedepanbHoco oKpyea 8 3HA4UMEAbHOU Mepe M02a0 Obl
nodusms yposerv nepeuunoil peeucmpayuu 3HO, uckaruums nomepu u NOAYHUMb 803MONCHOCMYb NPOBEOCHUs PACUEM08 AHANUMUUYECKUX
nokazameaneii no pedkum roxkaruzauusm 3HO y demeil ha nonyasyuorHHom yposHe.

KioueBble clioBa: 3j10KauecTBeHHbIC HOBOOOpazoBaHus, netu (0—14 ner), 3a601€BaeMOCTh, CMEPTHOCT, JIOCTOBEPHOCTh yUeTa,
MOTOIUYHAS JIETAIBHOCTD, CTPYKTYpa 3a00JIeBAeMOCTH, CTPYKTYpa CMEPTHOCTHU, 6a3a TaHHBIX TTOTTYJISTITMOHHOTO PAKOBOTO PETUCTPA,
CeBepo-3ananublii henepanbHblil oKpyT Poccutickoit @eneparuu, craaust 3a001eBaHUS

Jlnga nutupoBanus: Mepabuiuswin B.M. CocrosiHue oHkonorndeckoi momouu B Poccuu: metu (0—14 jer), 3a601eBaeMOCTb,
CMEPTHOCTh, TOTOANYHAsI JIETAILHOCTD (ITOMYJISIIIMOHHOE MCCeIoBaHre Ha YpoBHe (enepanbHoro okpyra). Yacts 1. Poccuiickuii
JKYpHaJI JETCKOM reMaTo0oruu 1 oHKojjorun. 2023;10(2):54—62.
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The state of oncology care in Russia: children (0—14 years old), morbidity, mortality, year-by-year lethality
(populated study at the federal district level). Part I

V.M. Merabishvili

N.N. Petrov National Medical Research Center of Oncology, Ministry of Health of Russia; 68 Leningradskaya St., Pesochny,
Saint Petersburg, 197758, Russia

Relevance. Malignant tumors among the children’s population is a relatively rare phenomenon. In the USSR, the form of state reporting for the
analysis of morbidity provided for the collection of data in the first age group totaling from 0 to 29 years. Indeed, in this age group, malignant
tumors are rare 10— 15 cases per 100,000 children. Then, after the 35-year-old group, the risk of cancer increases by 10 % every year, and
a five-year period gives an increase in the incidence rate by 50—70 %. The probability of malignant tumors in younger age groups differs
hundreds of times from those who have reached the age of 70. In accordance with World Health Organization — IARC recommendations,
the data in IARC monographs are summarized for 5-year-old age groups 0—4, 5—9, 10— 14, 15—19, etc. The last open interval is 85+.

Prepared by the staff of the Laboratory of Oncological Statistics and the Children’s Department of the N.N. Petrov National Medical Research
Center of Oncology together with Novel LLC, the completed topic of scientific development of the population children’s cancer registry at the
federal district level, transmitted and accepted by the Ministry of Health of the Russian Federation, turned out to be unclaimed.

In February 2019, we formed a unified database of the Northwestern Federal District with a volume of more than 1 million 350 thousand
observations, which made it possible to carry out a more detailed development of data on rare localizations: cancer of the heart, eye, thymus,
including rare tumors that occur among children population (0— 14 years old) and adolescents (15— 17 years old).

The purpose of the study is to study the patterns of dynamics of morbidity, mortality, the reliability of accounting for sick children (0— 14 years
old) at the population level, to calculate the survival rates of patients with all tumor localizations, taking into account gender, age, stage of
the disease, histological forms and other parameters included in the registration form card (in accordance with the international standard of
the Eurocare program).

Results. From 2000 to 2018, 4970 children (0— 14 years old) with malignant tumors were registered in the Northwestern Federal District of
the Russian Federation, of which 3011 are subject to the staging of the tumor process. It is important to note that among all children of patients
with malignant tumors, the five-year survival rate of stageable and non-stageable patients was close to 80 %. There is a high level of staging
of patients of this group. Thus, patients with stage I of the disease had a five-year survival rate (2010—2014) — 96.3 %, with 11 — 91.0 % and
only with stage IV — 50.9 %.

Conclusions. The creation of a children’s population cancer registry at the federal district level could significantly raise the level of primary
registration of malignant tumors, eliminate losses and be able to calculate analytical indicators for rare childhood localization of malignant
tumors.

Key words: malignant tumors, children (0—14 years old), morbidity, mortality, index of accuracy, year-by-year lethality, morbidity
structure, mortality structure, database of population cancer registry, Northwestern federal district, stage of disease

For citation: Merabishvili V.M. The state of oncology care in Russia: children (0—14 years old), morbidity, mortality, year-by-year
lethality (populated study at the federal district level). Part I. Russian Journal of Pediatric Hematology and Oncology. 2023;10(2):54—62.
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BBenenue

OCHOBOITOJIOKHUKAMM JIETCKOM OHKOJIOTUM  SIBJISI-
otca JleB AdbpamoBuu JlypHoB u IeHpux ApceHbeBUY
®enopees. JI.A. [IlypHOB — 3aBeIyIOIINIA MIEPBLIM B CTpa-
HE NETCKMM OHKOJIOTMYECKMM OTAEJEHUEM, CO3IaHHbBIM
B Mopo3oBckoii 6obHUIE B MockBe. MHOTHE roabl OH
ObUI ITaBHBIM IETCKMM OHKOJIOT'OM CTPaHbl, OpraHMU30Baj
u BosrmiaBual HUUW nerckoii OHKOJOTMU U TeMaToJI0TUU
BPoccuiickoM HaydyHOM OHKOJIOTMUECKOM LIEHTpe (HbIHE —
®dIey «HMMUI, onkonormu wum. H.H. bBnoxuna»
Mun3znapasa Poccun), aBTop MHOXKeCTBa KHUT U TTOCOOMIA
no gerckoil onkojornu. Mms TA. demopeeBa MeHee
M3BECTHO, HO UMEHHO OH ObLI MHMIIMATOPOM U CO3[1aTe-
JieM JIeHUHrpaacKoi 1eTCKO OHKOJIOTUYECKOM CITyKObI.
IMoapobHo 06 3ToM pacckaszanu FO.A. IlyHaHOB U COaBT.
B UICTOpHUUYECKOM ouepke [1].

YrayOJieHHBIM CTaTUCTUYECKUM aHaJM30M JaHHBIX
Mbl HaYaJIu 3aHUMaThes no3nHee — ¢ 1980-x rogoB. bt

pa3paboTaH KOMILIEKC MPOrpaMM, METOAMYECKUX MOCO-
Oouit mo opMUPOBAHNIO PAKOBOTO perucrpa (BKJoYast
JNETCKUI{), COOTBETCTBYIOILMI TpeboBaHUSIM MexmayHa-
POIHOI accolallii PaKOBBIX PErucTpoB [2—13].

B o0063o0pe, mnoaroroBaeHHoMm J.FO. KauaHoBbIM
M coaBT. [14], mpeacTaBieHbl peKOMeHIauuu no ¢GpopMu-
POBaHMIO JETCKOTIO MOIYJISIIIMOHHOIO PAKOBOTO PerucTpa
(ITTPP), cnpaBeaiuBo MokKa3zaHbl OTIMYHUS PETUCTPOB
TOCMUTAJIBHOTO U MOMYJISIIUOHHOTO YPOBHE.

Ha npoTsokeHUM MOCHASIHMX YeThIpeX IeCATUICTHI
HaMM OCYUIECTBJISIUCH HCCIEAOBaHUSI, HaIpaBIeHHbIE
Ha MoJIlyYeHUe PealbHOIO COCTOSTHUSI PaCcIIpOCTPAHEHHO-
CTU 3JIOKaueCTBEHHbIX HOBooOpaszoBaHuii (3HO), B ToM
yucjie M Cpeau JeTCKOro HacejeHus. PopmupoBaHue
6a3bl naHHbIX (B/1) momysIlIMOHHOIO PaKOBOTO PErucTpa
(ITPP) ocywiectBasiiock B JleHuHrpane ¢ Hayana 1980-x
roJI0B, KOIla HaM YAajoCh YCTAHOBUThb, YTO CBEICHMS
0 yucie 3a00JIeBIIMX NETei, MpPeNCTaBIsieMble B TOCY-
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JIApCTBEHHYIO OTYETHOCTh, COCTAaBWIM TOJBKO 50 % ot
peanbHOl ee BeauuuHbl. [1o mHUMIIMaTHBe Tpodeccopa
H.T1. HamankoBa B ropoxe Oblla MpoBeleHa IMepernuch
OHKOJIOTMYECKUX OOJIbHBIX, KOTOpasl BbISIBUIA OOJIbLINE
MpoOesIbl B OTYETHHIX (DOpMaX, B TOM YKCJIE U CPEIU IET-
cKoro HaceyieHus [3].

BaxxHO OTMETUTD, YTO B €XXETOAHMKAX, ITyOIMKYEMbIX
B MHUOMU um. I1.A. TepueHa no agMUHUCTPATUBHBIM
TEPPUTOPUSIM, UMEIOTCSI CBEIEHUSI O 3200JIEBIIUX U yMEp-
mux aetax. Ho st mMarepuanbsl popMUPYIOTCS MO IBYM
Bo3pacTHbIM Tpynmam: 0—14 net u 0—17 neT 1 mo Kiaccy
HoBooOGpa3zoBanuii (C00-96) 1 cCTeMHBIM HOBOOOpa30Ba-
HMSM, JTMM(bATUIECKOM U KpOBeTBOPHOI TKaHu (C81—96).

B 2019 . B Poccuu 6bu10 3apeructpupoBaHo 3759 ciy-
yaeB 3HO cpenu nerckoro HaceneHus (0—17 neT), B ToM
yuciue 3182 cayyas cpenu aereii (0—14 net) u 577 cinydaeB
cpenu moapocTKoB (15—17 neT). B aToM Xe romay B cTpaHe
yMmepiio Bcero 842 pedenka (0—17 1eT), cpenu IeTCKOTo
HaceneHus (0—14 net) — 715, cpenu moapocTkoB (15—
17 net) — 127. B 2020 . yuteHo 3173 pedenka (0—14 neT),
Ha 586 MeHblIe, yeM B npeabiayineM (—15,59 %), uro cBs-
3aHO ¢ IaHAeMuel KopoHaBupyca [8, 15, 16].

Hunekc nocroBepHocTtu yuyera (MAY) — oTHolIeHUE
YyuciIa yMEPUIMX K YUCIY IMEPBUYHO YYTEHHBIX OOJIbHBIX
cpenu IeTcKoro HacesleHus coctapisieT 0,22 — 3To 3HaUM -
TeJIbHO HIXKE, YeM CPeIU B3POCIOrO HACEICHUSI.

B cpenctBax maccoBoii MHGOPMALIMU TTPOMEIbKHYJIO
CO00ILIEHKE 0 OOJIBIINX YCIeXaxX B JIEYCHUU JETCKOIO KOH-
TUHTeHTa 00JbHBIX co 3HO. DTo meiicTBUTEIBHO COOT-
BETCTBYET pacueTaM rokasaTeieil [nHaMmuueckoi apdek-
TUBHOCTH IIPOBOIUMbIX IIPOTUBOPAKOBBIX MEPOIIPUSITHUIA,
HO YTBEPXKIEHMS O TOM, 4TO m3jeunBaroTcs 80 % nmereit
¢ nnarHo3oM 3HO, He coBceM BepHBI, 80 % — 3TO TOJIBKO
BeJIMYMHA 5-JIeTHEl BbKMBAeMOCTH, a He uaneyeHus. 13
Yyycia aeTeit, MpoXUBIINX 5 JIET, B MOCAeAyIole 5 neT
orubaer elle 3HaYMTeJIbHOE X YMCIIO, YTO ITOATBEPXKIa-
€T aHaJlM3 JaHHBIX Halllero peructpa. Kpome toro, Hamo
MMEThb BBUJY, YTO, HAIlpUMeEp, S5-JEeTHSs BbLKUBAEMOCTD
nereir co 3HO mosra cocrasiser okoio 60 %. U sro
HeMaJiast 10J1s1 00JIbHBIX CPEeIU IETCKOrO HAaCceIeHUsI.

To, uro nocTurHyThie ycriexu B tedeHun 3HO y nereit
B BeAYLIUX KJIMHUKAax 3a mociennue 10—15 mer komoc-
cajlbHbI, — 9TO aKCHOMa, He TpeOyrollas 10Ka3aTeabCTB,
HO Hallla 3a1a4a OIpeAe]nUTh, HACKOIbKO 3TU JOCTUKE-
HUS JOCTYITHBI BceM TpaxkaaHaM Poccuu. ITonaraem, yto
ypOBeHb (efepaJbHOTO OKpyra HauboJjiee TOYHO IO3BO-
JISIeT U3YYUTh pealibHble ycriexu B 6opnde co 3HO neteit
B Poccuiickoit ®eneparnyu (PD).

Co3naHHbIii HaMU TIPOTPpaMMHBIN TPOAYKT MOT OBl
CYLIECTBEHHO YJIYYIIUTh MPEACTaBICHUE O PacipocTpa-
HEHHOCTU 1 3 (HEKTUBHOCTHU OKa3aHUS JIeYeOHOI ITOMO-
LM AETCKUM KOHTHHIeHTaM. B CBsSI3u ¢ orpaHM4eHHBIM
onbITOM ucnoab3oBaHuss B Poccum cucremsr ITTPP,
paboTaIIMX 110 MEXIYHAPOIHBIM CTaHAapTaM, M3y4yeH
onbIT nestenbHocTu JATTPP B [epmanuu. Cuctema coopa,
ydeTa, JUHAMUYECKOro HaOJIOIeHUST U aHau3a 3P dek-
TUBHOCTU MPOBOANMBIX TPOTUBOPAKOBBIX MEPOIIPUSTUI
YHUKaJIbHA ellle TeM, YTO IIpeIyCMaTpUBaET BO3MOXKHOCTD
JUTUTEIbHOIO MPOCIeKMBAHUS 3a00JIEBIINUX M UX TIOTOM-
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KOB BO BTOPOM M TPETbEM ITOKOJCHUSX, (PaKTHUECKU
BBIXO/Isl B JajibHElIIeM Ha (pyHaaMeHTallbHbIe pa3padboT-
KM pUCKa BO3HUKHOBeHUs ortyxoneit [7, 17, 18].

Pacuetrsl omHO-, 5- um 10-nmetHeil HaOIomaeMoit
M OTHOCUTEJBbHON BBIKMBAEMOCTU JeTell, 3a00JIeBIINX
3HO, ocyiiecTBASIOTCS HAMU Ha TTOMYISIIIMOHHOM YPOB-
Hec 1994t [6,7, 17, 18].

B 1993 1. Hamu ObL1 co3maH nepBbiii B Poccuu T1PP,
paboTaIOLINIi 10 MEXIYHAPOIHBIM CTaHAAPTaM, LIE OCO-
00e BHUMaHME yIeIsI0Cch U (hopmupoBaHuio b1 meTckux
KOHTUHIEHTOB.

B deBpane 2019 . Hamu chopmupoBaHa equHas BIl
Cesepo-3ananHoro ¢eaepaibHoro oxkpyra (C3P0)
oobemoM OoJiee 1 MuiH 350 Thic. HAOIIOAEHUIA, YTO II03BO-
JILJIO OCYIIECTBUTh 00Jiee JeTalbHbIii aHalu3 MaTepu-
ajoB 1Mo peakum nokanmzdanusM 3HO, Takum Kak pak
BUJIOYKOBOM Kejie3bl, TOHKou kKuiuku, 3HO cepama
¥ IJIa3a U IPYTUM PEIKUM OITyXOJISIM, BCTpEYaloIMMCS
cpenu aetckoro HaceneHust (0—14 JeT) M MOOPOCTKOB
(15—17 ner) [12—19].

BaxHo OTMETUTb, YTO HallM pa3pabOTKU, HapsILy
C M3yYyeHMEM 3aKOHOMEPHOCTEH pacIpOCTPaHEHHOCTU
3HO, BkmovaoT aHanu3 3Gp@GEeKTUBHOCTUA TTPOBOIUMBIX
IIPOTUBOPAKOBBIX MEPOIPUSITUIA, T. €. pacyeThl IOKa3a-
TeJIeii BBDKMBAEMOCTH OOJIbHBIX OIyXOJISIMU BCEX JIOKA-
JIM3alMii ¢ yIeTOM 1oJjia, BO3pacTa, CTaauu 3a00JieBaHusI,
TUCTOJIOTMYECKUX (OPM M APYTMX IMapaMeTpOB, BKIIIO-
YEHHBIX B PETMCTPALIMOHHYIO KapTY.

B 2017 r. 6bUT0 3aBeplIeHO MCCIEeIOBaHME, MPOBE-
JIeHHoe 1o 3agaHuio Munsnpasa Poccum o teme «Pa3z-
paboTKa METOIOJIOTHYeCKUX OCHOB co3manus JIITPP Ha
OCHOBE MEXAYHAPOIHBIX CTaHAAPTOB». OIBIT PadOThHI
ITPP Cankr-IletepOypra BbISIBUI PSI CYIIECTBEHHBIX
npo6enos B ¢popmuposanuu b1 ATTPP [6].

PazpaboTtanHas HoBasg uWH@OpMAILIMOHHAsI CHUCTeMa
cbopa, HakoruleHus1 U aHaiaus3a maHHbix (JIITPP) morma
OBl CYILIECTBEHHO YJIYUYIIUTh y4eT nereit, oonbHbix 3HO,
U MOJIYYUTh 0OJiee TOUHbIC MaTepUaIbl ISl JaIbHEUILEro
YAY4IIEHUs OKa3aHUs CIEeLUaIU3UPOBAHHON ITOMOIIU
aeTsaM ¥ noapoctkaM. CujlaMy OJIHOM aIMUHUCTPATUB-
HOIi TEpPUTOPUM 3TO OCYILIECCTBUTH HEBO3MOXHO.

JeranbHast XapaKTepUCTUKaA IPOBEACHHOM padoThI
ObLTa U3JI0KEeHA HAaMU B psiie MyOIuKaInii.

Otuer 1o TemMe omobpeH MunsapaBoMm Poccuu, HO
o BHenpeHuu [AITPP Ha ypoBHe demepanibHOro oxpyra
BOIIPOC TaK U He ObLI ITOCTABJICH.

Hamu HakorieHbl oOmmpHbie matepuansl ITTPP,
PaCKpBIBAIOIIME COCTOSIHME OHKOJOTMYEeCKOM ITOMOIIU
Ha coBpeMeHHOM aTare, paHee Ha BJl TTPP Cankr-Ile-
TepOypra, a mocyieaHue roasl Ha yposHe C3®PO.

B 1abn. 1 mpeacTaBiieHbl JaHHBIE 11O 3 IpyIaM JeTeit
M IOAPOCTKOB C pacyeTaMM CTaHAAPTU30BaHHbBIX ITOKa3a-
teseit. COBEpLICHHO OYEBUIHO, YTO MPOUCXOAMT IIOCTO-
SIHHBIH pocT 3a6oseBaemocT 3HO cpenu geTckoro Hace-
neHus. Ee ypoBeHb yxke OJM30K K CpeIHEeeBPONeiiCKOMY
(15,5%,,,) [13].

PaccmorpuM  0COGEHHOCTU — PaCIpPOCTPAHEHHOCTH
3HO cpeau neTCKOro HacejaeHus Mo AaIMUHUCTPATUBHBIM
teppuropusim C3DO PD (tabi. 2). YpoBeHb CTaHAAPTHU-
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Taomuua 1. Junamuxa 3aboneeaemocmu demeii (0— 14 sem) 3HO ¢ C3DO
PD, C00-96[15, 16, 20—22]

Table 1. Dynamic of morbidity of children (0— 14 years old) with malignant
tumors in Northwestern Federal District of the Russian Federation, C00—96
[15, 16, 20-22]

Bospact 0—14 ner
Age 0—14

Abcoaromnubte uuc.
Abs. no

Tonwt O6a nona Manpunku JleBouku
Years Both genders Boys Girls
2010 197 118 79
2015 293 161 132
2017 281 142 139
2018 315 190 125
2019 338 174 164
Cmanodapmusosannste noxazameau (na 100 000)
Standardized rates (per 100,000)
Tonst 0O6a nona Masibunku JleBouku
Years Both genders Boys Girls
2010 10,83 12,92 8,96
2015 13,92 14,89 12,90
2017 12,69 12,48 12,91
2018 14,03 16,43 11,50
2019 15,26 15,24 15,28

30BaHHBIX TTOKa3aTesieil 3a00J1eBaEMOCTHU CPEIU JETCKOTO
HaceneHus (0—14 ner) koneodaercst ot 7,37 B JleHuHrpaa-
CcKoii obnactu, no 19,14%,,, B Cankr-IletepOypre, uto
elle pa3 CBUIETEILCTBYET O HEOOXOAMMOCTH (DOPMUPOBA-
Hug otaenabHoro JITTPP Ha ypoBHe (peaepanbHOro okpyra,
paboTarolIero B TECHOM CBSI3U CO BCEMU CYIIECTBYIOIIMMU
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TEPPUTOPUSIMU, BCEMU PAKOBBIMU PETUCTPAMU U JieueO-
Ho-npodunakTudeckumu yupexaeHusmu (JITTY), Bxiro-
yasgs HUW u ueHTpbl OHKOJIOTMU CTOJIMYHBIX TOPOJIOB, Ha
nosHbIX npaBax [TPP.

Ha puc. 1 u 2 npencrasieHa JuHaMUKa U3MEHEHUS
OHKOJIOTMYECKOI 3a00J1eBaeMOCTH JAETCKOIO HaCeJICHUS
C3®DO PD 3a 2 nepuona HaomoaeHuii — 2010—2014 rr.
u 2015—2019 rr, oTaenbHO IS MaJbYMKOB U IEBOYEK.
Hecmotpst Ha yBeauMyeHUe 4yMcIa MEPBUYHO YYTCHHBIX
OOJILHBIX, JOKanu3aloHHas ctpykrypa 3HO cpenu net-
CKOTI'0 HacCeJEHUs OCTaeTCsl CTaOWIbHOM 1 0JIM3Ka K Cpel-
HEEBPOIEUCKOM.

B Tab1. 3 aT0 pacnpeneneHue peacTaBiIeHo 0 000UM
roJiaM 1o BceM yureHHbIM aetsam C3DO 3a iepuoa ¢ 2015
no 2019 . O0oOIIeHUEe OaHHBIX 3a 3 TOJA MOBBIIIAET
HaJeXXHOCTh CTPYKTYPhI 3a00J1¢BAEMOCTY Ha ITOITYJISILIM -

OHHOM YpOBHe, 00beauHssT Bce 10 agMUHMCTPaTUBHBIX
tepputopuii C30®O0 P® (BJ] [1PP C3DO PD).

JlocToBepHOCTD yueTa

JIOCTOBEPHOCTb y4eTa OLICHMBAETCS IIPU IIOMOILIK
WY, T. e. OTHOILIEHUEM YMCAa YMEPIIUX K YUCIY Iep-
BUYHO YYTEHHBIX OOJIbHBIX. 151 B3pOCIOro HaceseHUs
3TO COOTHOIIEHME B HacTosiee BpeMsl coctapiser 0,5,
O0JM3KOe K cpemHeeBpoIieiickomy mokasatemto [19, 20].
Jist oKaau3aluii ¢ BBICOKMM YpPOBHEM JIETAJIbHOCTH
(meyeHb, MOMXKENYNOYHAsT Keje3a, JIerKHUe, >KEeIyIoK,
MUILEeBO/) Ha psilic TEPPUTOPUIL €€ BeJIMYMHA IIPEBhIIIACT
1,0, T. e. UMCIO 3apPETUCTPUPOBAHHBIX YMEPIINUX OOJIbIIIE
qycia MePBUYHO YYTEHHBIX OOJIbHBIX, XOTs ITOJIOXKEHUE

Tabmuua 2. 3abonsesaemocmo demckoeo naceaenus (0—14 nem) 3HO ¢ C3PO PD ¢ 2019e. [7, 8, 16]
Table 2. Morbidity in children (0— 14 years old) with malignant tumors in the Northwestern Federal District of the Russian Federation in 2019[7, 8, 16]

O0a moaa Manbunku JleBouKH
Both genders Boys Girls
Pecry6nuka, Kpaii, 06;1acTh Ipy6ssii no- Cmandap- it Cmanodap- . IpyBosii no- Cmanodap-
. ot A C. Mu306anHbL A6c Mmu3068aHHbLU Mu306aHHbLI
Republic, region Kazamenab Kaszameap ) Kazameap
HUCAO “« Ci‘Ll(](’ ” noKaszameaob HUCAO “Cl'll de » HnoKaszamenv P Cl'll de ”» noKasamenv
Abs. no Standardized | Abs. no Standardized | Abs. no Standardized
rate rate rate
rate rate rate
ﬁ"cc."" 3182 12,27 12,59 1736 13,04 13,33 1446 11,45 11,80
ussia
C300
prr GRS I 14,91 15,26 174 14,94 15,24 164 14,88 15,28
TSI B GEIEETD 2 12,48 13,62 9 9,07 10,13 15 16,11 17,34
Arkhangelsk region
POIOTOIEIEY Iy 30 14,04 15,04 15 13,74 14,33 15 14,35 15,77
Vologda region
ST OEH ChE | o 15,35 15,91 16 18,37 19,06 10 12,16 12,59
Kaliningrad region
Canuat T8y 157 19,27 19,14 89 21,24 21,09 68 17,18 17,07
St. Petersburg
LIt e N O TS 20 7,35 7,37 9 6,44 6,24 1 8,3 8,58
Leningrad region
LRI O60! CTE o, 2 16,74 17,68 9 13,31 13,85 13 20,39 21,73
Murmansk region
JP\I,OBF""O’:‘CK‘?"‘ GG 10 9,97 10,74 8 15,38 16,12 2 4,14 4,95
ovgorod region
llerms e o e 19 19,28 20,32 5 9,84 10,03 14 29,33 31,29
Pskov region
Pecnyonuka Kapenust
Republic of Karelha 10 9,37 9,3 4 7,3 6,55 6 11,55 12,17
(R Lo 19 12,08 12,65 10 12,46 13,91 9 11,69 11,33

Komi Republic
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2010-2014 B C91-95. fleitkosbi
Manbunku Leukemias 31,1
Boys C71.3HO ronosHoro mosra
Brain 18,9
B C81-85,88, 90, 96. lumpombl
Lymphomas 13,3
C40, 41, 49. 3HO KoCTel 1 MArKNX TKaHel
Malignant tumors of bones and soft tissues 8,5
[l C64.3HO noukm (kpome NoueyHoI NoxaHkm)
Malignant tumors of the kidney (besides the renal pelvis) 5,6
I C69. 3HO rnasa 1 ero npupaaToyHOro annapata
Malignant tumors of the eye and its appendage 4,1
C74.3HO HagnoveuyHrKa
Adrenal gland 3,9
I C48.3HO 3a6pIOWMHHOrO NPOCTPaHCTBa U BPIOLINHDI
Retroperitoneal space and peritoneum 2,8

Mpouve
Others 11,8
2015-2019 B C91-95. fleitkosbi
Manbunku Leukemias 32,4
Boys . C71.3HO ronosHoro mosra

Brain 15,5

C81-85, 88, 90, 96. lumdombl

Lymphomas 14,7

C40, 41, 49. 3HO KocTel U MArK1X TKaHeil

Malignant tumors of bones and soft tissues 9,2

C64. 3HO nouku (Kpome noyeyHo NoxaHKm)
Malignant tumors of the kidney (besides the renal pelvis) 6,5
C69. 3HO rnasa 1 ero npmaaTo4Horo annapata
Malignant tumors of the eye and its appendage 2,9
C74.3HO HapnoyeyHnKa

Adrenal gland 3,1

C48. 3HO 3a6pIOWMHHOrO NPOCTPaHCTBa 1 GPIOWNHDBI
Retroperitoneal space and peritoneum 3,9

Mpoune
Others 11,8

Puc. 1. Cmpyxmypa onkonoeuueckoii 3a6oaeeaemocmu demeii (0— 14 sem)
6 C3D0 PO, manvuuxu. bJI [TPP C300 PO

Fig. 1. Structure of childrens’ oncology morbidity (0— 14 years old) in the
Northwestern Federal District of the Russian Federation, boys. Database
of the population cancer registry of the Northwestern Federal District of the
Russian Federation

2010-2014 B C91-95. Nleitkosbl
[LeBoukn Leukemias 27,4
Girls C71.3HO ronoeHoro mosra
Brain 17,8
C81-85, 88, 90, 96. [lumdombl
Lymphomas 9,8
C40, 41, 49. 3HO KocTeit 1 MATKUX TKaHen
Malignant tumors of bones and soft tissues 9,5
C64. 3HO noukm (Kpome NoYeUHON noxaHKM)
Malignant tumors of the kidney (besides the renal pelvis) 7,5
C69. 3HO rnasa u ero NpuaaToYHOro annapara
Malignant tumors of the eye and its appendage 3,4
C73. 3HO wmnToBMAHOW Kenesbl
Thyroid 3,4
C48. 3HO 3a6pIoLMHHOTO NPOCTPaAHCTBA U GPIOWNHBI
perit I space and perit 34
Mpoune
Others 17,8

2015-2019 W C91-95. Nleikosbi
[LleBoukn Leukemias 32,1
Girls W] C71.3HO ronosHoro Mosra
Brain 16,0
I C81-85,88, 90, 96. llumdombl
Lymphomas 8,5

C40, 41, 49. 3HO kocTeit N MATKIX TKaHen

Malignant tumors of bones and soft tissues 10,1

C64. 3HO noukm (Kpome MoyeyHoi NoxaHkm)
Malignant tumors of the kidney (besides the renal pelvis) 7,0
C69. 3HO rnasa u ero NnpuaaToyHoro annaparta
Malignant tumors of the eye and its appendage 3,4
C73.3HO wmtoBMAHOM Kenesbl

Thyroid 3,8

C48. 3HO 3a6pIOLUMHHOIO NPOCTPAHCTBA U GPIOLLNHBI
Retroperitoneal space and peritoneum 4,5

Mpoune

Others 14,5

Puc. 2. Cmpyxmypa onkonoeuueckoi 3a6oaeeaemocmu oemeti (0— 14 aem)
6 C3P0 PD, desouru. bJI I[IPP C3DO0 PO

Fig. 2. Structure of childrens’ oncology morbidity (0— 14 years old) in the
Northwestern Federal District of the Russian Federation, girls. Database
of the population cancer registry of the Northwestern Federal District of the
Russian Federation
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Ta6muma 3. Cmpyxkmypa 3abonesaemocmu demeti (0— 14 1em) 3HO 6 C3D0
PD 3a nepuod ¢ 2015 no 2019 e.

Table 3. Morbidity structure in children (0— 14 years old) with malignant
tumors in the Northwestern Federal District of the Russian Federation for the
period from 2015 to 2019

Localization ICD- 10 Abs no

KocTHblit MO3T

C91-95 2,9
Bone marrow
TonoBHOI MO3r
Brain C71 263 16,0
M C81-85 168 10,2
Lymphomas
KocTn 1 cycraBHbBIE XpsIIn,
B TOM YHCJIE:
Bones and articular cartilage, Cal 2 . 2.8
including:
KOHEYHOCTH
limb C40 48 2,9
JpyTUe JIOKaIr3alun
other localizations C4l 27 16
JPYTUe TUTIbI COeANHU-
TEJIBHOW U MSITKOM TKaHei
other types of connective and 2 83 3,2
soft tissues
TTouka
[ty Co64 113 6,9
3a0pIOLIMHHOE MTPOCTPaH-
CTBO U OprolIMHa
Retroperitoneal space and C48 @l 43
peritoneum
a3
oG C69 53 3,2
HannouyeuHuk
Adrenal gland CIf i Sl
LIuToBunHas Xene3a
Thyroid C73 44 2,7
Tever, c2 32 2,0
Liver
Cepaue
Feart C38 24 1,5
Anannk Cs6 23 1,4
Ovary
Sunuko
Tosticle C62 21 1,3
CnuHHOI MO3T
Spinal cord C72 16 1,0
TMepudepuueckue HepBbI c47 13 0.8
Peripheral nerves >
TTpoune
Others - 22 3,2
Bcezo
Total C00—-96 1640 100

IOCTOSIHHO yJydiaercst. YTo Kacaercs IETCKOro Hace-
JieHus1, To 1o Poccun B cpeagHeM 3TOT mokaszartesib ¢ 2002
mo 2019 r. causumica ¢ 0,49 no 0,22 %, T. e. Gonee yeM
B 2 pa3a, kak u B Cankr-IletepOypre (¢ 0,56 mo 0,23 %)
[16, 23]. B C3®O P® MY Takxke cokparwics g0 0,21.
Ha puc. 3 Bce a1 mpoliecchl IpeacTaBIeHbI OTIEIbHO I
MaJIbYMKOB U IeBOUYEK. SIBHOE CYIIECTBEHHOE CHUKECHUE
BeanuuH MY cBUIETEIbCTBYET O 3HAYMTEIIBHBIX YCIIEXax
B MEPBUYHOM YydyeTe OOJIbHBIX M IOBBIIICHUU KadecTBa
OKa3aHUsI JIeYeOHOM ITOMOIIIN.

Yto KacaeTcsi OTAEIbHBIX TeppuTopuii Poccum, To
camas Bbicokas BenuunHa MY (0,53) 3acbukcupoBaHa



~,

A
Z

2 S

ot

POCCUIACKNIA XXYPHAT

POAOr JETCKOW FTEMATONOIWN u OHKOMOT W // Russian Journal of Pediatric Hematology and Oncology

Manbunkn
Boys

CaHkT-Metepbypr
St. Petersburg

Poccua
Russia

C300 PO
Northwestern Federal
District

2002 2003 2004 2005 2006 2007 2008 2009 2010 2011 2012 2013 2014 2015 2016 2017 2018 2019

AeBouKkn
Girls

CaHkT-Metepbypr
St. Petersburg

Poccua
Russia

C300 PO
Nortgwestern Federal
District

2002 2003 2004 2005 2006 2007 2008 2009 2010 2011 2012 2013 2014 2015 2016 2017 2018 2019
Puc. 3. U1V cpedu demckoco naceaenus Poccuu, Cankm-Ilemepbypea
uC390 PP [15, 16, 20—22]

Fig. 3. Index of accuracy among the children’s population of the Russia,
St. Petersburg and the Northwestern Federal District of the Russian
Federation [ 15, 16, 20—22]

B MOCKBC, YTO B MEPBYIO O4YEPEAb CBA3aHO HE C IVIOXUM
Ka4y€CTBOM IICPBUYHOIO y4y€Ta, a CO CHGHI/I(I)I/IKOfI peru-
cTpanuu norudinmx aereii. Benb MockBa ceromgHst — rjiaB-
HBbIN HOCHTP 110 OKa3aHUIO CHCHI/I&J’[I/I3I/Ip0BaHHOI7[ OHKO-
JIOTMYECKOM ITOMOILM AeTCKOMY HaceyneHuo Poccuu, Tak
KaK B OOJIBIIMHCTBE AIMUHUCTPATUBHLIX TeppI/ITOpI/Iﬁ
HCBO3MOXHO OKa3aTb Ka4€CTBCHHYIO CIHCIMAIN3NPO-
BaHHYIO IIOMOIIb 3TOM TPYIIIIE HACEJICHUS U3-3a KpalHe
MaJIoro ymcija BO3HUMKAIOIUX CJI1y4yacB 3a00J1eBaHUIT 1IN
13-3a ITOJIHOT'O UX OTCYTCTBUA.

CMepTHOCTD JieTeii 0T 3JI0Ka4eCTBEHHbIX HOBOOOPa30Ba-
HUMH

B T1abn. 4 npencrtaBieHbl CpaBHUTEIbHbIE TaHHbIE
cMepTHOCTH neTrckoro HaceiaeHus: (0—14 mer) or 3HO.
Boicokue nokazatenau B CaHkT-IleTepOypre MoXHO 00b-
SICHUTB HE TOJIbKO 00JIee KaUeCTBEHHBIM IMIEPBUIHBIM yUe-
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TOM OOJIbHBIX, HO M CIIeHUMUKOI perucTpaludy MpUuIruH
CMepTH. B COOTBETCTBUM C TTOJIOKEHUEM O PETUCTPAIluN
YMEPILIUX, IeTH, KaK W B3POCIIbIE, IIPUEXaBIINE JIEUNUTHCS
B HallMOHAJIbHBIE U (DemepaabHbIe IIEHTPHI TOPOIa, B CITy-
yae THOENIM PEeruCTPUPYIOTCS 1Mo MecTy cMmeptu. I1ogo6-
HbIe 3aKOHOMEPHOCTHU XapaKTePHBI U 11 MOCKBBI.

B Tabn. 5 mpencraBiieHbl JaHHBIE O CMEPTHOCTHU
nerckoro HacejleHuss C3®O P® or 3HO. ExeromHo
B JaHHOM ¢eaepasbHOM okpyre oT 3HO morubator
80—90 mereit. Cpemu merckoro Hacenenus (0—14 mer)
0Ko0J10 70 60JBHBIX, Cpear MoapocTkoB — 15—20 [15].

Ha 1-m MecTe B CTPyKType CMEPTHOCTH HAXOISITCS
3HO ronosHoro Mo3ra (C70—72) — Ha UX J0I10 MPUILLJIOCH
32,91 % Bcex ciayuaes, Ha 2-M MecTte — 3HO numdaruye-

Ta6muua 5. Cmpyxmypa cmepmuocmu demeii (0— 14 1em) om 3HO ¢ C3DO
P® 3a nepuoo ¢ 2015 no 2019 e.

Table 5. Structure of children’s mortality (0— 14 years old) in Northwestern
Federal District of the Russian Federation in 2015—2019

IToka3arenn
Indicators

Abc.
HOK”F”FM 9UCII0
Localization Abs. no | H2 100 000
per 100,000

Bce 3HO
All malignant tumors CLL-2e | ol e 50
JIumdartrueckast 1 KpoBe-
TBOPHAs TKaHb, B TOM YHCJIE: .
Lymphatic and hematopoietic = 2 C M2
tissue, including:

AMMAOMEL c81-86 27 0.1 3,78

lymphomas

Lo C91-95 195 0,77 27,31

leukemias
g"”‘.’BHOﬁ Mot C70-72 235 0,91 32,91

rain
Me3soTenuaabHble U MITKIE
TKaHU C45—-49 110 0,44 15,41
Mesothelial and soft tissues
Koctu u cycraBHBIE XpsITiin
Bones and articular cartilage Ll el +3 Lls 6.0
ITouka
iy C64 18 0,07 2,52
Jpyruie opraHbl JbIXaHUSI C30, 31,
Other respiratory organs 37-39 1& 0L 2l
Jlesery 2 12 005 1,68
iver

Ipotine - 57 022 798
Others ’ ’

Ta6muna 4. Cuepmuocms demeii (0— 14 2em) om 3HO ¢ Poccuu, C3PO PP u Canxkm-Ilemepbypee ¢ 2019 . [22]
Table 4. Children’s mortality (0— 14 years old) in Russia, Northwestern Federal District of the Russian Federation and St. Petersburg in 2019 [22]

O6a noaa
Both genders

Cmanoap-
mu308aHHbLI
nokazamens
Standardized
rate

Teppuropus
Territory

Ipyb6utii no-
Kasameap
“Crude”
rate

Abc.
uucao
Abs. no

Poccus

Russia 73 i

C300

Northwestern Federal District i 30 3,10
Mocksa 113 6,14 6,17
Moscow

Cankr-IletepOypr 36 4,42 4,45

St. Petersburg

Abc.
uucao
Abs. no

MalbunKu JleBoUKH
Boys Girls

Cmandap-
MUu308aHHbLIL
nokasamenv
Standardized
rate

Cmandap-
mu3068anHblil
nokazamenw
Standardized | Abs. no
rate

Ipy6uuii no-
Kazamens
“Crude”
rate

Ipy6uuii no-
Kasameas
“Crude”
rate

3,13 300 2,45 2,45
2,83 2,83 37 3,36 3,38
7,7 7,71 40 4,47 4,53
3,58 3,64 21 5,30 5,32
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CKOIf 1 KpoBeTBOpHOIi TKaHeit (C81-96) — 31,23 %, us
HuX Jeiiko30B (C91-95) — 27,31 %, Ha 3-m mecte 3HO
Me30TeIMalIbHBIX U MATKUX TKaHei (C45—49) — 15,41 %,
Ha JI0JII0 OCTaJIbHBIX OITyXOJI€il MPUIUIOCHh 3HAYUTEIbHO
MEHBbIIIE CMEPTEN.

CraHIapTU30BaHHbIE MOKA3aTeIu CMEPTHOCTU JeTeil
(0—14 nmer) Ha oba moyia YACPXMBAIOTCS B IIpeaesiax
3,0%» CPEIM TTOAPOCTKOB Ha 60JIee BHICOKOM YPOBHE —
B ripezenax 4,0%,-

B 1ab6i. 6 npeacTaBiieHa AMHAMUKA CMEPTHOCTH JeTeil
(0—14 ner), noru6umx or 3HO B C3DO PO.

Tabmima 6. Juuamuka cmepmuocmu demckoeo Haceaenus (0—14 nem)
6 C300 PO, CO0-96[15, 16, 20—22]

Table 6. Dynamic of children’s mortality (0— 14 years old) in Northwestern
Federal District of the Russian Federation, C00—96 [ 15, 16, 20—22]

AOGCOJIIOTHBIE YHCIA
Abs. no

Tonst O6a rosa Masbunku JleBouku
Years Both genders Boys Girls
2010 57 26 31
2015 76 44 32
2017 74 40 34
2018 67 41 26
2019 70 33 37
Cmanodapmusoeannste noxazameau (na 100 000)
Standardized rates (per 100,000)

Tonwt 0O6a nona Manpuuku JleBouku
Years Both genders Boys Girls
2010 3,13 2,81 3,48
2015 3,61 4,07 3,12
2017 3,33 3,51 3,15
2018 2,99 3,56 2,39
2019 3,10 2,83 3,38

IToroauynas JieTaJbHOCTD

B/1 ITPP Ha ypoBHe (heaepalbHOTO OKpyTa IO3BOJISIET
M3Y4YUTh 3aKOHOMEPHOCTb THOENN OOJIbHBIX Ha KaXIOM
atare u3 10 et HaxXOXIeHUS MO IUCITaHCePHBIM HA0JTIO-
nenuem [1, 10, 11, 23].

Hns stoit uean Mol oroopanu u3 b1 [TPP C3P0 PO
4956 nepBUYHBIX OOJIBHBIX, YYTEHHBIX 3a nepuox ¢ 2000
1o 2009 r., B oM unciie 2700 Maab4rKOB 1 2256 1eBOYEK.
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O6a nona
Both genders
15
10

0 - B e e

1 2 3 4 5
logbl
Years

6 7 8 9 10

Manbuukn
Boys
15
10

o F |
o I s -
1 2 3 4 5
logbl
Years

I
6 7 8 9 10

NeBoukn
Girls
15
10

o . e e
1 2 3 4 5 6 7 8 9 10
logbl

Years
Puc. 4. lloeoduunas semanvhocmo demeii (0—14 nem), ooavhoix 3HO,
6 C3D0 PD ¢ 2000—2009 ee.
Fig. 4. Year-by-year lethality of children (0— 14 years old) with malignant
tumors in Northwestern Federal District of the Russian Federation in 2000—
2009

Ha nepBom romy nmoru6au 12,8 % neteii, U3 0CTaBILIKMX-
csl B XKUBBbIX Ha 2-M rony — 7,7 %, Ha 3-M — 4,2 % u T. 1.
OtmMmedeHo 2 BCIjiecKa YPOBHS JIETaIbHOCTH Ha 7-M roay
HabmogeHus u Ha 10-m. K koHIy u3yyaemoro repuoja
B >KUBBIX OCTaIuCh 24,3 % ManpuukoB u 25,5 % neBouek,
XOTS K 5-My Tofy HaOMIOAeHUS X ObLIO COOTBETCTBEHHO
47,4 % u 46,8 % (puc. 4). B tabn. 7 npeacrasieHa pa3Bep-
HyTas nH(opMmaius U3 puc. 4.

B mocaenyroiye mnepuoanl Mmoka3aTeau MOTOAMYHOMN
JIETaJTbHOCTU Ha KaXXIOM TOAy HaOMIOICHUST 3HAYUTE/Ib-
HO CHU3WJIMCh, OJHAKO BO3MOXHOCTH IPOCICAUTH 3TOT
npouecc nasg 3adojieBInx, Hanpumep, B 2015—2019 rr.
nosiButcs He paHee 2030—2032 rr.

BaxxHo otMeTuTh, 4yTo K 2018 T. 1IeTaIbBHOCTH OOJTBHBIX
Ha mepBoM roay HaoOmogeHus B C3M0O PO cHuswmiack
¢ 16,5 % 82000 1. 10 9,6 % nnu Ha 41,8 %.

Ta6muua 7. [loeoduunan aemanvrocms demeti (0— 14 1em), 6oavrbix 3HO, ¢ C3P0 PD ¢ 2000—2009 ee. B/ [IPP C3P0 PD

Table 7. Year-by-year lethality of children (0— 14 years old) with malignant tumors in Northwestern Federal District of the Russian Federation in 2000—2009.
Database of the population cancer registry of the Northwestern Federal District of the Russian Federation

Ilepuon HaO/oeHNs, TOIBI

Observation period, years

1 2700 13,0
2 2080 8,5
3 1697 3,9
4 1469 2,9
5 1280 2,5
6 1135 2,0
7 979 2,2
8 851 1,1
9 750 0,9
10 655 1,1

006a nosa MalbuuKu JleBouKH
Both genders Boys Girls
Jlemaavnocmo
Lethality

Abc. wucao Jlemaavnocmo Abc. wucao Jlemaavnocmo A
Abs. no Lethality Abs. no Lethality Abs. no

Hucao

2256 12,4 4956 12,8
1698 6,7 3778 7,7
1404 4,6 3101 4,2
1201 32 2670 3,0
1055 1,7 2335 2,2
933 0,7 2068 1,4
829 1,4 1808 1,8
725 0,7 1576 0,9
640 0,3 1390 0,6
575 0,4 1230 0,8
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BriBoapl
Takum obpa3oM, MPOBEAECHHOE HCCIEIOBAHUE BbIS-

Bwio B C3MO PP npoposkaromuiics pocT 3aboseBae-
moctu aeteii 3HO, cTaOuIbHBIN YpOBEHb CMEPTHOCTH,
CHIDKEHHUE YPOBHSI JICTAJIbHOCTU OOJIbHBIX Ha KaXXIOM
rojy HaOJIONeHMSs, 3HAUUTEIbHOE YJIyYlleHHe KauyecTBa
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ydeTa TMEepBUYHBIX OOJBHBIX M ITPOBOIMMBIX JIEUYCOHBIX
MEPOIIPUITUIA.

JleTanbHBII aHAIN3 BbIKMBAEMOCTU JeTeii, 3a00JeB-

mx 3HO, ¢ yueTom nosna, cranuu 3adoeBaHus (1151 CTa-
nupyembix 3HO) 1 o oTAeIbHBIM JIOKATM3ALMSIM OITyX0-
JI1 OyJeT TpeacTaBieH B CeAYIoNIei Hallleil padoTe.
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Beeodenue. Onyxoau neuenu cocmagasrom 1,1 % écex eénepgvie gvisigaeHHbIX H08000pazoeanuil y demeil. Pedkocms danHoi namonoeuu
obycnoseaueaem mpyonocmu OuggepenyuanrvHoll ouasHocmuxku. B nacmoswee epems maenummno-pesonanchas momoepagus (MPT)
A6AAEMCSL OCHOBHBIM U CAMbIM NEPCHEKMUBHbIM Memo0oM OUACHOCMUKU 3a001e6aHuUll neweHu. B naweil pabome Ml pewiuny npogecmu
KOAUHECMBEHHYIO OUEHKY OAHHbIX IN020 UCCACO08AHU.

Ileav uccaedosanus — onpedenerue 803MOICHOCHEl KOAUYECMBEHHOU OUeHKU OanHbiX mMyavmunapamempuueckoil MPT 6 dughge-
PEeHYUanbHoll duaeHocmuke 000poKa1ecmeeHHbIX U 310K a4ecmeenHblx Hoeooopazosaruii (3HO) neuenu y demeii.

Mamepuaavt u memoowt. Obcredosanvt 133 nayuenma c 307 obpazoseanusmu nevenu 6 gozpacme om 5 mecsauyee 0o 20 rem. Bcem 60abHbIM
nposodunacs MPT na evicokononshoix MP-annapamax ¢ ucnonv308anuem 6HeKAeMOYHO20 KOHMPACMHO020 Npenapama, 6KAI04aAeulas
T2-636euiennvle uzobpasicerus ¢ nooagieHuem u 6e3 no0asaeHus CUeHaAa om HCUposoli MKanu, Ouh@y3uoHHo-836euleHHble U300paicerus
¢ A8MoOMamu4ecKum pacuemom Kapm uzmepsaemozo kodggpuyuenma ouggysuu, T1-636ewenHvie uzo00padicenus ¢ nodasieHuem cueHaia
OM HCUPOBOI MKAHU 00 U NOCAe 88e0eHUsi KOHMPACIMHO20 NPpenapama (6 apmepuantvHyio, NOpMaibHy, 6eHO3HYIO U OMCPOUEHHYIO (ha3bl).

bbviau nosyuernv Koaunecmeeruvle XapaKmepucmuky U3MeHeHUs. UHMEHCUBHOCMU CUSHANAA 6 0Ydaze NOPAMICeHUs, UHMAKMHOU napeHxume
neueHu, cenezerke, nouke, aopme, Huxycreil noaoi eene (HIIB).

Jlas  Hueeaupoganus GAUAHUS GHEUWHUX (DAKMOPO8 NOAb308AAUCL He AOCOAOMHbIMU 3HAYEHUSMU UHMEHCUBHOCMU CUeHAAd,
a COOMHOUEHUSAMU. 04ae/UHMAKMHASA NAPEeHXUMA NeHeHU, o4az/nouKa, ouae/aopma, ovae/ceaesenka, owae/HIIB. Jlisa kajcdoeo ouaea
paccuumosleanocs 5 koagguyuenmos 6 Kaxicooi u3 nocaedosamenvHocmeli, 3a UCKAO4eHUeM nayuenmos (n = 4) nocae cnaeHskmomuu,
¥y Komopuix paccuumoléanu 4 koagppuyuenma. Kpome moeo, 05 u3o6paicenuil, noay4eHHbiX nocie gedeHus KOHMpPAcmHo2o npenapama,
BbIMUCAAAU OMHOWEHUS] CUSHANA HA NOCMKOHMPACMHBIX U300pAXNCeHUsX K Hamuenol ¢asze. B nodcuem Oviiu exaoueHvl makue
KoauvecmeeHHbvle napamempsl, KAk MaKkcUMAaabHulil pasmep onyxoau, ee 00sem U 603pacm nayueHma.

Onyxoau 6viau npedcmasaensl dodpoxauecmeennvimu (n = 139) u 3noxauecmeennvimu (n = 169) obpasosanusmu.

Juaenoz ecex 3HO u uacmu 0dodpokauecmeeHHbIX noomeepiicoeH Mopghosoeuuecku, 0odpokauecmeeHHblx — ¢ nomowwpto MPT
C BHYMPUBEHHbIM KOHMPACMUPOBAHUEM U OUHAMUYECKO020 HAONI00eHUS.

Pesyavmamut. Boira nocmpoena mamemamu4eckas mooens:
A= 1/(1+e?), ede

Z=6,25019 + 1,03132% § + 1,30077 % P, — 0,00459 x DC, + 4,01375 x P, — 2,05533x P, .
Posin— 1591047 P

del5 le/k del5 le/a’
Modenb ungpopmamuena u cmamucmuuecku docmosepua (p < 0,001). Ilpu 3nauenuu A > 0,5 credyem cuumams, umo ucciedyemvlii ouae
umeem 3n0Kauecmeennyio npupody, ecau A < 0,5 — obpazoseanue dobpoxauecmeentoe. Yyecmeumensrnocms u cheyuguuHocms modeau
cocmasuau 0,947 u 0,917 coomeemcmeeHHo.

—2,55823 % P, + 7,56980 x

ort le/k

Bbieodvl. Mamemamuueckas modenb no360isem ¢ blCOKOU CMeneHvld UH@OpMamusHocmu OuggepeHuuposams 310Ka4eCmeeHHble
U 006poKauecmeeHHble 00PA308aHUSL, HMO S6AAEMCS NPUOPUMEMHOL 3a0aueil npU 8bis6AeHUU 008eMHO20 00PA308AHUS 6 NeYeHU.
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Differential diagnosis of benign and malignant liver tumors in children using the method of quantitative
assessment of multiparametric magnetic resonance imaging data
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Introduction. Liver tumors account for 1.1 % of all newly diagnosed neoplasms in children. The rarity of this pathology causes difficulties in
differential diagnosis. Currently, magnetic resonance imaging (MRI) is the main and most promising method for diagnosing liver diseases. In
our work, we decided to quantify the data from this study.

Purpose of the study — determination of the possibilities of quantitative assessment of multiparametric MRI data in the differential diagnosis
of benign and malignant liver tumors in children.

Material and methods. 133 patients with 307 liver lesions aged from 5 months to 20 years were examined. All patients underwent MRI on
high-field MRI machines using an extracellular contrast agent, which included T2 weighted images with and without suppression of the signal
from adipose tissue, diffusion-weighted images with automatic calculation of maps of the apparent diffusion coefficient (ADC), T'1 weighted
images with suppression of the signal from adipose tissue before and after the introduction of a contrast agent (in the arterial, portal, venous
and delayed phases).

Quantitative characteristics of changes in signal intensity in the lesion, intact liver parenchyma, spleen, kidney, aorta, and inferior vena cava
(IVC) were obtained.

To level the influence of external factors, we used not the absolute values of the signal intensity, but the ratios: lesion/intact liver parenchyma,
lesion/kidney, lesion/aorta, lesion/spleen, lesion/IVC. For each lesion, 5 coefficients were calculated in each of the sequences, with the
exception of patients (n = 4) after splenectomy, in whom 4 coefficients were calculated. In addition, for images obtained after the injection
of a contrast agent, the ratios of the signal on post-contrast images to the native phase were calculated. Quantitative parameters such as the
maximum size of the tumor, its volume and the age of the patient were included in the calculation.

Tumors were represented by benign (n = 139) and malignant (n = 169) formations.
The diagnosis of all malignant neoplasms and some benign ones was confirmed morphologically, benign ones — using MRI with intravenous
contrast and dynamic observation.
Results. A mathematical model was built:
A= 1/(1+e?), where

Z=6,25019 + 1,03132% S + 1,30077x P, — 0,00459 x DC, + 4,01375x P, — 2,05533x P, .
P 15,91047% P

delSle/k del5 le/a"
The model is informative and statistically significant (p < 0.001). If A > 0.5, it should be considered that the studied focus is of a malignant
nature, if A< 0.5, the formation is benign. Model sensitivity and specificity were, respectively, 0.947 and 0.917.

—2,55823 % P, + 7,56980 x

ort le/k

Conclusion. The mathematical model makes it possible to differentiate between malignant and benign formations with a high degree
of informativeness, which is a priority task in detecting a mass formation in the liver.

Key words: magnetic resonance imaging, oncology, pediatric, liver lesions, radiodiagnosis, hepatoblastoma, haemangioma,
hepatocellular carcinoma, focal nodular hyperplasia
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BBenenne

ExeronHo B Mupe peructpupyercss 175 Thic. HOBBIX
CIyJaeB 3JI0OKAYeCTBEHHBIX HOBooOpasoBaHuii (3HO)
y neteit B Bo3pacte oT 0 mo 15 met. Cpeayt HUX OIyXOJIn
rneyeHu cocTaBisioT 1,1 % Bcex BIepBble BbISIBJICHHbBIX
HoBooOpa3oBaHuii [1—3]. Hanbonee yacTo BcTpeyaromm-
ecsl 3JI0KaueCTBEHHBIC OIYXOJIM TeYCHM y IeTei — rerma-
TOOJIACTOMA, TEeNaTOLC/UTIOJISIPHBI paK, Cpeau IT00po-
Ka4eCTBEHHBIX — TeMaHrmoMa, (hoKaJabHasl HOMYJISIpHAs
ruriepruiasus [2, 4—6].

PenkocTh maHHOI TTATOJIOTUH 00YCIOBIMBACT TPYIHO-
ctu b epeHIINaTbHO IMarHOCTUKNA. MaJjio BcTpedaro-
IIKecsl ¢ TaHHOW IaTOJIOTHEH BpauyM 3a4acTyl0 HE MOTYT
MMPaBUJILHO OIPEACINTh IIPUPONY 3aboJIeBaHUS, UTO
MIPUBOINUT K IOIOJHUTCIBHBIM UCCICAOBAaHMSIM M JaXe
HEHYXXHbBIM OIlepaTUBHBIM BMellaTeabcTBaM [7]. Bee aTo
HE TOJIBKO YXY/IIaeT 3M0POBbE MallieHTa, HO U B OTIEIIb-
HBIX CIyYasxX MPUBOMUT K JOMOJHUTCIHHBIM (PMHAHCO-
BBIM 3aTpaTaM.

B HacTosiiiee BpeMsi MarHUTHO-pPE30HAHCHAsT TOMO-
rpacdust (MPT) sBisieTCSI OCHOBHBIM M CaMbIM TIEPCIIeK-
TUBHBIM METOAOM IMAaTHOCTUKM 3a00JIeBaHMI TIEYCHH |8,
9]. CoBOKYITHOCTh COBpeMEHHBIX MeToIUK MP-nccneno-
BaHUS TIO3BOJISICT HE TOJBKO BBISIBUTH OITyXOJIb M OTIA-
JICHHBIC METAacTa3bl, HO M OIICHUTH CTPYKTYPY OITyXOJIU
(HanuuuMe TPOMYKTOB OWoOAerpajalii TreMOTJIO0MHa,
KUPOBBIX BKIIOYCHUI U T. J.), YTOUHUTHh B3aMMOOTHO-
IIEHUSI C COCETHUMHU CTPYKTYpaMM, CYIUTh O THUIIE KPO-
BOCHaOXXeHUsI 00pa30oBaHUs U Ap.

HecMoTpss Ha akTWBHOE pa3BUTHE COBPEMEHHBIX
METONOB OWATHOCTMKH, HEPEAKO CJOXHO IIPaBIIBHO
IIOCTaBUTh [HWATHO3, WCIOJB3YSI TOJBKO KadeCTBCH-
Heie MP-nipusnaku [10]. TTosTomy B Hamieil pabote MbI
PEIINIA TIPOBECTH KOJWYECTBEHHYIO OLICHKY HaHHBIX
MP-nccinenosanus.

MHorue aBTOpPHI MTOAYEPKUBAIOT 3HAYCHHE WMEHHO
KOJIMYCCTBEHHOM OILIEHKM MTAHHBIX IJIS OIyXOJIeil pas-
JIMYHBIX JIOKAIN3AINi, OMHAKO B OOJBIIMHCTBE UCCIIEI0-
BaHWI OIICHWBAIOT JIUIIIb KOJWYCCTBEHHBIC TTOKA3aTeIIN

KOHTPACTHBIX M300paxkeHUI WIM H3MEepsSeMOro Kod3d-
¢unmenrta muddysun (MK) [11, 12]. Mcroas3oBaHHAs
HEKOTOPHIMU aBTOpaMM METOAMKA W3MEpPEHUs KOJMJe-
CTBEHHBIX ITOKa3aTeseil Bo Becex pexkumax MP-uccieno-
BaHUs TEYEHU T103BOJIMJIA HAM pa3paboTaTh 0ojiee 00b-
eKTUBHBII MeToa nuddepeHINATbHON TUarHOCTUKY JIJIST
TeauaTpuIecKrX nauneHTos [8, 13, 14].

[To HamemMy MHEHMIO, MCIIOJIB30BaHNE MaTeMaTHIe-
CKOIf MOJIETH TTO3BOJIUT IIPOBOIUTH TOYHYIO TUaTHOCTUKY
00pa3oBaHWl TeyeHu y AeTei Aaxe creuraiucram 6e3
JMOCTATOYHOTO OIThITA PaOOTHI B 3TOI 00JIACTH.

Ieap wccaemoBanus — OIpeneICHUE BO3MOXHOCTEH
KOJIMYCCTBEHHOM OIIEHKM MAaHHBIX MYJIbTUIIapaMeTpuye-
ckoii MPT B mnddepeHnnanbHoOil UarHOCTUKE J100PO-
Ka4eCTBEHHBIX M 3]I0KaYeCTBEHHBIX 00pa30BaHUIA TTICYCHN
y IETEH.

MarepuaJjibl U METOBI

B ocHOBY paOoOTHl eIy HOaHHBIE OOCICIOBAHUS
133 manmeHTOB (MaJIBYMKOB — 73, meBouek — 60) ¢ 307
oyaramu B MeUE€HM, MPOXoaAUBIINX obciaeqoBanue B HUN
JIeTcKoit oHkojorun u rematonorun ®OI'bY «HMMHAI]
onkojorun uM. H.H. binoxuna» Mwun3zapaBa Poccun
(HUM AO0wmI) ¢ 2013 mo 2018 r. Bospact mammeHTOB
BapbUpoBaj oT 3 mecdieB 10 20 JeT 1 B cpeaJHEM COCTa-
Bun 6,1 £ 6 JeT.

KpurepussMu BKIIOYCHMST B UCCIICIOBaHUE OBUT BO3-
pact muammie 20 JieT, HaJW4Yue BIIEPBBIC BBISIBICHHOTO
00pa30BaHMs B IICUCHU.

Cpemn m3ydyeHHBIX odaroB (n = 307) mpeobiama-
JIM 3JI0KA4eCTBeHHbIe IopaxkeHus (169 ouaros, 55 %).
JobpokayecTBeHHbIE o4aru (n = 138) BbIsiBIsLIUCH B 45 %
ciaydqaeB. Y | mammeHTa OTHOBPEMEHHO OIPEIeISINCh
KaK 3JI0KaueCTBEHHBIM Ouar, Tak U J0OpOKaYeCTBCHHBIC
ouaru. ¥ 1 00JIbHOTO B pa3Hble IepUOIbl BpeMEHU BbISIB-
JISUTUCh 1OOPOKAYeCTBEHHBIC 1 3JI0KaUYeCTBEHHBIC TOpa-
JKeHUS TICUCHU.

Hawubosee yacto cpenn 1o06pokadyecTBEHHbIX 00pa3o-
BaHMIT BCTPEYAINCh TeMaHTUOMEI (1 = 83), cpeau 3JI0Ka-
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YeCTBEHHBIX — rernaTobsactoMbl (7 = 74). Pacnipenenenue
04aroB 1o MOPGhOJIOrMYECKUM IUAarHo3aM MpeACcTaBIeHO
B Taom. 1.

Taommua 1. Pacnpedesenue  ouazosvix neweHu  no

eucmonocuvecKum epynnam

nopasceHull

Table 1. Liver lesions histological types

Yucio nauuen-
T08B, 1 (%)
Number of

patients, n (%)

Ilepeuunsie 310xauecmeennvle H08006PaA308aHUS

Primary malignant neoplasms

74 (24,1)

KosmuecTBo
04aros, n (%)
Number of
lesions, n (%)

Ho3onorus

Nosology

[enarobmacroma
Hepatoblastoma

Jlumboma bepkurra
Burkitt’s ymphoma

50 (37,6)

14 (4,6) 2(L,5)
TenarouenmonsipHas KapuuHOMa

Hepatocellular carcinoma Ul

5,7)
®DubponameisipHas KapLiHOMa

Fibrolamellar carcinoma w2

4(3,1)

BNUTeTMONIHASI TeMAHTOIH/IO-
TesanoMa
Epithelioid hemangioendothelioma

4(1,3) 1(0,7)
OMOpHUOHATBHAS capKoMa

Embryonic sarcoma 3(1,0)

3(2,2)

XomaHrnokapuHoMa
Cholangiocarcinoma
Pa6nomuocapkoma (PMC)
Rhabdomyosarcoma
[19Koma

PEComa

Teparoma

Teratoma

2(0,7) 1(0,7)

1(0,3) 1(0,7)

1(0,3) 1(0,7)

1(0,3) 1(0,7)

Bmopuunvte 310xanecmeennste Ho6000pazosanus

Secondary malignant neoplasms
MertacTasbl COTMAHBIX OMyXOJeil 54.(17.,6)
Metastases from solid tumors i

Jlobpoxauecmeennvie onyxoaegoie 00pazoeanus
Benign lesions

15 (11,3)

TemaHrnoma

o 83 (27,0) 18 (13,5)
V3noBas pereHepanys nedyeHu

Nodular liver regeneration S0((LES) 120.1)
DokaibHast HOLYJISIpHasT THITep-

TJ1a3ust 17 (5,5) 17 (12,7)
Focal nodular hyperplasia

MeseHxumanbHasi raMapToMa

Mesenchymal hamartoma L (@ L)
AneHoMa

Adenoma L (02 L(@.7)
Bcezo

Total 308 (100) 133 (100)

Juarno3 Bcex 3HO Ob11 moaTBep:kKaeH MOpGoIornye-
CKH, 10OPOKAYECTBEHHBIX — C ITIOMOIIbIO KOHTPACTHOI'O
MPT-uccneqoBanusi U JUHAMUYECKOTO HAOJIOACHMS
(uepes 1, 6 mec, gajee — KaxIblii rox).

CxkaHUpOBaHME BBIIOJHSUIM Ha BBICOKOIOJIbHBIX
MP-tomorpacax Espree (1,5T) m Skyra (3T) Siemens
(Tepmanust). MccnaenoBaHue TPOBOAWIM C HCIIOJIb30-
BaHUEM HATEJIbHOM KaTyIIKM, KOTOpasl YKJIaJbIBallaCh
Ha XXMBOT IallMeHTa, 3aTeM (UKCHUPOBaANach K CTOJY
C IIOMOIIIBIO CITELIMATIbHBIX KPEIUICHUIA IS YMEHbIICHMS
apTehaKTOB U MPEAOTBpaleHUsI HEIIPOU3BOJIBHOIO CME-
LIEHMS KaTyLIKXA BO BpeMs uccienoBanus. st aydineit
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BU3YAIM3allMM OJHOBPEMEHHO ITOAKJIIOYAId CETMEHTHI
BCTPOCHHOM B CTOJI MHAallMEHTAa MAaTPUYHOM KATYIIKMH.
CoueTaHHOE HMCIMOJIb30BaHUE KaTYIIEK YIy4Ilajgo Kaye-
CTBO HCMOJIb3YeMbIX N300pakeHUIA.

WccnenoBaHue MpoBOAMIOCH B MOJOXKCHUH MallMEHTa
Ha CToJIe Jiexka Ha CIIMHE, TOJIOBOIl B CTOPOHY M30IICHTpa
MarHuTa, PyKU pacioyIOKeHbI BIOJIb TYJIOBHIIA.

IMauuweHTs Maaaiie 3 JeT IPOXOAUIN UCCIeI0BaHue
non riayookoi cemamueit. CrenyanbHasi ITOATOTOBKA
OCTaJIbHBIX OOJIBHBIX HE IMPOBOAMIACH, OTHAKO PEKOMEH-
JIOBAJIOCh MO BO3MOXHOCTU BO3IECPXKAThCS OT IpHeMa
MUIIY 32 2 9 10 UCCIeTOBaHNUS.

Kommiekcnoe MPT-uccienoBanue mainyueHToB ¢ 04a-
TOBBIM ITOpaXKeHUEM TTeYEHH BKIIIOYAIO B CEOST METONUKY
cra"nnaptHoii MPT kuBoTta (c BBIITOJTHEHUEM ITOCTEIO-
BaTeJIbHOCTEN ¢ momaBieHeM MP-curHana ot XXupoBoii
TKaHU), MyJIbTU(ha3HOEe KOHTpAacTUpOBaHUE, IUDDY3U-
OHHO-B3BelleHHbIe n300paxeHus (ABW). Ilapamerpsr
CKaHMPOBaHUsI MMPEICTaBACHBI B TA0. 2.

Hamu ObutM moJrydyeHbI KOJMYECTBEHHBIE XapaKTe-
PUCTMKU M3MEHEHUsS MHTEHCUBHOCTU CUTHAaja B ouare
MopakeHUsI, THTAKTHOM MapeHXUMe TMEeUYeHU, CeIe3eH-
Ke, Mouke, aopre, HuxHell momnoit BeHe (HIIB). Hnsa
9TOr0 B COOTBETCTBYIOIIECH OOJaCTM Ha TOMOIpaMMax
B aKCHAaJbHOI IPOEKIMUHU C TOMOIIBIO IPOrpaMMHOTO
obecrnieyeHusT Tomorpada BBIOMpaau 30HBI MHTEpeca
OKpYIJION MM OBaJIbHOM (popMbI (0KoIO 1 ¢cM B auame-
Tpe), KOpOHapHasi MPOEKIIsI MCIO0JIb30BaIach TOJIBKO JUIS
KOPPEKTUPOBKM PaCIIOJIOXKEHUsT MeToK. Mcciemyembie
30HBI TOJDKHBI OBLTM OBITh MaKCUMAaIbHO OTHOPOIHBIMU
M HE BKJIIOYATh B Cce0S PACIOJOXEHHBIX BOJU3U APYIUX
TKaHeit. [Ipnu olleHKe HaHHBIX o4yara u30erajan KpyrmHBIX
Y4aCTKOB HEKpo3a M KpoBoumanusiHuii. O0JacTb MHTE-
peca B HMHTAKTHON MapeHXUMe IIeYEHM pacroJiaraiu
MaKCUMaJIbHO OJIM3KO K OYary Ijis CHVKCHUS BIMSHUS
HEOIHOPOTHOCTH MAarHUTHOTO ITOJISI X YyBCTBUTEIbHOCTH
katymku (puc. 1). g pacuyeToB UCITOIb30BAIM CPeIHEE
3HaYeHNE MHTEHCUBHOCTY CUTHAJIA B BBIIEJICHHOI 30HE.

Puc. 1. Hzmepenue unmencusnocmu cuenaia 6 ouaze, UHMAKmMHOU NapeH-
xume nevenu, HIIB, aopme, cenezenke

Fig. 1. Signal intensity measurement in lesion, intact liver parenchyma,
inferior vena cava, aorta, spleen

J1J1s1 HUBEJIMPOBAaHUsI BIUSHUS pa3In4yHbIX (pakTOpOB
(YymajseHHOCTb OT M30ILIEHTpa armrapara, HeOTHOPOIHOCTD
MAarHMTHOIO I10Jis1, BIUSHUE (PU3MUECKUX XapaKTePUCTUK
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Tabmina 2. Texnuueckue napamempo: ckanuposanuss MPT neuenu, ucnoavsyemoie ¢ HUH JIOul’

Table 2. Technical parameters of the liver MRI scan used in the Research Institute of Pediatric Oncology and Hematology

ITapameTpbl TR TE Marpuna IToae 0630pa ToamuHa cpe3a
Parameters Matrix | Field of view (FOV) | Slice thickness

T2 B KOPOHAJILHOM TUIOCKOCTHU 3 MM
1500
T2 cor 3 mm
T2 B KOPOHAJIBHOM MJIOCKOCTH C ITOJABJICHUEM CUTHAIA OT KMPOBOI TKAHU 1530 79 384 300 3 MM
T2fs cor 3 mm
T28 a.KCI/IaJIbHOfI TIJIOCKOCTH 1500 79 384 230/279* 3 MM
T2 axial 3 mm
T2 B aK_cnaﬂLHoﬁ IJIOCKOCTH € TTIOaBJICHUEM CUTHAJa OT KMPOBOI TKAHU 1610 79 384 230/279* 3 MM
T2fs axial 3 mm
Tlvi.be B KOPOHAJIBHOI TJIOCKOCTH 43 1,89 320 380 3 MM
T Ivibe cor 3 mm
T1V1_be B a.KCI/IaJILHOI‘/'I TJIOCKOCTH 43 1.89 320 380 3 MM
T vibe axial 3 mm
JBU (b-value — 100 mm?/c, 400 mm?/c, 800 Mm?/c) 3 MM
A (et — HBmn e, 200 Sy, S ) A | Sl 243 S 3 mm

IIpumeuanue. * — pasmep FOV 3asucen om pazmepos nayuenma.

Note. * — FOV size depended on patient size.

COCeIHMX TKaHEH U 1p.) MOJIb30BAIMCh HE a0COIIOTHBIMU
3HAYEHUSIMU MHTEHCUBHOCTU CUTHaJa, a KO3(p(PUILIMEeH-
TaMU: oJyar/MHTaKTHas MapeHXuMa IMeYeHU, oJar/moJka,
ouyar/aopra, oyar/cene3eHka, ouar/HIIB [8, 9].

JIis Kaxkaoro ovara pacCYMTBIBAJIOCH 5 Koa(hdULIM-
SHTOB B KaXIoli U3 MocaenoBaTebHoCTel. MckmoueHne
COCTaBWIM TAlIMEHTHI IIOCEe CIUIEHAIKTOMUM, IS HUX
paccyuThIBanoch 4 KoahGULMeHTa.

3nauenue UMKJI gBuiioch MCKIIOYEHUEM B JAHHOM
clyyae, MOCKOJbKY OH pacCUMTHIBACTCSI HA OCHOBaHUM
psina MMIYJIbCHBIX ITOCJENOBATEIbHOCTE M KOHEYHas
BEJIMUMHA OTHOCUTEJIbHA.

JIOTIOTHUTEIBHO [IJIS1 04aroB B IMOCIEA0BATEIbHOCTSIX,
MMOJYYEHHBIX MOC/Ie BBEACHUSI KOHTPACTHOTO Ipernapara,
ObUIM cIeJIaHbl HOPMUPOBKM K HATUBHOM cepuM (HaTUB/
apTepuaibHas, HaTUB/MOpTajdbHas U T. 1.), B KaueCTBE
JIOTIOJTHUTEJIbHBIX KOJIMYECTBEHHBIX ITapaMeTPOB IIPUMe-
HSIMCh MaKCUMaJIbHBIA pa3Mep ovara, ero oobeM 1 BO3-
pacT malueHTa.

PesynbraThl BceX KayeCTBEHHBIX M KOJUYECTBEH-
HBIX XapaKTepUCTUK OYaroB B BHUAC KOJa 3aHOCUINCH
B CIIeIIMaJIbHO pa3pab0TaHHYIO 0a3y JaHHBIX B IIpOrpam-
Me Microsoft Excel u3 nakera Microsoft Office 2016.

Jnsa mpoBeneHUsI CTaTUCTUYECKOIO aHaJIM3a M MOJie-
JIMPOBAHMS UCIIOJIb30BAJICS TIEPCOHATBHBIN KOMITBIOTEP.
B ucciaenoBaHuM NMpUMEHSIIN MaKEeThl TPUKIAIHBIX TTPO-
rpamm StatSoft Statistica for Windows, Microsoft Office
2016 ¢ nonoaHeHuem XLStat.

J17151 BBISIBJICHUST TOCTOBEPHOCTH Pa3IMIMil MEX Iy rapa-
MeTpaMu TpUMeHsUICS t-KpuTepuii CThIOIEHTa C yYeTOM
nonpaBky boH(peppoHU, AJIg COCTaBlIeHUs TUArHOCTUYE-
CKOM MOJIE/IM — MOIIAroBblii 00paTHbINA AUCKPUMMHAHTHbIN
aHaJIu3 TS BBISIBIICHMS HanboJiee 3HaUMMbIX U3 BCEil COBO-
KYITHOCTM JOCTOBEPHO OTJIMYHBIX MapaMeTpoB IS 3JI0Ka-
YECTBEHHBIX M J0OPOKAYECTBEHHBIX OOpa3oBaHUA, Jajee
MOJEJIb CTPOMIACH C TIOMOILbIO OMHAPHOI JIOTUCTUYECKOM
perpeccun. [ecath obpaszoBaHuii (3 m00pOKayeCTBEHHBIX
U 7 310KQYeCTBEHHBIX) ObUIM UCKJIIOUEHBI U3 TTOCTPOCHUS
MOJIE/IN Y IPUMEHEHBI 715 €€ TIOATBEPKIACHUS.

Pe3syabraTsl

IlepBoHauanbHO OblLIa OLIEHEHA JTOCTOBEPHOCTh pa3-
JIMYMI KOJWYECTBEHHBIX IapaMeTpPOB MEXIy I00poKa-
YECTBEHHBIMM U 37I0KaU€CTBEHHBIMU OOpa30BaHUSIMU
(Tabn. 3—5), OCTOBEpPHOCTb OTJIWYMIA OblJIa CKOPPEKTU-
poBaHa ¢ yueToM nonpaBku boHdepponu.

B pesynabraTe molIaroBoro oOpaTHOrO AUCKPUMMU-
HAHTHOTO aHa/IM3a Ul BBISIBJICHUS HanOoJiee 3HAUMMBbIX
M3 BCEH COBOKYITHOCTM IIapaMeTpPOB ObUIM BBIOpaHBI
TaKOBbIE, Aajiee C MOMOIIbI0 OMHAPHOU JIOTUCTUYECKOI
perpeccuu [15] Oblia mocTpoeHa cieayloias MaTeMaTu -
YyecKasi MOJIEIb:

=1/(1+e?), roe

Z =6,25019 + 1 03132 x S +1,30077 x P, . —0,00459 x
DC, +4,01375xP | = —2,05533%P =2, 55823 XP ent
7,56980 x P 15,91047 x P I7ie 9KCITIOHEH-

del5 le/k del5 le/a®
Ta — €, pa3Mep B HauOoJIbIIeM M3MepeHUu — S (B CM),

T2-BU mapamerp ovar/meyeHs — P, 19 UK]I B ouare —
DC,,, mapamerp T1-BHW ouar/aopra — P”e/a, T1-BU apre-
puanbHas asa nmapamerp oyar/mevyeHb — P " T1-BU
noprajbHas (haza mapaMeTp ovar/moyka — PlDo ok 1-BU
oTcpoveHHasd (SMuH) hasaniapamMerpoyar/moyka—P, . - "
T1-BU otcpouyeHHast (5 MumH) ¢hasa mapamerp odar/
aopra—P, . "

IIpu 3nauenuu A > 0,5 ciemyer cuuMTaTh, 4YTO UCCIE-
OyeMblii odar MMeeT 3JI0KAYeCTBEHHYIO IIPUPOLY.
Ecnu A <0,5 — o6pazoBaHMe 1OOPOKAYECTBEHHOE.

Mopnenb nH(GOpPMaTUBHA M CTATUCTUYECKU TOCTOBEpHA
(p <0,001), umeeT BBICOKME TTOKAa3aTeI1 YYBCTBUTECIHHO-
ctu u cnieurduaHocTd — 94,7 % 1 91,7 % COOTBETCTBEH-
HO (puc. 2, Tab1. 6), B TabJ1. 6 JOMOJIHUTEIHHO IIPUBEICHbI
JIpyrye rmapaMeTphl, yKa3blBaloIIe Ha BICOKYIO TMAarHO-
CTUYECKYIO TOUHOCTb MOJIEJIN.

PesynbraThl Obliu moaTBepxkaeHbl Ha 10 oOpasiax,
MCKJIIOYEHHBIX U3 ITIOCTPOCHUSI.

Hwuxe npuBeneHbl nMpuMepbl pacueta KodDUIIMEeH-
TOB.

IManuentka Ne 1 (puc. 3), 16 ner. PMC Bnaranuiia,
clieliMaJbHOE JIeYeHHEe OKOHYEHO roi Ha3an. B mpaBoit
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Tadmmua 3. Jocmoseprocmo pazauvuii 000pOKAHECMEEHHbIX U 310KAYECMBEHHbIX 00PA308AHUL 8 NEYeHU ¢ UCNOAb30BAHUEM KOdPduyuenmos,
CKOppekmuposantbix no nonpagke Bonghepponu

Table 3. Significance of differences between benign and malignant liver lesions using Bonferroni-corrected coefficients

Ouar/mnevyeHb Quar/ceje3eHKa Ouar/mo4ka Quar/aopra Ouar/HIIB
Lesion/liver Lesion/spleen Lesion/kidney Lesion/aorta Lesion/IVC

ITocaenoBareabHOCTb/KO3 () hUIMEHT
Subsequence/coefficient

T2-B3BenieHHbIe n300paxkeHus (BU)

e p <0,000001 »>0,05 »=0,0001 p <0,000001 p <0,000001
T2fs-BU . < ’ < ’
T »>0,05 p <0,000001 p <0,00000 P <0,000001 p <0,00000
Tlvibe p> 0,05 p=10,04 p>0,05 p>0,05 p>0,05
;}EBS A »>0,05 £ <0,000001 £ <0,000001 »>0,05 2>0,05
TT}:;ES;;’};;?”"“” p>0,05 »>0,05 p>0,05 < 0,000001 »>0,05
;}::};j petosa 2>0,05 »>0,05 »>0,05 »>0,05 »>0,05
T1vibe orcpoueHHast, S MMH > 0,05 »>0,05 > 0,05 p=0,0002 p=0,007

T Ivibe delay, 5 min

IIpumeuanue (3nech u B Ta01. 4, 5). Kupnvim wipugpmom ommeuenv: kosgguyuenmot, 3HaueHus KOMOPbIX A0CMOBEPHO PA3AUMAIOMC 0451 000POKaHecmeeH-

Hbix u 3HO.

Note (here and in Tables 4, 5). Bold font indicates the coefficients, the values of which are significantly different for benign and malignant neoplasms.

Ta6aunua 4. /Jocmoseprocms pazauuuil 000pOKa4ecmeeHHbIX U 310KA4eCMBEHHbIX 00PA308AHULL 8 NeYeHU ¢ UCNONb308AHUEM OUHAMUHMECKO20 KOHMPACMHO20

yeunenus, ckoppekmuposanias no nonpasxe bongepponu

Table 4. Significance of differences between benign and malignant lesions in the liver using dynamic contrast enhancement, corrected for Bonferroni correction

Koaddummentst QOuar Ouar/neyenr [ Ouar/cene3enka| Ouar/moyka QOuar/aopra Ouar/HIIB
Coefficients Lesion Lesion/liver Lesion/spleen Lesion/kidney Lesion/aorta Lesion/IVC
HatuBHasi/apTepuanbHast _ _
Native/arterial p>0,05 p=0,0006 p>0,05 p=0,0001 p>0,05 p>0,05
HatuBHasi/mopranbHas _
R p=0,005 p<0,000001 p>0,05 p<0,000001 p<0,000001 p>0,05
HarusHas/BeHo3Hast _ _ -
RS p=0,04 p=0,0003 p>0,05 p=0,0002 p<0,000001 p>0,05
HatuBHasi/oTcpoueHHasi, S MUH —
R, S p=0,04 p>0,05 p>0,05 p>0,05 p>0,05 p>0,05
Tadmaua 5. Jlocmoseprocms pazauuuii no Opyeum KOAUHECMBEHHbIM ROC Curve (AUC=0,967)
napamempam + 3Ha4eHus, CKOpPeKmuposanHvle no nonpasxe bongepponu 1 - _
Table 5. Significance of differences for other quantitative parameters + 09 /,—"
Bonferroni adjusted values 08 g
e e CKOppEKTHPOBAHHOE 110 NONPABKe 07 L
Bondepponu 3Hauenue p - L
Parameter P-value AT 206 .-
Bonferroni-adjusted p-value 3 i
Bospact G 05 e
Age i & 04 g
Pasmep B HanGobIIEM 03 - o
U3MEPEHUN <0,000001 <0,000001 02 | e
Size in largest dimension ’ e
01 L
OO6beM omyXoJu 0,000002 0,0002 L
Tumor volume 0 ‘ ‘ ‘ ‘ ‘
0 02 04 06 08 1
Curnan UK/ B osare g 400005 <0,000001 Specificity

ADC signal in the focus
|

JoJie IeyeHu ovar 1 cM B auameTpe, cja1abo TMIepUHTEH-
cuBHbIll Ha T2-BU, He umeromuit orpanmnderust nuddy-
3MH, aKTUBHO HAKAIUIMBAIOIINUI KOHTPACTHBIM IIpenapar
B apTepHaabHYyIO (asy.

Z=6,25019+1,03132x1+1,30077 x 1,64 —0,00459 x
1320 +4,01375x% 0,82 —2,05533%x2,13 —2,55823 x 0,71 +
7,56980 x 0,66 — 15,91047 x 0,78 =—6,961232

A= 1/(1+e%%1232) =(,0094703

A<0,5, cnegoBarebHO 0Opa3oBaHNe UMeEET J0OpOKa-

yecTBeHHYIO Ipupoay. C y4eToM OTCYTCTBUSI TUHAMMKHI

Puc. 2. O6was ROC-kpusas @ynkuyuu noayvenuvix MP-dannbix ough-
pepenyuanbHoil QUacHOCMUKU 310KA4eCIMBEHHbIX U 000POKaA4ecmeeHHbIX
obpaszosanuii

Fig. 2. Overall ROC-curve of the function of the obtained MR data for the
differential diagnosis of malignant and benign lesions

Ha IPOTSDKEHMU 3 JIeT JaHHOe 0Opa3oBaHUE, BEPOSITHO,
SIBJISIETCSI Y3JIOM pereHepaluim.

IMauument Ne 2 (puc. 4), 13 net. BnepBbie BhISIBICHHOE
obpaszoBaHue. B 1eBoit qone neyeHu ovar 1 ¢cM B guame-
Tpe, cllabo TurnepuHTeHCUBHBIN Ha T2-BU, nmeromumit
orpannyeHus augadysuun, ciado HaKarJIMBalOIIUNA KOH-
TPaCTHBII IperapaT B BEHO3HYIO (hasy.
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Tabmna 6. Hugopmamusnocms modeau dughghepenyuanvhoii duaeHocmuxu
000pOKA1eCMBEeHHbIX U 310KAYECMBEHHbIX — NOPAJICCHUll  neueHu
€ UCNONb308AHUEM BHEKACMOYHO20 KOHMPACHHO20 NPenapama

Table 6. Informativeness of the model of differential diagnosis of benign and
malignant liver lesions using an extracellular contrast agent

ITapamerp 3Havenune d e L
Parameter Value rpanuna, 95 % rpanuna, 95 %
Lower limit, 95 % | Upper limit, 95 %
GUBCIBMTEILHOCT 0,947 0,887 0,978
ensitivity
CrieunuIHOCTh
S 0,917 0,855 0,954
JIOXKHOTOIOXUTETb-
HbIE Pe3YyJIbTaThl 0,083 0,037 0,130
False positive
JloxHooTpHLIaTETb-
HbIE Pe3YyJIbTaThl 0,053 0,012 0,093
False negative

|
Z=6,25019+1,03132x1+1,30077 x 1,72 —0,00459 x
719 +4,01375% 0,87 — 2,05533 x 0,46 — 2,55823 x 0,44 +
7,56980 x 0,5 — 15,91047 x 0,64 = 2,21342232
A =1/(1+e221342232) = (),91430243
A> 0,5, cnenoBateibHO, 00pa30BaHNE MMEET 3TOKAYECTBEH-
Hyto nipupomny. Omyxosb Obuta BeprduiripoBaHa MOphOJIOry-
YECKU: THCTOJIOTMYECKOE 3aKITIOYEHNE — XOJTAHTMOKAPLIMHOMA.
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OO0cyKaeHHe pe3yJIbTaTOB M 3aKII0YeHHe

JuddepeHunanbHas  AUArHOCTUKA  oOpa3oBaHMI
MEYCHU Y IETEH SBISIETCI AEUCTBUTEIbHO BAXKHOMU U aKTy-
anpHOM npoosiemoit [16—18]. C pa3BuTueM TEXHUYECKOTO
OCHAIIIEHUST KIIMHUK BCe OOJIbIIe pabOT aBTOPHI MOCBSILA-
10T HanboJee akTyanbHbIM MeTonukam MPT: JIBU, nuna-
MHYECKOe KOHTPAaCcCTUPOBaHME, crieKTpockomnus [8§, 9, 19].

B coBpeMeHHOM Mupe LIMPOKOE pacIlpocTpaHEeHUE
MOJy4aloT MPOrpaMMbl HCKYCCTBEHHOTO WHTEJIICKTA,
KOTOPBIE TTO3BOJISIIOT HE TOJIBKO MUHUMU3UPOBATh CyOb-
€KTUBHOCTb B IIOCTAHOBKE OMAarHo3a, HO M COKPaTUThb
BpeMsl aHamM3a u3oodpaxenuii [20].

INonyyeHHass HamMu MaTeMaTH4ecKash MOIeIb HMeEeT
BBICOKME TTOKA3aTe/ M YyBCTBUTEIbHOCTHU U CIICITU(DUIHOCTH
(94,7 % 1 91,7 % COOTBETCTBEHHO) U MOXKET CTaTh IIOMOIII-
HUKOM B AuddepeHIInaIbHON TUArHOCTUKE 37I0KAYECTBEH-
HBIX U JOOPOKAYECTBEHHbIX OITyXOJIeii TTIeYEeHU Y AETE.

OpHako MCHONb30BaHME AaHHOU (hOPMYNbI TpeOyeT
OOJIBILIMX BPEMEHHBIX 3aTPaT U B TOBCEAHEBHOM IMPAKTUKE
MPUMEHSTBCSI He MOXeT. PellleHremM JaHHOI TTpoOIeMBl,
Ha Halll B3IJISI, SIBJISIETCSI CO3JaHME COOTBETCTBYIOIIETO
MPOrpaMMHOT0 obecrieueHusI Al padboueli CTaHLIMU, YTO
TO3BOJIUT OCYIIIECTBISATh BHIYMCICHMSI aBTOMAaTUYECKU.

Puc. 3. lTayuenmxa Ne 1, 16 rem. PMC eraeanuwa, ysen pecenepayuu é newenu. MPT 6 akcuanvroil npoexyuu: a — T2-BHU; 6 — T1-BU, apmepuanvhas
asza; 6 — UK/[-kapma. B npaesoii done newenu ouae caabo eunepunmencuensiii Ha T2-BH, ne umerowuii oepanuyenus oug@ysuu, akmueHo HaKanaugaro-

WUil KOHMPACMHbLIL NPenapam 6 apmepuanbHyro pazy

Fig. 3. Patient No 1, 16 years old. Vaginal rhabdomyosarcoma, regenerative nodule. Axial MRI: a — T2W1; 6 — TIW1I, arterial phase; ¢ — ADC-map. In the
right liver lobe there is a lesion, which is mildly hyperintensive on T2W1I, have active with contrast enhancement in arterial phase and no diffusion restriction

a 0

Puc. 4. [layuenm No 2, 13 nem, xonraneuoxkapyurnoma. MPT ¢ akcuanvroii npoekuyuu: a — T2-BU; 6 — T1-BH, senoszuasn ¢aza; ¢ — UK/-kapma. B aesoii
done nevenu ouae crabo eunepurnmencusHolil Ha T2-BHU, umerowuii oepanuuenus ouggysuu, crabo HaKanauarowuil KOHMPAacmHbolil NPenapam 6 6eHO3HYH

pasy

Fig. 4. Patient Ne 1, 13 years old, cholangiocarcinoma. Axial MRI: a — T2W1; 6 — TIWI, venous phase; 6 — ADC-map. In the left liver lobe there is a lesion,
which is mildly hyperintensive on T2W1, have contrast enhancement in venous phase and diffusion restriction
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BBenenue

B Hacrosiee BpemMsi BO MHOTHUX OO0JacTSIX OOIIei
OHKOJIOTUM JOCTUTHYTHI OIpene/ieHHbIe YCIIeXu B Jieue-
HUU, OCOOEHHO B 00J1aCTU MPUMEHEHMS TapreTHOM Tepa-
MUY U COXpPaHEHUM KayecTBa XXM3HU U TPYIOCIOCOOHO-
CTU MalMEHTOB CO 3JI0KAYECTBEHHBIMM OIMyXOJISIMU. DTO
CTajJ0 BO3MOXHBIM Ojaromapsl psimy MpUYMH, OCHOBHOM
U3 KOTOPBIX SIBJISIETCS IPOPBIB B U3YUEHUU TEHETUUECKUX
0COOEHHOCTEll OImyxoJeil, TaK Ha3blBacMasl «MOJIEKY-
JNsipHasa spar». [eHeTUYecKUit M SMUTeHETUYECKUI MPo-
¢unb omyxoJieil, 6e3yCIOBHO, HalleJl CBOE OTpakeHue
U B CEPUM «CHMHMX KHUT» Kiaccudukamuii BcemupHoii
opranuzauuu 3apaBooxpaHeHus (BO3) omyxoneit pas-
JIMYHON JOKanIu3aluu. Bplliednive B MOCAETHUE TOMIbI
(2021-2022 rr.) xknaccuduKalmy U3 U3Ha4YaIbHO TMCTO-
JIOTUYECKUX U UMMYHOTMCTOXMMUYECKUX CTAHOBSITCSI BCE
OoJiee 1 6oJsiee MOJIEKYIIPHBIMU, UYTO MIPEIbSBISIET HOBbIE
TpeboBaHUSI K CIlellMaaucTaM-AuarHocTaM, K OCHallle-
HUIO JIabopaTopuii ¥ UCIIOJb3yeMbIM MeTOAMKAM [1].

B HacTostiiuii MOMEHT HauMHaeT (OPMUPOBATHCS
HOBasi IIpodeccust «MOJIEKYJISIPHOTO MaTojIora» — IIpO-
deccroHana, obnamapIIero KOMIETEHIIMSIMHI TaTojiora
U Ouojora, HeOOXOAUMBIM CIIELIMATUCTOM CTaHOBUTCS
1 OMOMH(OPMATUK, CIIOCOOHBII aHAIM3UPOBATh MACCUBBI
TeHEeTUYECKUX JaHHBIX, BBIUJICHSSI M3 HUX ITPOTHOCTUYE-
CKUe, IPeAUKTUBHBIE U TapreTHble Mapkephl. [TocteneH-
HO PACTYT HAIllM TEXHUYECKUE BO3MOXHOCTU U B PYTUHY
BXOJSIT BBICOKOMOJIEKY/ISIPHBIE METOIbl MCCJIEIOBaHUS
OITyXOJIEBOM TKAaHU U KPOBU MAlIEHTOB.

Metoa JIHK-meTnimpoBanus

MoxxHO cKa3zaTb, YTO HEHPOOHKOJOIMHU <«ITOBE3JI0»
yyTh OoJibllie — eme B 2018 . B pe3yabTaTe MeXIyHapo/I -
HOro MYJIBTULICHTPOBOI'O MCCJIeIOBaHUs ObLla IMpeio-
XKeHa KjaccuguKalus OMmyxoJeil LeHTpaJbHONM HEPBHOM
cuctembl (HHC) Ha ocHoBe JIHK-merunupoBaHus
U TIOAPOOHO Pa3bsICHEHO €€ KJIMHUYECKOe MPUMEHEHUE
[2, 3]. Bonee Toro, ucciaemoBaTenu U3 Xakaeaboepra
JII00E3HO OTKPBUIM JIeTaJIbHBIM OeCIIaTHBIA JOCTYII
K METWISILIMOHHON KjiaccubUKallui, YIPOCTUB aHaIU3
JAHK-MeTunupoBaHus ajisl BceX CTpaH U KOHTUHEHTOB,
YTO C/eJIaJl0 BO3MOXHBIM aHaIu3 Npoduieid MeTUINPO-
Banus JJHK onyxoneit LIHC B Poccuiickoit Penepann
[4]. B Hacrosiiumii MoMeHT Kiaaccudukaius BO3 omyxo-
neit IIHC u xknaccugukauus onyxoyeil Mo3ra Ha OCHOBE

METWISILIMOHHOTO aHaju3a MPUBEIEHblI B IOJHOE COOT-
BetcTBUe [5]. CorjacHO IMAarHOCTUYECKUM KPUTEPUSIM
Tekyuel Bepcun kiaaccudukauuu BO3 onyxoneit [ITHC
ot 2021 r., JHK-MeTunupoBaHue sIBAsIeTCS 00s13aTeNb-
HBIM MCCJIeOBaHWEM JUIS YCTAHOBJICHUS CJICAYIOIINX
JUarHo3oB: nud@y3Hass acTpolLMTOMa ¢ HapylIeHUSIMU
MYB/MYBL, G-34 rauo6inactoMa, nuddysHas rivoma
BBICOKOI CTEMEeHU 3JI0KAYECTBEHHOCTH IeauaTpuye-
CKOro TWUIa ¢ IUMKUM TtunoMm H3 u IDH, nonymapHas
JIMoMa MJIaJeHYeCKOTo TUIIa, IJIMOMa BICOKOM CTeEHU
3JI0KAYECTBEHHOCTU C MWIOMIHBIMUA OCOOEHHOCTSIMU,
actpobiactoMa ¢ HapyuieHuem MNI, raHrauorivomMa
(B CIOXHBIX CyYasix), JecMoriacTuueckass MH(GaHTUIb-
Hasl TaHIJIMOIJIMOMa,/acTpOoLIMTOMA (B CJOXKHBIX CyJasix),
IU33MOpUOILIacCTUYECKAsI HEMPOIMUTEIUATbaHSI OITyX0JIb
(B CIOXHBIX ciyyasx), nuddysHasi TauoHeipoHalbHas
OITyXOJIb C OJIMTOACHAPOIIMOMO-ITOJOOHBIMU OCOOEHHO-
CTSIMU U SIIEPHBIMU KJIacTepaMu, aWLIIpHasl TJIMOHEe i -
pOHAaJIbHAasI OITyX0JIb (B CIOXKHBIX CJIyYasiX), po3eTKO-(Pop-
MUpYIOLLIAsl OMyXoJb (B CIOXHBIX clydasx), auddy3Has
JIEITOMEHUHTIeaJIbHAs TJTMOHEPOHATbHASI OITyXOJIb, LIEH-
TpajibHasi HelipoluToMa (B CJIOXHBIX Clydasix), 9KCTpa-
BEHTPUKYJISIpHAs HeilpoldToMa (B CJIOXHBIX CIyYasx),
JIMTIOHEUpOLIUTOMA MO3XkeuyKa (B CJIOXHBIX CIydasix),
BIEHAUMOMBI 3aIHEN YepermHOi IMKU TPYIIIbl A U TPYII-
el B, MuKconmanuisipHas aieHaAMMoma (B CIOKHBIX CITy-
yasx), cyosneHauMoma (B CJIOXKHBIX Cydasix), MeayJ1100-
nactoma rpynnbl WNT, meaynnoo6aactoma rpyrnsl SHH,
Meay/u100J1acTOMBI Tpynn 3 U 4, aTUNUYecKast TepaTou/I -
HO-padmouaHasl onyxojb (M I AUAarHOCTUKU CIOXKHBIX
CyJaeB UM JUISl ONpeaeeHMs] IPOrHOCTUYECKOM MOJIEKyY-
JISPHO¥ TPYIIIbI), SMOpPHUOHAIbHAs OMYX0Jb C MHOTOPSII-
HBIMM po3eTkaMu, Heitpoomactoma ITHC ¢ akTuBaimeit
FOXR2, onyxons HHC BCOR ¢ BHyTpeHHe! TaHAEMHOI
QyOnuKalMei, omyxojb MapeHXUMbl IMMHEaJbHON Xene-
3bl MPOMEXYTOUHOI Iu(@epeHUNPOBKU (B CIOXKHBIX
ciyyasix), TanuijisgpHasl OIyXojb MUHeadbHON 00JacTu
(B CTOXHBIX CIyYasix), JeCMOILIaCTAYECKass MUKCOMIHAS
OIlyX0Jb MUHeaNbHOI objactTu ¢ mytauueit SMARCBI,
MeJIaHOTUYECKasl 3J0KaYeCTBEHHAs OITyXOJb 000JI0YeK
HepBa (B CJIOXHBIX CIyYasix), 3J10KaueCTBEHHAs! OMyXOJb
obosiouek nepudeprnyeckoro Hepna (B CIOXHBIX Cllyda-
5IX), HEMPOIHIOKPUHHAS OTyX0JIb KOHEUHOIM HUTH (paHee
Ha3bIBaJlach TlaparaHrjinoma) (B CJIOXHBIX CJydasx),
MEHUHIMOMa (B CJIOXKHBIX CIyJasix), MHTpaKpaHUaJIbHast
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capkoma ¢ mytaumeii DICERI; nias O0JbIIMHCTBA OCTaB-
mmxcs onyxojieit [IHC JIHK-meTunupoBaHue oTHOCUT-
cd K 3KeJaTeJbHBIM WM Aaxe kenaHHbIM (“desirable”)
METOJaM TMArHOCTUKU [1].

VauBUTENbHO, CKOJBKUM W3 BBIIICTIEPEUNCICHHBIX
OITyXOJIel, TMaTHOCTUKAa KOTOPBIX, KAK HaM paHee Ka3a-
JIOCh, HE TIPEACTABIISIET CIOKHOCTEH, TpeOyeTCs ITpoBee-
Hue JIHK-meTunupoBaHus.

JHK-MeTunupoBaHue — MHOTOOOCIIAIOIINI METOI,
MMO3BOJISIIONIMI U B HACTOSIIIee BpeMsI OTKPBIBaTh HOBBIC
THUIIBI onyxouieil [6, 7], HEKOTOpbIE M3 HUX €ellle JaxkKe He
BKJIIOYeHHBI B Kinaccugukauuio BO3. [ToBropum, uto psj,
onyxoieir IIHC B HacTos1Mii MOMEHT MOTYT OBITh JMa-
THOCTUPOBaHBI TOJIBKO Ha ocHoBe [IHK-MeTnnupoBanusi.

HccnenoBanne MeTWISIIMOHHOIO KJjlacca pa3paboTa-
HO U BHEJPEHO Ha CETOIHAIIHUIA IEHb HA €AUHCTBEHHOU
mnatdopme Illumina ¢ ucnonb3oBanmeMm Hadopa Infinium
MethylationEPIC BeadChip (Infinium HD Methylation
assay) u mpubdopoB Nextseq550 miu Nextseq550x. YHu-
KaJbHBIM METWISILIMOHHBIN MPOMWIb OIyXOJU CKJIaIbl-
BaeTCs M3 MCCIEIOBaHMSI cTaTyca MeTuiupoBaHust 850
TBhIC. OCTPOBKOB IIUTO3MH-(ochaT-ryaHuH IO BCEMY
reHomy. HaumnHaercst ucciegoBaHue ¢ OUCYIbMUTHOM
KOHBepCUHU, KOTopas IpeBpaiiaet Huto3uH B uenu JHK
B ypalwI MpM YCJIOBUM, YTO IIUTO3MH HEMETUIMPOBAH.
ITocne 6ucynbpuUTHOM 00padbOTKM UCXOIHAS HYKICOTU/I -
Hasl TI0CJIeIOBATEeIbHOCTh COXPaHSIETCs TOABKO B 00JIaCTH
C METWJIMPOBAaHHBIMU OCTaTKaMU IIUTO3MHA. CIenyonium
9TarioM IPOBOIUTCS aMILTUGUKALIUSI MOAMMUIIMPOBAH-
Hoit reHomHoi JIHK ¢ mocnenyrommmu pparMeHTamnuei,
OoCaxkXJIeHNEeM, pecyClieHIMpoBaHUEeM, THOpUAM3aleil Ha
YUIax U CKaHUpOBaHMEM YMIIOB Ha mpubope NextSeq.

KoHTponsiMu KadyecTBa MCClIeIOBaHUS METUJIMPOBA-
Hus JHK cayxkar KauyeCTBEHHBII M KOJIWYECTBEHHBIM
KOHTpoJIb BeiesneHHoi JIHK, aBromaTnyeckuii KOHTPOIb
KayecTBa IOJYYEHHBIX O00€3JIMUYEHHbIX JaHHbIX IIPUOO-
POM ¢ MEeUeHHEM 00pa3IloB IIJIOXOT0 KauecTBa, KOHTPOJIb
Ka4yecTBa METWISILIMOHHOTO KJIacca ¢ IMOMOIIbIO MHACK A
COOTBETCTBHUSI, MCIIOJb30BAaHUE TTO3UTHUBHBIX U HEraTUB-
HBIX KOHTPOJICH U MpOBeAeHNUE MOATBEPKIAIOIINX HCCIIe-
NIOBAHUMN.

B pesynbrate 6marogapsa JHK-mMeTnnupoBaHUI0 MBI
rmojayyaeM HHMOpMALIMIO O METWISLIMOHHOM KJacce
OITyXOJIU, COBITAAOIIEM C IIepeYHEM HO30JIOTUIl B KJlac-
cupukaunm BO3 omnyxoneit IIHC, nHarnsggHo Buaum
KOJIMYECTBEHHbIE HM3MEHEHHS Ha XpOMOCOMax: I1aTo-
THOMOHMYHBIE MJII TE€X WJIM WHBIX OITyXOJiel Heleiuu
U aMITT(UKAITKY, MOXEM OLIEHUTDb CTaTyC METUIMPOBA-
Hust reHa MGMT, no3BosiioIUii Mpeanoaarath OTBET Ha
XUMMOTEPAITUIO TEMO30JI0OMUIOM.

Mertox BbICOKOMpOU3BOAUTEIbHOTO maneapHoro ITHK-
1 PHK-cekBeHHpOBaHuS ClIeAYIOMIEr0 MOKOJIEHHS

K coxanenuto, gaxe knaccugukauus oryxoneit [IHC
Ha ocHoBe MeTumpoBaHus JIHK He Bcerma MoxeT ¢ yBe-
PEHHOCTBIO JUArHOCTUPOBATH OIMyX0Jb. MBI 1O CHX TIOP
CTaJKMBaeMCs C TaK Ha3bIBaeMbIMU «HEKJIaCCUDULIMPYe-
MBIMU onyxoJisiMu». KoHeYHO, ¢ KaXIoil Tocaeayoneit
OOHOBJICHHOI Bepcueil MEeTWISILIMOHHOTO Kiaccuduka-
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TOpa HepacIO3HAHHBIX OITyX0JIeii CTAHOBUTCS YyTh MEHb-
1lIe ¥ C TOSIBJICHMEM HOBOWM BEPCUM MOXKHO TTOBTOPHO
HCCIIeI0BATh paHee HEM3BECTHYIO OMyX0Jb. TeM He MeHee
MOJIy4eHUe IHUarHo3a «Hekjaaccuduuupyemasi OIyXOJib»
CJTYKUT IMOKa3aHUEM K ITaJbHEHIIIeMy NU3YICHUIO OITyXOJIU
MyTEM BBICOKOIIPOU3BOAMUTENLHOTO maHenabHoro JIHK-
n PHK-cekBeHUpoBaHUsI CJIEAYIONIETO ITOKOJICHUS,
TO3BOJISTIONIETO BBISIBUTH HE TOJIHKO NMAaTOrHOMOHMYHBIE
JIJISI TOM MJIA MHOM OITyXOJIM HapylleHus (MyTalluy U CIv-
SIHUSI TEHOB), HO M HAWTW MUIIIEHU JJI TapreTHOM Tepa-
nuu [8—10].

BrBICOKONIPOM3BOAUTEIFHOE CEKBEHUPOBAHUE BKIIIO-
yaeT caeaytonye atansl: BoiaeaeHue JJHK, kouBeprauus
PHK B JIHK, paznenenune nocnenoBatenbHocteit JIHK Ha
(bparMeHTHI ¢ UX MOCJICAYIOIIUM ITPOUYTEHUEM,, aMIUTU (DU -
Kallnio, CYUThIBaHUE (PPAarMEHTOB, UX aHATU3 U XpaHECHHUE
C MCIOJIb30BaHUEM CITeIIMAIbHBIX IIPOTpaMM, OMOMHDOP-
MaTUYEeCKUX METOIOB, CYNIEPKOMITBIOTEPOB 1 XpaHWIMIIA
JAHHBIX.

KonTponb KauecTBa HUCCeA0BaHUS JHK-
n PHK-cekBeHMpOBaHUS OCYIIECTBIISIETCS 4Yepe3 Kaue-
CTBEHHBI M KOJUYECTBEHHBII KOHTPOJb BBIIEICHHBIX
HOHK u PHK, xoHTposb MOKa3aTes 1eJTOCTHOCTH (CTe-
neuun perpaganuu) JHK n PHK, xoHTpons kadyecTBa
MOJYYEHHBIX OMOJMOTEK C OLIGHKON KOHIIEHTPAIluU
W JJIMHBI OUOJIMOTEK, KOHTPOJIb KayecTBa IMOJYyYEeHHBIX
JAHHBIX C OIIEHKOU CPETHEro MOKPHITUS, MUHUMAJIBHOTO
TMOKPHITUSI JIFOOOTO IIeJIEBOTO pPEervoHa, MMHMMAaJIbHO-
IO KOJMYECTBA IIPOYTCHUM C MyTalMEW U OTCYTCTBUSI
HEIOKPBITHIX HYKJICOTUIOB B ITaHEIW, MCIIOJb30BaHME
TMO3UTUBHBIX M HETaTUBHBIX KOHTPOJIEH M TIPOBEICHME
TMOATBEPXKIAIOIINX UCCACTIOBAHUIA.

MeToapl MANIMHHOTO OOYYeHHS KAaK TOMOUIHHUKH
B IMATHOCTHKE OIMyXOJIei

WcKycCcTBeHHBI HMHTENICKT ITOMOraeT B JMAarHoC-
TUKE OIyXOJiel MO3ra: ¢ IMOMOIIbI0 IU(PPOBOI TAaTOJIO-
TMU U HaIlMCaHMS CIIeIIMaIbHBIX IIPOrpaMM ITPOUCXOIUT
00yJeHHEe THUCTOJOTUYECKUX CKAHUPYIOIIMX MMKPOCKO-
MOB MOMCKY IPU3HAKOB 3J0KAYeCTBEHHOCTH OITyXOJIeil
(HanpumMep, (pUTYyp MUTO30B, B TOM YHCJE TATOJOTU-
YEeCKMX MMTO30B) B OLIM(POBAHHBIX TMCTOJOTMYECKUX
obpasuax, misa aHanusa gaHHbix JHK-mernnupoBanus
B OTKPBITOM TOCTYIIe MMEETCS] METWISIIMOHHBIN Kjac-
cuduKaTop, Co3OaHHBII Ha OCHOBE ajropuTma random
forrest, nns rpaduueckoro aHammza METWISIIMOHHBIX
JaHHBIX akKTUBHO ucnojb3yetrcs t-SNE/UMAP pecypc,
KOTOPBI TaKKe BBIMOMHSACT (DYHKIMU 3JIEKTPOHHOTO
knaccugukatopa. Bce BbIlIeonycaHHBbIE MHCTPYMEHTHI
MpU3BaHBl IOMOYb MATOJOIYy TMOCTaBUTh MPABUIbHBIN
MHUarHo3, a 3HAYUT, O3BOJISIOT MALIMEHTY MOJYyYUTh Ipa-
BUJIbHOE JieyeHue omyxoau LITHC [11].

IIpo6JiemMbl COBpeMeHHOI TMATHOCTUKH OMyXO0JIeii TOJI0B-
HOTO M03ra ¥ BO3MOZKHbIE ITyTH PelieHust

YacTtb npubopoB, pacXoIHBIX MaTepUaIOB, PearecHTOB
¥ PEaKTUBOB ISl IPOBEIECHNUS COBPEMEHHBIX BBICOKOMO-
JIEKYJISIPHBIX METOHOB auarHoctuku omyxoieit [THC nHe
MMeeT PeTUCTPAlIMOHHBIX YI0CcTOBepeHuii B Poccuiickoit
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depepalyu, YTO JAeJacT MCCIACIOBAHMS BO3MOXHBIMU
TOJBKO B HAayYHBIX ILIEJISIX U 3aIlpelliaeT UuX IMpUMeHEeHHUe
B KJIMHMYECKON TmpakTuke. HecmoTpss Ha mocnabrie-
HUS B IIOJYYECHMHU PETMCTPAIIMOHHBIX YIOCTOBEPEHUIA
B YCIOBHMSX Ae(MEKTYpbl, MOJYUYUTh PETUCTPALIMOHHOE
YIOCTOBEpPEHME Ha pacXoAHbIe MaTepuaibl B 00JacTU
HEMPOOHKOJIOTMU H3-3a €€ OTHOCHUTEIBbHOM pPEeIKOCTU
MO-TIpeXKHEeMY T0poro 1 HerpocTo. K ToMy ke MbI XKUBEeM
B 2I0XY MOJIEKYJISIPHOTO IIporpecca ¢ OTKPBITUEM BCe
HOBBIX M HOBBIX U OBICTPBIM yCTapeBaHUEM CTaphbIX
MapKepoB, YTO CO3daeT IOTPEOHOCTh B ITOCTOSIHHOM
perucTpaly HOBBIX PACXOMHBIX MaTepHalIOB, YTO COOT-
BETCTBEHHO TpeOyeT BpeMeHU 1 (DMTHAHCOBBIX BIOXEHU,
IMpYU 3TOM OJHOBPEMEHHO VXK€ 3aperucTpUpOBaHHBIC
pacxXoIHbIe MaTepUalibl BHIXOASAT U3 PYTMHHOIO YIIOTpe-
61eHus. PanmmoHanbHo 1 3T70? MOXeT OBITh, B TEKYIIEH
CUTyalluM lieJiecooOpa3Hee JUIIEH3UPOBaTh JiabopaTo-
pUH, 3aHUMAOIIMECs TMAarHOCTUKON U UCCeIOBAaHUSIMU
B 00JlacTM MOJIEKYJISIpHOI TaTtojiorun? MoxeT OBITh,
opuInyeckas OlOpoKpaTHyeckash MallliHa Morja Obl
MPEUTOKUTH TIOMPAaBKU B IEUCTBYIOIIME 3aKOHOAATEb-
HbI€ 1 HOPMAaTUBHBIC aKThl 10 aHAJIOTUU C PacCIIOpsTKe-
nueM IpasBurenscTBa Poccniickoit @eneparn ot 16 mas
2022 1. Ne 1180-p «O mnepeune 3a001eBaHMIi M COCTOSTHU,
IIPY KOTOPBIX AOMYCKAEeTCsI IPUMEHEHME JIeKapCTBEHHOTO
Ipenapara B COOTBETCTBUHU C TTOKa3aTeasIMU (XapaKTepu-
CTUKaMU) JIGKApCTBEHHOTO IIperapara, He yKa3aHHBIMU
B MHCTPYKLIMHU MO €T0 IIpUMeHeHU10». YT0o, 0e3yCIOBHO,
yXKe O0JIETYMJIO U MOXET ellle OOJIETYUTh M TaK HeIpo-
CTYIO XXM3Hb MAlIMEHTOB, CTPadaloIINX HOBOOOPa30BaHN-
amu ¢ konamu C00—C97, D01-D30, D32—D48. Pabora
B 3TOM HaIpaBJICHUM BEIETCS TPYIIION MO OHKOJIOTHUH,
OHKOTeMaTOJIOTUM M TpaHcIutaHTosoruu Komutera mo
oxpaHe 310poBbs1 TocymapcrBenHoit dymbl Poccuiickoii
®denepalnu, pa3pabaThiBalOTCS MPEII0KEHMS 10 HOpMa-
TUBHOMY U (pMHAHCOBOMY YPETyJIUPOBaHUIO TTPOBEACHUS
MOJIEKYJISIDHO-TEHETUYECKMX ~ UCCICIOBAaHMUI, BBIMIOJ-
HSIEMBIX IIJISI TMAarHOCTMKU M OOOCHOBaHUSI Ha3HAYCHUS
JICKapCTBEHHOM Teparuu IMalueHTaM ¢ OHKOJOTUYECKM-
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MU 3a00JI€BaHUSIMU B ILIESIX opraHmsaniyy JOCTYITHOI'O
1 KaYEeCTBEHHOI0 OKa3aHUS MEAULIMHCKOMN TTOMOILIN.

3akiroyenne

Komy ke Heooxoaumel JIHK -metunuposanue u JIHK/
PHK-cexBenupoBaHue B chepe HEMpOOHKOIOTUN?

BaxHbl 1 3HAHUS O MOJEKYJISIPHBIX OCOOEHHOCTSIX
OIIyXOJIEW U1 HEUpOXUpypra, BeAb OH IUIAHUPYET CBOIO
oIepaluio Mo JaHHBIM MarHUTHO-PE30HAHCHON TOMO-
rpacduu (MPT), opueHTUPYSACH HA TOCTYITHOCTD OITYXOJIN
151 pe3ekuuu? B HacTosIee BpeMsl MOSIBASETCSI MHOTO
paboT, B KOTOPBHIX aBTOPHI YCIICIIHO IIpeACKa3bIBAIOT
MOJIEKYJISIPHBIN/MYTalIMOHHBIM CTAaTYC OITyXOJU B 3aBU-
CHUMOCTHU OT HEKOTOPBIX OCOOEHHOCTEH, BBISIBICHHBIX Ha
MPT, co3naHo naxe oTaeNIbHOE HAIlpaBlIeHUE — paJuore-
HomuKa. Bce Gosblire ceKinii Ha XUpypruaeckKux,/Helpo-
XUPYPTUUECKMX KOHIpeccax IOCBSIIACTCS M3MEHEHUSIM
B XUPYPTUIECKON/HEUPOXUPYPTUIECKON TAKTUKE B 3aBU-
CUMOCTH OT METUJISIIIMOHHOTIO KJIacca OITyXOJICH.

st MonieKyasipHOTro TaTtoJjiora (Mmopgosora, 6uojora,
O6MonH(popMaTHKAa) 3HAHUS O MOJIEKYJISIPHBIX OCOOEHHO-
CTSIX TTO3BOJISIOT OCTABUTD MTPABWIbHBIN TUATHO3.

Bpocaroimme cBoit KpUTUYECKUI B3I KIMHULIACTA
Ha Kaxpaoe u3gaHue kiaccudukauumu BO3 omyxoneit
LIHC neitpoonkoiioru [12, 13] 61aromapsi mpaBUJIbHOMY
MOJIEKYJISIPHOMY JIMarHo3y MOTYT BBIOpaTh ONTUMAsb-
HBII TPOTOKOJI TTePCOHAIM3UPOBAHHOTO JICYCHHUSI, B TOM
YHUCcie C UCIOJb30BaHUEM TapreTHOM Teparuu s Kax-
JIOT0 KOHKPETHOTO TallMeHTa, CHU3UB HEeOJIaronpusiTHbIE
MOCJICACTBUS albIOBAHTHOTO JICUCHUS.

WM xoHeuHO, TJaBHBIM OeHeduUIIMap COBPEMEHHBIX
BBICOKOMOJIEKYJISIDHBIX METOIOB TMAarHOCTUKU OITyXOJIei
LIHC — 570 pedeHok ¢ onyxonbio LIHC, u umeHHo pagu
HaIlIMX MaJICHbKUX MAalleHTOB MBI TOKHBI CTPEMUTHCS
K PYTMHM3allUd COBPEMEHHBIX BBICOKOMOJICKYJISIPHBIX
METOIOB IMAarHOCTMKMA U OCBOCHHIO HOBBIX METOJOB,
KOTOpBIE OTKPOIOT HOBBIE IEPCIIEKTUBLI B TMAarHOCTUKE
U JICYEHUY OHKOJIOTMYECKMX 3a00IeBaHUN U YIYIIICHUN
Ka4yecTBa XU3HU.
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XumuouMmmyHoTepanusa Heilpo6nacToMbl:
TeKyLime pe3ynbTartbl U NePCNEKTUBbI NPUMEHEHUS

H.C. Usanos, /JI.10. Kauanos, T.B. IIlamanckas

DOIBY «<HMHUIL JITOHU um. Jimumpus Poeauesa» Munzdpasa Poccuu; Poccus, 117997, Mockea, ya. Camoper Mawena, 1
Konrakrubie nannbie: Hukxoaai Cepeeesuu Hearnos greatinsmd@gmail.com

Heitipooaacmoma (HB) seasemces naubonee uacmoil IKCmMpakpanuaibHoll cOAUOHOU onyxoavto y demeti 6 éo3pacme om (0 do 14 aem.
Hecmomps na docmudicenus co8pemMeHHOU MyAbmumo0aibHOU PUCK-a0anmupo8anHoll mepanuu, npoeHo3 y nayuenmog ¢ HB epynno
BbICOK020 PUCKA 0CMaemcsi HeOAa2onpusmusiM. MHO2OMUCAIEHHBIMU UCCAe008aMENbCKUMU 2PYRNAMU ObII0 NOKA3AHO, YMO XOPOUIULL
omeem, 0ocCmMueHYmblil Ha MOMEHM 3a8epuleHuss UHOYKUUOHHO20 3Mana mepanuu y OGHHOU NoO0epynnbl NAUUeHmos, Koppeaupyem
¢ nokazamensmu evixcusaemocmu. Taxum obpazom, yayuuieHue omeema Ha UHOYKYUOHHYIO MEPANUI0 MOJNCEM S8AAMbCS NOMEHUUANbHBIM
MeXAHU3MOM NOBbIULeHUS NOKa3amesneli 00120CPOUHOL 8blicusaemocmu. 3a nociednHue HeCKOAbKo decsimuiemuil mpaouyuoHHbsle no0xoob!
K mepanuu OHKOA02UYeCKUX 3a004e6anuil npemepneiu KapoOUuHAAbHYIO DeGoAIOUUI0, 80 MHO2OM 34 Cyem paspabomiu u eHeopeHus
Mmemooda ummynomepanuu. Mzeecmuo, umo KoMOUHUPOBAHHAS NPOMUBOONYX0AE6As MePanus NPeeoCxooum MOHOMeEPanuio U s6A51emcs
O0OHUM U3 UHCMPYMEHMO8 NPeo0oAeHUs. 2emePOeeHHOl AeKapcmeenHoll pezucmenmuocmu. I[lnesdoii 0oKAuHu4ecKux uccaedo8anuil
obL10 nokasauo, umo GD2-nanpaenenHvie MOHOKAOHANbHbIE anmumena (MAm) chocoOHbl ycuaueams yumocmamuyeckue 3¢gexmot
XUMUOMEPANeemu4ecKux npenapamos, Ymo cmaio MHo2oobewaioueil Mooeavio 05 KAUHUHECKUX UCCAe008AHUL PA3NUMHBIX PEHCUMOB
xumuoummyrnomepanuu (XHUT), komopvie npodemoncmpuposaru ybedumenvHvle 00Ka3ameavbcmeda 0e30NACHOCMU U NPUeMAeMO20
npoguas MoKCUHHOCIU ¢ 0OHAOCHCUBAIOWUM BAUSHUEM HA NOKA3aMeau 4acmombl 00seKmUBHbIX 0meemos, odueli u 6eccoObimuiiHoil
8bIICUBACMOCMU KAK Y NAUUEHMO08 ¢ peyudugupyioueil, pedhpaxmeproil HE, mak u y nepeuunvix 6016HbIX 2PYNAbL 8bICOK020 PUCKA.

B cmamuve paccmompenvt pyndamenmanvhvie npedcmasnenus o cunepeuteckom szaumooeiicmeuu GD2-nanpasnenuvix mAm é kombunayuu
¢ UUMOCMamu4ecKumy a2eHmamu, poiu omeema Ha UHOYKUUOHHbII SMan mepanuu u nepcneKkmueax npumerenus unoykuyuonnoi XUT
Kak memooda yayuuieHus nNoCMUHOYKYUOHHO20 0meema, 6eccobbimuliHoll u obueli gvicueaemocmu y nayuermos ¢ Hb.

KioueBble cioBa: neru, HeilipoGiactoMa, aucranoranrino3un GD2, XuMUOMMMYHOTepaIirsi, MOHOKJIOHAIbHbBIE aHTUTEJIA

Jlng matupoBanus: Msanos H.C., Kayanos /1.10., [llamanckas T. B. XumuonMmyHoTepanust HeiipoOJIacTOMBL: TEKYIIUE Pe3yIBTaThl
U MePCIIeKTUBbI TpUMeHeHUs. Poccuiickuii xxypHa aeTckoit rematoyioruv u onkosioruu. 2023;10(2):77-91.
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Neuroblastoma chemoimmunotherapy: current results and application prospects

N.S. Ivanov, D.Yu. Kachanov, T.V. Shamanskaya

Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology, Ministry of Health of Russia;
1 Samory Mashela St., Moscow, 117997, Russia

Neuroblastoma (NB) is the most common extracranial solid tumor of childhood affecting children from 0 to 14 years old. Despite the
achievements of modern multimodal risk-adapted therapy, the prognosis in patients with high-risk NB remains unfavorable. Numerous
research groups have shown that a good response achieved at the time of completion of the induction stage of therapy in this subgroup of
patients correlates with survival rates. Thus, improving the response to induction therapy may be a potential mechanism for improving long-
term survival rates. Over the past few decades, traditional approaches to cancer therapy have undergone a radical revolution, largely due to
the development and implementation of the immunotherapy method. It is known that combined antitumor therapy is superior to monotherapy
and is one of the tools for overcoming heterogeneous drug resistance. A vast number of preclinical studies has shown that GD2-directed
monoclonal antibodies (mAbs) are able to enhance the cytostatic effects of chemotherapeutic drugs, which has become a promising model for
clinical studies of various chemoimmunotherapy regimens, which have demonstrated convincing evidence of safety and an acceptable toxicity
profile with an encouraging effect on objective response rates, overall and event-free survival in both patients with recurrent, refractory NB,
and primary patients of the high-risk group.

The article discusses fundamental ideas about the synergistic interaction of GD2-directed mAbs in combination with cytostatic agents, the
role of response to the induction stage of therapy and prospects for the use of induction chemoimmunotherapy as a method of improving post-
induction response, event-free and overall survival in patients with NB.

Key words: children, neuroblastoma, disialoganglioside GD2, chemoimmunotherapy, monoclonal antibodies

For citation: Ivanov N.S., Kachanov D.Yu., Shamanskaya T.V. Neuroblastoma chemoimmunotherapy: current results and application
prospects. Russian Journal of Pediatric Hematology and Oncology. 2023;10(2):77—91.

0630pb! nuTepatypbl // Literature reviews




0630pb! nuTepatypbl // Literature reviews

]
(=]

m POCCUICKWI XKYPHAT
POAOr [ETCKOM FTEMATONOIWN w OHKOMOT W // Russian Journal of Pediatric Hematology and Oncology

2’2023

TOMNVOL. 10

Information about the authors

N.S. Ivanov: Pediatric Oncologist Department of Clinical Oncology at the Dmitry Rogachev National Medical Research Center of Pediatric Hematology,
Oncology and Immunology, Ministry of Health of Russia, e-mail: greatinsmd @gmail.com, https.//orcid.org/0000-0002-9927-8445

D.Yu. Kachanov: Dr. of Sci. (Med.), Deputy Director of the Institute of Oncology, Radiology and Nuclear Medicine & Head of the Department of Clinical
Oncology at the Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology, Ministry of Health of Russia,
e-mail: clinoncology@gmail.com; https://orcid.org/0000-0002-3704-8783, SPIN-code: 9878-5540

T.V. Shamanskaya: Cand. of Sci. (Med.), Children Oncologist, Head of the Department of Embryonic Tumors Research of the Institute of Oncology, Radiology
and Nuclear Medicine of the Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology, Ministry of Health

of Russia, e-mail: shamanskaya.tatyana@gmail.com; https://orcid.org/0000-0002-3767-4477

Authors’ contributions
The all authors made an equal contribution.

KondmkT naTEepecoB. ABTOpHI 3asBISIIOT 00 OTCYTCTBUYM KOHGMKTa nHTepecoB. / Conflict of interest. The authors declare no conflict of interest.

®unancupoBanue. ViccnenoBanue npoBeaeHo 6e3 CIOHCOPCKO oanepXku. / Funding. The study was performed without external funding.

Heiipoonactroma (HB) — 310KkayecTBEeHHOE HOBO-
obpazoBaHue (3HO) cummnaTuyeckoit HEPBHOM CUCTEMBI
[1]. ITokazarens 3a6oaeBaemoct HbB coctaBnser 1,2 Ha
100 teIc. HaceneHus B Bo3pacte 0—18 et [2]. HecmoTps Ha
OTHOCHUTEJIbHYIO peIKOCTh, Ha foato HB B cTpykType 3a60-
JIeBaeMOCTU 3KcTpakpaHuaibHbiMU 3HO perckoro Bo3-
pacta npuxoautcst 6—10 %, a B CTpPyKType CMEPTHOCTU —
12—15 % [1], rakum obpazom, Hb sBisiercst Haubosee
PacIpoOCTpaHEHHOM M ITOTEHIMAIbHO JIETAJIbHOM 3JI0Ka-
YeCTBEHHOM OIMyXO0JIbl0 JETCKOro Bo3pacTa [3].

Ha ceromHsiliHUiI JeHb B OCHOBE JICUCHMS IallM-
eHtoB ¢ Hb nexut puck-agantTupoBaHHas KOHUEMLIMS
tepanuu [2, 4]. B Poccuiickoit ®enepaunu (PPD) B 60J1b-
IIMHCTBE KJIMHUK JJIsI CTpaTU(UKALMKU MallMEeHTOB Ha
IPYIIbl pUCKA TPUMEHSIOTCS KPHUTEPUU IIPOTOKOJIA
Hemelikoro ob1iiecTBa A6 TCKOM OHKOJIOTMU 1 TeMaTOJI0TH
(German Society for Pediatric Oncology and Hematology,
GPOH) — Bepcus NB-2004 (pykoBoauTeslb MCClIeI0Ba-
Hus — npogeccop E Berthold), nmpenycmarpusaroniyie
rnojapasiejieHue IalMeHTOB Ha TIPYMIlbl HAOIIOACHUS,
IIPOMEXYTOYHOTO U BBICOKOIO PHCKA Ha OCHOBE CIIEAY-
IOIIMX TI0Ka3aTesieil: BO3pacT Ha MOMEHT YCTaHOBJICHMS
JIMarHo3a, paclpoOCTPaHEHHOCTh OITyXOJIEBOIO IPOLEC-
ca mo MexnyHapogHoit cucteMe cragupoBaHusi HbB
(International Neuroblastoma Staging System, INSS) [5]
U reHeTnuyeckue Mapkepnl (crarycel reHa M YCN u nokyca
1p36) [6, 7].

HaunbGonee HeOMaronpusaTHOW B OTHOLUEHUU JOJ-
TOCPOYHOM  BBDKMBAEMOCTU  IIOATPYIIION  SBJISIIOTCS
0oJIbHBIE, CTPAaTU(UIIMPOBAHHbBIE B TPYIIy BBICOKOI'O
pucka. CoBpeMeHHas CTpaTerusi Tepaluu IalUeHTOB
¢ HB rpynmsl Beicokoro pucka B P® peanusyercs B pam-
KaX KIMHUYECKMX PEKOMEHIALIMi, YTBEPXICHHBIX Ha
3acelaHMM Hay4YHO-KJIMHUYECKOro coBeTa MUHMCTEP-
cTtBa 3apaBooxpaHeHusi P® (mporokon ot 14.04.2020
Ne 16/2-3-4), mpencraBisiioliux co0oil MoaMdUIIMPO-
BaHHBII MpoTtokoj NB-2004, u npeaycmaTpuBaeT 3 aTamna
Tepanuy — UHAYKIIMOHHBII, 3Tall KOHCOJIMAALIMY U MOCT-
KOHCOJIMIALIMOHHYIO TepaIluio.

Dran MHIYKIMOHHON Tepanuy IpeaycMaTpuBaeT
npoBeaeHue 6 KypcoB xumuotepanuu (XT) mo cxemam
N5 u N6, xupypruyeckoe JiedeHue, adepe3 reMonosTH-
yecKMX CTBOJIOBBIX KJeToK (I'CK).

Dranm  KOHCOJMIALUMM  BKJIIOYAeT  IPOBEICHUE
panron3oTonHoi ¥ [-metaitonoensunryanuauy (MUBT)
Tepanuu U NpuMeHeHUe Bbicokomo3Hoit XT ¢ aytoso-

ruuHoit TpaHcrantaunein 'CK (ayto-TI'CK). Ha atane
MOCTKOHCOJUAALIMY TTpuMeHsieTcs 9 KypcoB 13-uuc-Pe-
TUHOeBOM KuUcaoThl (13-unc-PK) ¢ onmumnoHHBIM BBITOJ-
HEHUEeM IUCTaHUMOHHOM JydeBoii Tepanuu (JJIT) (ipu
Hanuuuu nokazaHuii). C 2021 . mauueHThbl, JOCTUTIINE
XOpOIIEro OTBeTa Ha WHIYKIMOHHYIO Tepamnuio (He
MeHee yacTuyHoro oteeta (HO) B COOTBETCTBUU C MEXK-
JQYHAPOIHBIMU KPUTEPUSIMU), TOJydald ITOCTKOHCOJIM-
JaunoHHylo uMmyHotepanuio (UT) mnuHyTyKcuMaGom
oeta B couetanuu ¢ 13-umc-PK 3a cuer cpencrs ¢goHma
MOMIEPXKKU JIeTeil ¢ TSKEJAbIMU SKU3HEYTPOXKAIOIIMMU
M XPOHUYECKUMMU 3a00JIeBAaHUSIMU, B TOM YUCJIC PEAKUMU
(opdanHbIMU) 3a005eBaHUSIMU, «KpyT 100pa».

OCHOBHBIMUM HEIOCTaTKaMU TEKYIICH MPaKTUKU OKa-
3aHUS MEAMIIMHCKOM MmoMolu rnarueHtam ¢ HB rpymms
BBICOKOTO PUCKa SIBJISTIOTCSI OTHOCUTEIBHO HU3KME ITOKa-
3aTe/id 4acToThl 00beKTUBHBIX oTBeTOB (HOO), 061Ieit
(OB) u 6eccobniTuitHoit (BCB) BekuBaeMocTH [8].

HecMmoTpsi Ha MHTEHCUBHYIO MYJIBTUMOAAJIBHYIO
Tepanuio, a TakXe IOIMOJHUTEJIbHbIE TepareBTUYeCKUE
OILIVU, TPUMEHSIEMBIE Y Psijia O0TbHBIX, UMEIOIINX MOKa-
3aHMSI K TPOBEAEHUIO pagrorapretHoit 3 I-MUBI-Tepa-
nuu [9] u moctkoHconuaauonHoit U'T Ha ocHOBe aHTH-
GD2 moHoKJIOHaNbHBIX aHTUTEN (MAT) [10], oTnaneHHbIe
nokazatenau 3¢ GEeKTUBHOCTU T€paiu OCTAIOTCSl HEYIO0B-
JIETBOPUTEIbHBIMU.

B Hacrosiiiee BpeMst pa3iMyHbIE UCCIEI0BATEIbCKUE
IPYNIIbl BBUICISIIOT HECKOJIBKO (haKTOPOB, OKa3bIBalo-
LIMX BJIMSHUE Ha OTHAJCHHBINA IPOTHO3 Y MallMEHTOB
¢ HB rpymnmsl BEICOKOTO pHUCKa, MPeANPUHUMAsT TOMbIT-
KU MHTeHCU(UKALUKM Tepanuu, T. €. BKIIOUYEHUS HOBBIX
TeparneBTUYSCKMX OIIIMIA B LIEJISIX HUBEIMPOBaHUs HebJ1a-
TOIPUSITHOTO BJIMSIHUSI Ha IIPOTHO3 3a00JIeBaHUsI.

Kpome duonornuyeckux pakTopoB, TaAKUX KaK BO3PaCT
MalMeHTOB Ha MOMEHT MOCTAaHOBKM JMAarHo3a W CTajus
3a00j1eBaHUsI, OJHUM M3 3HAYMMBIX ITPOTHOCTUYECKUX
(axkTopoB, okaszbiBaronx Bausinue Ha OB 1 BCB, aBns-
eTcsl OTBET Ha MHAYKIMOHHBINM oTan Tepanuu [11, 12].

WUccnenoBanue rpynmsl N. Pinto et al. mokasaio, 4to
HaWIydlliie OTBEThI, TOCTUTHYThIE HA MOMEHT 3aBepllie-
Hus nHaykimonHoi XT y manuenToB ¢ HB, koppenupy-
10T C MoKa3aTeIsIMU JOJTOCPOYHOI BblxkMBaeMocTH [11].
CorlacHO pesyjbraTaM OTEYE€CTBEHHOTO MeTaaHajiu3a,
onyonukoBaHHoro B 2022 ., BKIIOYMBLIEro 12 Mexmy-
HapoOAHBIX MccaenoBaHuil (cymmapHo 3431 maimueHT),
CTAaHOBUTCSI OYEBUIHO, YTO OOJIbHBIE C XOPOILIMM OTBETOM
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(momubit otBet (ITO) M ovyenp xopommit YO (OXYO)
(n = 1702)) UMeOT MEHBIINI OTHOCUTENBHBIN PUCK
(OP) peuunnusa/mporpeccuu (Ha 28 %) u OP neranbHO-
ro ucxona (MeHble Ha 31 %) Mo cpaBHEHUIO C IPYIIION
MaLMEHTOB, JOCTUTIINX HEYIOBJICTBOPUTEIILHOIO OTBETA
(YO/cmemannsbiit  otBer (CO)/cTabunmsaiivs OTBeTa
(n=1729)) [12].

TakuM o6pa3oMm, yaydilleHue MHIYKIIMOHHOTO OTBETa
3a CUET MHTeHCU(UKALIMU JAHHOI'O 3TaIla TePaIiyu MOXeT
SIBJISITBCSI TTOTEHIIMAIbHBIM MEXaHM3MOM ONTUMU3AIUU
W YIYYIIEHMUS MOKa3aTeae MOJITOCPOYHON BBIKHMBAEMO-
CTH y MALIMEHTOB I'PYIIIbI BHICOKOI'O PUCKa.

Ha ceromHsiHMil 1eHb eIMHbIE CTAHIAPTHI IIPOBEJIE-
Hus uHaykunonHou XT misg namumenToB ¢ HB oTcyTeTBy-
0T, pa3IM4HbIe UCCJIEI0BATEIbCKIE IPYIIIbl UCIIOIb3YIOT
OTJIMYHbIE KOMOMHAILIMY IIMTOCTaTUYECKUX IperapaToB
JUISI MAKCMMAJIbHOTO COKPAILIEHUSI MACChI OITyXOJIM Iepe
aTanoM KoHcoauganuu [2]. Ilpu a3ToM npeanpuHUMaoT-
Cs aKTUBHBIE MOMNBITKA MOAMGMUKALIMU CYLIECTBYIOLIUX
CTaHAAPTHBIX J030BbIX PEXKMMOB MHIYKIIMOHHOM Tepa-
MUY, B YaCTHOCTH, IMOCPEACTBOM IIPOBEICHMST KOPOTKMX
JIO30MHTEHCUBHBIX KYpPCOB ¢ MHTepBaJioM B 10 mHeii,
IepeHoca CpOKOB IIpoBeIeHMs adepesa U XMPYypruaecko-
ro JiedeHHus II0CJe 3aBepIUeHMS 3Tara MHAYKIIMOHHOM
Tepaluu, a TakKe OTKa3a OT aHTPALUKIMHOB (IIOKCOpY-
ouiuH) B ipoTokoJe rapid COJEC eBpomneiickoii TpyIIbI
SIOPEN (International Society of Paediatric Oncology
Europe Neuroblastoma — MexnyHapoaHasi eBporieiickas
neauaTpryecKasi OHKOJIOTUYeCKas rpymia Mo U3y4eHUIo
HB) [13], omHako mHTeHCU(UKAIIMS TO30BbIX PEXKUMOB
3a CYET COKpAIlleHUs JIMTEIbHOCTH MHTEPBAJIOB MEXKIY
Kypcamu, I10-BUIMMOMY, TaKXKe HE IPUBOAMT K 3HAYM-
TeJIbHOMY yBeJInueHu1o HU nokazateneilt YOO, HU BbIKU-
BaeMocTu [14].

[Ipu cpaBHEHUM €BPOIEIICKOIO peXMMa MHIYKIIUU
rpyrmbl SIOPEN rapid COJEC ¢ ceBepoamMepuKaHCKUM
pexxumoM N5, pa3pabOTaHHBIM CIeIUAIUCTAMU U3
Memorial Sloan Kettering Cancer Center (MSKCC-NY5)
(CHIA, Hblo-HMopk) [15], aBTOpBI MOKA3aIH, YTO YaCTOTA
IT1O co cTopoHBI METACTATUYECKMX OYATOB He pa3inyanach
Mexny aByms rpyrnamu (32 % npu rapid COJEC u 35 %
npu MSKCC-NS5, p = 0,368), KpoMe TOro, OTCyTCTBOBA-
M pa3nuuus B nokaszaressx 3-netHeit bBCB u OB. Ilpu
9TOM HereMaTtojoruyeckas TokcudyHocTh [1I—-1V crenenun
BCTpeuasach yalle y IMalMeHTOB, PaHIOMU3UPOBAHHbBIX
Ha pexkxumM MSKCC-NS5, 4To 10o3BOJIMIIO paccMaTpuBaTh
rapid COJEC kak cTaHgapTHBII peXUM B TTOCIEAYIOIINX
nccaepoBanusax rpyrmnbsl SIOPEN [15].

IMombiTKa HeMeUKON TIpymnnbl (OTKPHITOE paHIO-
musupoBaHHoe wucciaegosanue GPOH NB2004-HR
(NCT 03042429)) nnreHcUbUKAIIUY UHAYKIIMA 33 CUET
nobaBieHuss 2 AOIMOJHUTEIBHBIX KYpCOB C TOITOTEKa-
HoMm (cxema N8) mamumeHtam ¢ HB Bbicokoro pucka
(n = 422), GuHaApHO pPaHIOMM3UPOBAHHBIM Ha 3KC-
MepUMEHTAJbHYIO TIPYIIY, He II0Ka3ajJ0 CTaTUCTU-
YeCcKM 3HAaYMMOTO yBelMdeHus TmokasaTteneii OB
u BCB. Tpexieruasa BCB cocraswia 34 % mnportus 32 %
(p=0,258), 3-nerusis OB — 54 % nportus 48 % (p = 0,558)
B 3KCIIEpUMEHTAJIbHO (100aBieHue 2 KypcoB N8) 1 KOH-
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TPOJIbHOM (CTaHAAapTHAsE MHAYKIIMOHHAS TepaIus — Kyp-
cbl N5/N6) rpyImmnax COOTBETCTBEHHO, IIPY 3TOM MeIuaH-
HOE YMCJIO TOKCUYHOCTEM Ha 1 maiueHTa mpeBaiupoBaio
B DKCIIEpUMEHTaIbHOM rpymie [16].

ITouck HanboJjIee ONTUMAIbHBIX PEKMMOB MHIYKIIM-
oHHo#t XT B HacrosIee BpeMsl IPOIOJKAETCS B paMKax
MPOCIIEKTUBHOIO PaHIOMU3MPOBAHHOIO KJIMHUYECKOIO
uccnegoanuss HR-NBL2 (NCT04221035), B KoTopom
TUTAHUPYETCS CpaBHUTENIbHAs OlleHKa 3(h(GEeKTUBHOCTA
1 0e30IaCHOCTU PEXUMOB HUHIAYKIMOHHONM Tepanuu
eBpomnerickoii rpyniisl rapid COJEC u HeMeLKoro momxo-
n1a GPOH Ha ocHoBe KypcoB N5/N6.

Hecmotpst Ha TO, 4YTO OOJIBIIMHCTBO ITAlIMEHTOB
JMOCTUTAIOT YIOBJIETBOPUTEILHOTO OTBETA ITOCIE 3aBepIiie-
HUs MHAYKLMOHHOIO 3Tara Tepanuu, nopsaka 20—30 %
M3 HUX XapaKTepU3YIOTCS IUIOXMM OTBETOM, BKJIIOYAs
paHHMe TIporpeccuu 3aboeBaHus B 7—15 % cayyaes [17].
PesynbsraThl HeMenkoro ucciuenoBanusgs GPOH-NB2004-
HR ybenurenbHO CBUACTEABLCTBYIOT O TOM, UTO MHTEHCH-
(ukalmsa MHAYKIMOHHOW Tepamuu IyTeM I00aBICHUS
LIMTOCTATUYECKHUX IIpernapaToB He OKa3bIBaeT 3HAYMMOIO
BJIMSHUS Ha YJIydlleHHE AOJTOCPOYHBIX PpE3YJBTaTOB
JIEYEHUST TALIMEHTOB TPYIINbLI BBICOKOTO pucka [16].
JaHHbIii (pakT 000CHOBBIBAET HEOOXOIMMOCTD TMepeHoca
HOBBIX METOJOB JjedyeHus, B yacTHoctu UT, mpoaeMoH-
CTpUPOBABIICH CBOIO 3(P(PEKTUBHOCTHL B ApYyrux aszax
JledeHMsT (TOCTKOHCOJIMIALINS ), B MHAYKIIMOHHYIO Tepa-
HIO.

3a mocjenHue HECKOJIBKO ACCATWICTUM TpaauLMOH-
HbI€ MOAXObI K Tepaliy OHKOJOTUYECKMX 3a00JIeBaHUIA
MpeTepIead KapAuHaIbHYI0 PEBOJIOLIMIO, BO MHOIOM 3a
cyeT pa3paboTku u BHeapeHus metoga UT [18]. U3BecT-
HO, 4YTO KOMOMHMpOBaHHasi IIPOTUBOOIIyXOJeBasl Tepa-
MUSI TIPEBOCXOAUT MOHOTEPAIIMIO U SIBJISICTCS ONHUM M3
MHCTPYMEHTOB IIPEOI0JIEHUSI TeTEPOreHHOM JIEKAPCTBEH -
HOH pe3UCTEHTHOCTH, peain3ysl CBOM IIOTEHIIMAJI IIOCPEI-
CTBOM CUHEPIMUYECKOTO B3aMMOICHCTBYSI JIEKAPCTBEHHBIX
BetiecTB [19]. [ToTeHIMaIbHBIE MEXaHU3MBI CHEPIU3Ma
KOMOMHALIMM  XMMHUOTEPAIEBTUUECKUX  IIperapaTroB
M HMMMYHOOMOJIOTUYECKMX areHTOB XapaKTepU3YIOTCS
LIMPOKUM THMANa30HOM U BKJIIOUAIOT UMMYHOOIIOCPEIO-
BaHHYI0 TMOE/Ib OMYXOJEBbIX KJIETOK, aHTUAHTHMOICHE3,
CEJICKTUBHOE MCTOILIEHUE MUEJIOUIHBIX UMMYHOCYIIpEC-
CUBHBIX KJIETOK U JIUMGOIIEHMIO, KOTOpasi YMEHbILAeT
KOJIMYECTBO PEryasaTopHbIX T-KJIETOK M OCBOOOXIAeT
MecTo a1 npoaudepanuu apdekropHbix T-kmerok [20].
Kpome Toro, pesynsraTbl MHOTOUMCICHHBIX MCCIIEAOBA-
HUIA OTMEYAIOT CIIOCOOHOCTh MAT yCUJIMBATh LIUTOCTATU-
yeckue 3(hGeKThl psaa XMMUOTEpareBTUYECKUX Tperna-
paroB [21, 22].

Hucnanoranrimvosun GD2 — oauH u3 Haubojee
n3ydeHHbIX aHTUreHoB HDB, mpencraBnsger coboii mpu-
BJIEKATEJIbHYIO MOIEIb ISl pa3padOTKM U BHEAPECHUS
B KJIMHUYECKYI0 IPAaKTUKY HOBBIX MMMYHOTEPAIeBTHU-
YeCKMX M JMarHOCTUYECKMX ItomxomoB. Ha ceromusii-
HUIl AeHb KOHIEHTpauuu uupKymupyomero GD2
HMCCIEAYIOTCS B KadyeCTBe IIPOTHOCTMYECKOTO MapKepa
B CBIBOPOTKE KpoBHU [23], B TO BpeMsl KaK 3KCIIpPeCCU-
POBaHHBIN Ha TTOBEPXHOCTU OITyXOJeBbIX KJeTok GD2
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SIBJIICTCSL TEPaAIreBTUYCCKON MMIIEHBIO ST MBIIIMHBIX
(m3F8, 14.G2a u np.), xumepHbix (chl4.18/SP2/0,
ch14.18/CHOump.)urymanusupoBaHHbix (hul4. 18 K322A
u ap.) antu-GD2 MAT [10]. CoBpeMeHHbIe JOCTHXEHUS
B IIOHUMAaHUU CTPYKTYPHOI 1 (DYHKIIMOHAJIBHOI OpraHu-
3alMU TJIMKOC(UHTOJUIUAOB B KOHTEKCTe (hopMUpoBa-
HUS JIMITUAHBIX pachTOB MPOAECMOHCTPUPOBAIN BO3MOX-
HocTb yyacTuss GD2 B MHTMOMPYIOIIEM 1 aKTUBUPYIOIIEM
BJIMSIHUU Ha BaXKHbIE OEJIKOBBIE PEIIECTITOPhI, OTBETCTBEH-
HBIe 3a mpojudepannio, AuddepeHIIMPOBKY U TUOETb
KIeToK. Tak, IUPKYIUPYIOIIME U 3KCIPEeCCUPOBAaHHBIC
Ha mnoBepxHoctn kietok HB GD2 wmoryr ycunusarb
3JI0KAYECTBEHHBIN MOTEHLMAN KJIETOK [24—26], omocpe-
JIOBaHHO OCJIA0JIsIs IeCTBUE IUTOCTaTUYECKUX areHTOB,
YTO B 3HAYUTEJBbHON Mepe aKTyaau3upyeT IpoodsieMy
U3YyYEHUST COYETAaHHOTO MPUMEHEHMS LIUTOCTaTUIEeCKOM
n GD2-nanpasaennoit UT.

Tak, S. Yoshida et al. B a3KkcnmepumeHTe Ha
GD2-oBepakcripeccupyiollieil KJIeTOUYHON JTUHUM Me-
KOKJIETOYHOI'O paka JIETKOTO MoKa3ajin, YTO MPUMEHEHHE
psiia XuMHoIIpenapaToB B KOMOMHALMK ¢ aHTU-G D2 MAT
MPUBOINUT K YCUJICHUIO MX IIUTOTOKCUYEecKoro addekra
B 2,4—7,8 paza. MonekyasapHblii MeXaHU3M IIpoarion-
TOTUYECKON aKTUBHOCTM KOMOMHAIIUM OBLI CBsI3aH
¢ cuHepruueckuM docdopuampoBaHueM KrMHa3bl c-Jun,
POJIb KOTOPOI B MHIYKIIMHY allONTO3a ObLiIa MOATBEPXKIeHA
B 3KCIEPUMEHTe ¢ MHTMOMpOBaHMEM KYpKyMUHOM [21].
Takum 06pa3zomM, KOMOMHALIMS POTUBOOITYXOJIEBBIX Ipe-
napaToB ¢ aHTU-G D2 MAT nipeAcTaBisieTcsl Upe3BbIlUaiiHO
MHoOroooemamIeil Momenaplo mig JedeHus: GD2-mo-
3UTUBHBIX omyxojei, B ToM unuciae Hb. MccrnenoBanusa
rpyrmbl A. Kowalczyk et al. B akcriepyMeHTe ¢ KJIOHOM
Hb uenoBeka (IMR-32) nokasanu, uro antu-GD2 MAT
00JIaJal0T CUHEPTUYHBIM M aIIUTUBHBIM 3bheKTaMu
B KOMOMHALIMU C JOKCOPYOULIMHOM, TOITIOTEKAHOM U Kap-
0OOIJIATUHOM COOTBETCTBEHHO [22].

VYoenutenbHas 1eMOHCTpaLUs CUMHEPTUYeCKOTO B3au-
MOEHCTBUS IIUTOCTATUIECKUX M UMMYHOOUOJIOTMUECKMX
JIGKapCTBEHHBIX CPEICTB B JOKIMHUYECKOM (a3e aKcIe-
PUMEHTaJIbHBIX MCCIEIOBAHUI OIpeesisieT KOMOMHAIIIO
antu-GD2 MAT ¢ XMMHOTepaneBTUYECKUMU TIperapa-
TaMHU KaK TPUBJIEKATEIbHYIO MOMAEIb I KIMHUIECKUX
UCCJIEIOBAHUN.

R. Mody et al. mpoananusupoBaiu 3PEHEeKTUBHOCTh
XUMHOMMMYHOTEPAINeBTUUYECKOIO peXrMa UPUHOTEKaH/
TeMo30oMUI B KoMOuHauuu ¢ ch14.18/SP2/0 (nuHyTyK-
cuMaboM) UM TEMCUPOIMMYCOM Y TTALIMEHTOB ¢ pedpak-
TepHoii/permauBupyomieir Hb (mnenTudukarop mccie-
noBanust NCT01767194). MpuHoTekaH BBOAMICS B 103¢
50 Mr/m? BHYTpUBEHHO (B/B), TEMO30JOMUI B 03¢
100 mr/m? nepopaibHo B aHu 1—5. M3 35 manumeHTOB,
BKJIIOUGHHBIX B HCCIeAOBaHME, 18 corjlacHO paHIOMMU-
3alMU TIONyJald MPUHOTEKaH/TeMO30JOMM/TEMCUPO-
aumyc, 17 — UpUHOTEKaH/TeMO30JOMUI/IMHYTYKCUMA0
B COYECTAaHUM C TIpaHYJIOIUTapHO-MaKpodaraabHbIM
KoJloHuecTuMmyupytomum dakropom (F'M-KC®). Bee
MalMeHThl ¢ MHTepBaJioM B 21 1eHb moayvyanu 10 17 Kyp-
COB BBIIIIEYKa3aHHOU Tepanuu. JIMHyTyKCuMa0 BBOIMIN
B mo3e 17,5 mr/m?/cyt B/B 10-yacoBoii uHdy3ueil B THU
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2-5. KymynsaruBHasi no3a auHyTykcumadba B | Kypce
cocraBisuia 70 mMr/m? B rpymiie maiueHTOB, MOJIydaB-
LIKMX UPUHOTEKAH/TeMO30JIOMU/TEMCUPOIUMYC, TOIbKO
y 1 (6 %) 60abHOrO 66U HOCTUTHYT YO, K 3TOM B TPyII-
1€ NalKXeHTOB, IOJIyYaBIINX UPUHOTEKAH/TeMO30JIOMU/,/
IuHYTYyKCcuMao, v 9 (53 %) Habmomaics 0ObeKTUBHbIIMA
oTBeT, BToM uncie y4 — YO ny 5 — I1O. Takum obpasom,
KOMOMHAIIMSI UPUHOTEKaH,/TeMO30JIOMUI/ TMHYTYKCUMa0
MIPOAEMOHCTPUPOBAJia 3aMETHYIO IPOTHBOOIIYXOJIEBYIO
aKTUBHOCTDb y MAllMEHTOB C PeLMIUBUPYIOIICH/pedpak-
tepHoit HB [27] (Tabnuiia).

CormnacHO OOHOBJIEHHBIM pe3yJibTaTaM MCCIIeA0Ba-
Hug rpynmnel R. Mody et al., onyO0JIMKOBaHHBIM MO3IHEE
B 2020 ., B rpynmy IamydeHTOB, IOJYYaBIIUX WUPUHO-
TeKaH/TeMO30JOMUI/IMHYTYKCUMA0,  JOIOJIHUTEIBHO
ObUIM BKJIIOYEHBI 36 OOJIBHBIX B LIEIsAX Oojiee TOYHOM
OLIEHKM 4YaCTOTbl OTBeTa M TOKCUYHOCTU. OOBbEKTHUB-
Hble OTBeThl Habmomaauch y 13 (36,1 %) mauueHTOB
B JOIOJIHUTEIBHOM rpytie u'y 22 (41,5 %) u3 53 60jb-
HbIX B O0BbEAMHEHHOM rpymie, npu 3toM y 22 (41,5 %)
13 53 mauMeHTOB HabIoAaNIach CTaOMIN3aIUs OOJIe3HMU.
IToka3aTeu OmHOJIETHE BBDKMBAEMOCTH 0€3 IIPOrpeccu-
poBanus (BBIT) u OB B 00benHeHHO TPYIINE COCTaBU-
au 67,9 + 6,4 % (95 % noseputenbHblii nHTEepBan (J1N)
55,4+ 80,5)n 84,9+ 4,9 % (95 % AN 75,3 £ 94,6) coot-
BeTCTBeHHO. B cTpykType Tokcnunoctu (> 111 crenenn) —
51 mamumeHT — mpeoOiamaaud JMXOopaaka/MHGMEKIUS —
y 18 (35,3 %), neiirponienust — y 17 (3,3 %), antu-GD2
MAT-UHIyLHUpoBaHHas 60ib — y 15 (29,4 %) u nuapes —
y 10 (19,6 %) GonbHbIX. Y 1 maiueHTa ObLia IMIIOKCHS
IV creneHu, COOTBETCTBOBABIIASI KPUTEPUSIMU HETTIPUEM-
JIEMOI TOKCUYHOCTH, OJHAKO JICTaJIbHbBIX MCXOI0B BbIsSB-
JIeHO He 651710 [28] (cM. TabuiLy).

Pestomupyst rpeuMylilecTBa IPUMEHEHUS XUMUOUM-
myHotepanuu (XWT) B pexxuMe MpuHOTEKaH,/TeMO30JI0-
MUI/IUHYTYKCUMa0 B cpaBHeHUM ¢ MOHOXT B KauecTBe
HMCTOPUYECKOI0 KOHTPOJISI, IPUBOAUM PE3YJIBTaThl UCCIIC-
JOBaHUS peXXrMMa UPUHOTEKAH/TeMO30JIOMU Y TaLMeH-
TOB ¢ pedpakTepHoil/penuauBupytomieii popmoit HB.
R. Bagatell et al. moka3anu, 4TO OOBEKTUBHBIC OTBEThI
B IPYIIIEe UPUHOTEKAH/TeMO30JIOMU ObLINA YCTAHOBIICHbI
ToNIbKO Y 8/55 (15 %) nmauueHTOB, IIPU 3TOM ITOKa3aTe/IN
2-netHeit BCB u OB cocraswmm 13 £9 % u 30 £ 10 %
COOTBETCTBEHHO [29].

Me:xxnyHapoaHbIMU rpyImnamMmu HCCJIeI0BaIach
3(HEKTUBHOCTL KOMOMHALIMY MAT U C APYTUMU XUMUO-
TepaneBTUYECKMMU pexkuMaMu. Tak, TpyIna MCCIeno-
Bateneir S. Federico et al. mpoaHanu3upoBana 3pdek-
TUBHOCTb ~XMMUOMMMYHOTEPAIEBTUYECKOIO pPEeKuMa,
COCTOSIIIIET0 U3 6 KypcoB — LIMKJI0(hochamMui/TonoTeKaH
(kypcel 1—2), upuHOTEeKaH/TeMo30J0MUI (Kypchl 3—4),
udocdamua/kapooruiatud/aTono3us  (Kypcbl — 5—6)
B KoMOuHanuu ¢ aHtu-GD2 MAT hul4.18K322A, pas-
pabotaHHOro B JIETCKOM MCCJIEI0BATEILCKOM TOCIIUTAIIE
Casaroro WMyner (St. Jude Children’s Research Hospital,
Mewmopuc, CIIIA), y mauiMeHToB ¢ pedpaKTepHOii/peru-
nuBupytomieit ¢opmoii HBb (umenTtuduxkarop wuccie-
noBanuss NCT01576692). Bce GosibHbIE ¢ MHTEPBAJIOM
B 21 1eHb CyMMapHO MOJIydaan 6 KypcoB LIMTOCTATUYECKOMN
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Humeepanvhas xapakmepucmuka OCHOBHbIX KauHuueckux uccaedosanuil pewcumos XHUT npu peuudusupyioweii/pegppakmepnoi HB u y nepguunvix

nayuenmos ¢ Hb (nauano)

Integral characteristics of the main clinical studies of chemoimmunotherapy regimens in recurrent/refractory NB and in primary patients with NB (beginning)

ABTOp, KypHaJI, roj Jlu3aiiH uccie0BaHus
Author, journal, year Study design

Ju3aiin: paHnomMu3upoBaHHoe uccienoBanue [1 dasb
(COG ANBLI1221)

Ilenesad rpynna: peuuaunssl U pedppakrepHoe TeueHrne Hb
KoauuecTBo Kypcos: 10 17
MexKypcoBoii uaTepBai: 21 1eHb
HpuHoTekaH/TeM03010MuA/IMHYTYKCMMao (n = 17)
Wpunotekan 50 mr/m?/cyT B/B (a1 1—5)
Temozomomun 150 Mr/m2/cyT per os (iHu 1—5)
Hunytykcumab (ch14.18) 17,5 mr/m?/cyt
(mepBoHavYaIbHO 25 Mr/M?/cyT) B/B (IHU 2—5)
I'M-KC® 250 mxr/m?/cyT (nHu 6—12)
HpuHoTtekan/TeMo30/10Mua/TeMcuposumyc (n = 18)
Wpunotekan 50 mr/m?/cyT B/B (a1 1—5)
Temozomomun 150 Mr/m2/cyT per os (mau 1—5)
Temcuponumyc 35 mr/m?/cyt (nuu 1, 8)
I'M-KC® 250 mxr/m?/cyT (mHu 6—12)
Design: randomized phase 11 trial (COG ANBL1221)
Target group: relapses and refractory NB
Number of courses: up to 17
Inter-course interval: 21 days
Irinotecan/temozolomide/dinutuximab (n = 17)
Irinotecan 50 mg/m2/day intravenously (days 1-5)
Temozolomide 150 mg/m?/day per os (days 1—5)
Dinutuximab (ch14.18)17.5 mg/m*/day
(initially 25 mg/m?/day) i.v. (days 2—5)
GM-CSF 250 mcg/m?/day (days 6—12)
Irinotecan/temozolomide/temsirolimus (n = 18)
Irinotecan 50 mg/m*/day i.v. (days 1-5)
Temozolomide 150 mg/m?/day per os (days 1-5)
Temsirolimus 35 mg/m?/day (days 1-8)
GM-CSF 250 mcg/m?/day (days 6—12)

R. Mody, Lancet
Oncol., 2017

Jlu3aiiH: paciMpeHHast KOropTa MalnueHTOoB,
rnoJyyaBlIMX Tepanuio no nporokonry COG ANBL1221
IleeBas rpynma: peuanBel U pepakTepHOE TeUeHIEe
HB (n = 53), 17 paHIOMU3MPOBAHHBIX U 36 TOMOTHUTEIHHO
BKJIIOUCHHBIX TTAIIUEHTOB
KonmuecTBo Kypcos: 10 17
MexKypcoBoii uaTepBat: 21 1eHb
VpuHoTeKaH/TeM03010MM1/TNHYTYKCUMA0
Wpunotekan 50 mr/m?/cyt B/B (a1 1—5)
Temozomomun 150 Mr/m2/cyT per os (mau 1—5)
Hunytykcumab (ch14.18) 17,5 mr/m?/cyT
(mepBoHavYaIbHO 25 Mr/M?/cyT) B/B (IHU 2—5)
I'M-KC® 250 mxr/m?/cyt (mHu 6—12)

Design: an expanded cohort of patients treated with the COG
ANBL 1221 protocol
Target group: relapses and refractory NB (n = 53),

17 randomized and 36 additionally included patients
Number of courses: up to 17
Inter-course interval: 21 days
Irinotecan/temozolomide/dinutuximab
Irinotecan 50 mg/m*/day i.v. (days 1-5)
Temozolomide 150 mg/m?/day per os (days 1—5)
Dinutuximab (ch14.18) 17.5 mg/m?/day
(initially 25 mg/m?/day) i.v. (days 2—5)
GM-CSF 250 mcg/m?/day (days 6—12)

R. Mody, J Clin
Oncol., 2020

Kpartkas xapakTepucTHKa OCHOBHBIX NIOKa3aTeiei

Brief description of the main indicators

HpunoTekaH/TeM030JI0MUA/AMHYTYKCUMA0
Y0O0:9/17 (53 %), 3 uux 5 — 110, 4 — 4O
HpuHoTekaH/TeM03010MH1/ TEMCHPOTIUMYC
Y00: 1/18 (6 %), 4O
CaezieHnsi 0 TOKCHYHOCTH B Ipyrine
HMPUHOTEKAH/TeMO030JI0MHII/ TMHYTYKCUMa6 (n = 16)
Bonb: 7/16 (44 %)

Tunokanuemust: 6/16 (38 %)
Heitrponenust: 4/16 (25 %)

Anemus: 4/16 (25 %)
TpombGorronenus: 4/16 (25 %)
WNudexunu v tuxopanka: 4/16 (25 %)

V 1 naumenTa Habmoaanack runokcust IV crenenu,
COOTBETCTBOBABIIIAsT KPUTEPHSIM HETTPHEMIIEMOTA
TOKCUYHOCTHU
Irinotecan/temozolomide/dinutuximab
ORR: 9/17 (53 %), 5 of which had a complete response,
4 — partial response
Irinotecan/temozolomide/temsirolimus
ORR: 1/18 (6 %), partial response
Information about toxicity in the irinotecan/temozolomide/
dinutuximab group (n = 16)

Pain: 7/16 (44 %)

Hypokalemia: 6/16 (38 %)
Neutropenia: 4/16 (25 %)

Anemia: 4/16 (25 %)
Thrombocytopenia: 4/16 (25 %)

Infections and fever: 4/16 (25 %)

One patient had grade 1V hypoxia that met the criteria
of unacceptable toxicity

DKCrnepuMeHTAIbHAS TPyNna
YOO0: 22/53 (41,5 %), u3 vux 11 — I10,

11 =40, 22/53 — crabunuzanust
Onuonetnsist BBIT: 67,9 + 6,4 %
Onnonernsia OB: 84,9+ 4,9 %
Csenenus 0 TOKCHYHOCTH (1 = 51)
Undekunonnas muxopanka: 18/51 (35,3 %)
Heiirponenust: 17/51 (33,3 %)

Bonb: 15/51 (29,4 %)

Huapesti: 10/51 (19,6 %)
Tpombouuronenus: 5/51 (9,8 %)

PBora: 4/51 (7,8 %)

V | mauueHTa u3 paHIOMU3MPOBAHHON KOTOPTHI
oTMeueHa rurokcus [V crerneHu, COOTBETCTBOBABIIIAS
KPUTEPUSIM HETIPUEMIIEMOIT TOKCUYHOCTU
Experimental group
ORR: 22/53 (41.5 %), 11 of which had a complete
response, 11— partial response, 22/53 — stabilization
1-year PFS: 67.9+ 6.4 %
1-year OS: 84.9+ 4.9 %

Information about toxicity (n = 51)
Infectious fever: 18/51 (35.3 %)
Neutropenia: 17/51 (33.3 %)

Pain: 15/51 (29.4 %)

Diarrhea: 10/51 (19.6 %)
Thrombocytopenia: 5/51 (9.8 %)
Vomiting: 4/51 (7.8 %)

One patient from a randomized cohort had grade IV
hypoxia that met the criteria of unacceptable toxicity

0630pb! nuTepatypbl // Literature reviews
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ABTOp, XKypHAJ, rOJA JIu3aiiH uccieioBaHus
Author, journal, year Study design

JIu3aiiH: NUI0THOE MCCIe 0BaHME

Ileneas rpynna: peiuanBbl U pepakrepHoe TeueHue Hb (n = 13)

Kosamyecto Kypcos: 6
MexKypcoBoii uHTepBat: 21 neHb
e Kypcsi 1-2 (CycT)

Huxnodochamun 400 mr/m>/cyt B/B (aHEU 1—5)
Tomorekas 1,2 mr/m?/cyt B/B (1Hu 1-35)
hul4.18K322A 40 mr/m?/cyt (nau 2—5) + TM-KCO + UJI-2 £+
NK-knerku (rocie 2-ro Kypca)

* Kypcet 3—4 (IT)

Wpunotekan 50 mr/m?/cyt B/B (a1 1—5)
Temozomomun 150 mr/m2/cyT per os (mxu 1—5)
hul4.18K322A 40 mr/m?/cyt (mHu 2—5) + TM-KC® + UJI-2 +
NK-knetku (mocie 4-ro Kypca)

* Kypcoi 5—6 (ICE)

Udochamun 2 r/m?/cyT B/B (mam 1—3)
Kap6orutatua (AUC 8) B/B (neHb 1)

Dromosun 100 mr/m?/cyt B/B (mHu 1-3)
hul4.18K322A 40 mr/m?/cyt (mHu 2—5) + TM-KCO + UJI-2 +
NK-keTku (mmocie 6-ro Kypca)

K kaxmomy Kypcy nobasstiich hul4.18K322A 40 mr/m?/cyr
(mHM 2—5), BBOIMMBIE 3a 4 U B 3aBUCUMOCTH OT MTEPEHOCUMOCTHU
C eXXeTHEeBHBIM IMOIKOXHBIM BBeieHreM ['M-KC®, HaunHast
¢ 7—8-ro gus, B mo3e 250 mxr/m?/cyt (mo AUH > 2000/Mm?)
u UJI-2 1 M En/m? (depes neHb 10 6 103)

Design: pilot study
Target group: relapses and refractory NB (n = 13)
Number of courses: 6
Inter-course interval: 21 days
o Courses 1-2 (CycT)

Cyclophosphamide 400 mg/m?*/day i.v. (days 1-5)
Topotecan 1.2 mg/m*/day i.v. (days 1-5)
hu14.18K3224 40 mg/m?/day (days 2—5) + GM-CSF + IL-2 +
NK cells (after the 2 course)

e Courses 3—4 (IT)

Irinotecan 50 mg/m*/day i.v. (days 1-5)
Temozolomide 150 mg/m?/day per os (days 1-35)
hu14.18K322A4 40 mg/m?*/day (days 2—5) + GM-CSF + IL-2 +
NK cells (after the 4" course)

e Courses 5—6 (ICE)

Ifosfamide 2 g/m*/day i.v. (days 1-3)

Carboplatin (AUC 8) i.v. (day 1)

Etoposide 100 mg/m?/day i.v. (days 1-3)
hu14.18K322A4 40 mg/m?*/day (days 2—5) + GM-CSF + IL-2 +
NK cells (after the 6th course)
hu14.18K322A4 40 mcg/m?/day (days 2—5) were added to each
course, administered in 4 hours, depending on tolerability, with daily
subcutaneous administration of GM-CSF, starting from 7—8 days,
at a dose of 250 mecg/m?/day (up to ANC > 2000/mm’)
and IL-2 1 million units/m? (up to six doses every other day)

S.M. Federico, Clin
Cancer Res., 2017

Kpartkas xapakTepucTHKA OCHOBHBIX NIOKAa3aTeiei

Brief description of the main indicators

DKcnepuMeHTAIbHAS TPynna
Y0O0: 8/13 (61,5 %),
u3 Hux 4 — 10, 1 — OXYO0, 3 —-4O
Onnonernsist OB: 10/13 (77 %)

CaezieHHst 0 TOKCHYHOCTH
Muenocynpeccust [II-IV crenenu: 13/13 (100 %)
Tpom6Gouuronenus IV crenenu > 35 aueit: 1/13 (7,6 %),
pacLeHeHO KaK HelpreMyieMasi TOKCHYHOCTb
Bonb [-11 crenenn: 13/13
YeTbIpe nalreHTa MpepBaiu JeYeHUe MO CIEAYIOIUM
MPUYMHAM: ajiepruieckast peakiust Ha huld. 18K322A,
BUpPYCHast MHGEKIMS, XUPYPruvecKasi CMepTh, BTOpast
OITyXOJTb
Experimental group
ORR: 8/13 (61.5 %), 4 of which had a complete response,
1 — very good partial response, 3 — partial response
1-year OS: 10/13 (7 7%)

Information about toxicity
Grade 111V myelosuppression: 13/13 (100 %)
Thrombocytopenia grade IV > 35 days: 1/13 (7.6 %),
regarded as unacceptable toxicity
Pain grade I-11: 13/13
4 patients interrupted treatment: allergic reaction to
hul4.18K322A, viral infection, surgical death, secondary
tumour
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ABTOp, XKypHAJI, 10X Jlu3aiiH uccie0BaHus Kparkasi xapakTepHCTHKA OCHOBHBIX NOKa3aTeiei
Author, journal, year Study design Brief description of the main indicators

Jlu3zaiin: ipocriekTuBHOE MccienoBanue 11 asznr
LleneBasi rpynna: nepBUYHBIE MALIUEHTHI
¢ HB rpynmbl BBICOKOTo pucka
KoimmuecTBo KypcoB HHIAYKIMH: 6
Me:xkypcoBoii uHTepBaJ: 21 1eHb
Dman unoyxuyuu
® Kypcst 1-2 (CycT)

Huxnodochamun 400 mr/m>/cyt B/B (aHEU 1—5)
TonorekaH 1,2 Mr/m?/cyt B/B (a1Hu 1—5)
hul4.18K322A 40 mr/m?/cyt (nau 2—5) + TM-KCO + UJI-2
* Kypcoi 3 u 5 (CisEto)

Uwucrmatun 50 mr/m2/cyt B/B (aHu 1—4)
Bronosuz 200 mr/m?/cyt B/B (nH1 1—3)
hul4.18K322A 40 mr/m?/cyt (nau 2—5) + TM-KCO + UJI-2
® Kypcot 4—6 (VDC)

Huxmodochamun 2,1 r/m?/cyt B/B (mHu 1—2)
JlokcopyouLmH 25 mr/m2/cyT B/B (nHu 1—3)
Bunkpucrtun 0,67 mr/m?/cyt B/B (mHu 1—3)

hul4.18K322A 40 mr/m?/cyt (mau 2—5) + TM-KC® + UJI-2
K kaxmomy Kypcy mobasmsuiuch hul4. 18 K322A 40 mr/m?/cyT
(nHM 2—5), BBOAMMBIE 32 4 U B 3aBUCUMOCTH OT MEPEHOCUMOCTHU
C eXeTHEBHBIM MOAKOXHBIM BBeneHreM ' M-KC® 250 mkr/m?/cyT
(mo AYH > 2000/mm*) u MJT-2 106 Ex/m? (depes ieHb 10 6 103)
Iman kouncoaudauuu
Bu/Mel c ayro-TI'CK
hul4.18K322A + IT'M-KC® + WUJI-2 (¢ +2-ro 1o +5-ro aHs) =
NK-xnetku (¢ +4-ro gust) £ JJIT (1o mokazaHusiM)
Dman nocmkoncoaudayuu
M3otpetnHonH (6 KypcoB)
hul4.18K322A 40 mr/m?/cyT B TeueHue 4 qHeit +
S.M. Federico, Clin I'M-KC® + UJI-2 (5 xypcoB)
Cancer Res., 2017 Design: prospective phase 11 study
Target group: primary patients with high-risk NB
Number of induction courses: 6
Inter-course interval: 21 days
Induction phase
® Courses 1-2 (CycI)
Cyclophosphamide 400 mg/m*/day i.v. (days 1-5)
Topotecan 1.2 mg/m?/day i.v. (days 1-35)
hu14.18K322A 40 mg/m?/day (days 2—5) + GM-CSF + [L-2
® Courses 3 and 5 (CisEto)
Cisplatin 50 mg/m?/day i.v. (days 1—4)
Etoposide 200 mg/m?/day i.v. (days 1-3)
hu14.18K322A 40 mg/m?/day (days 2—5) + GM-CSF + [L-2
® Courses 4—6 (VDC)
Cyclophosphamide 2.1 g/m?/day i.v. (days 1—2)
Doxorubicin 25 mg/m?/day i.v. (days 1-3)

Vincristine 0.67 mg/m?/day i.v. (days 1-3)
hu14.18K322A 40 mg/m?/day (days 2—5) + GM-CSF + IL-2
hu14.18K322A4 40 mg/m?*/day (days 2—5) were added to each course,
administered in 4 hours depending on tolerability,
with daily subcutaneous administration of GM-CSF 250 mcg/m?/day
(up to ANC > 2000/mm’) and IL-2 106 units/m?

(up to six doses every other day)

Consolidation phase
Bu/Mel with auto- HSCT
hul4.18K3224 + GM-CSF + IL-2 (from +2to +5 days) =
NK cells (from +4 days) = EBRT (according to indications)
Post-consolidation phase
Isotretinoin (6 courses)
hul4.18K322A 40 mg/m2/day for 4 days +
GM-CSF + IL-2 (5 courses)

DKcnepuMeHTAIbHAS rpynna
YOO nocrne 2 kypcos Tepanuu: 42/63 (66,7 %)
YOO nepen ayro-TIT'CK: 60/62 (97 %),
u3 Hux 21 — I10, 21 — OXYO, 18 —4O;
MOJTHBIN MeTacTatuyeckuii otBet — 40 (65 %)
Tpexnernsist BCB: 73,7 %
Tpexnernsist OB: 86,0 %
Experimental group
ORR after 2 courses of therapy: 42/63 (66.7 %)
ORR before auto-HSCT: 60/62 (97 %),

21 of which had a complete response, 21 — very good partial
response, 18 — partial response; a complete metastatic
response — 40 (65 %)
3-year EFS: 73.7 %
3-year OS: 86.0 %

0630pb! nuTepatypbl // Literature reviews
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ABTOp, XKypHAJI, 10X Jlu3aiiH uccie0BaHus Kparkasi xapakTepHCTHKA OCHOBHBIX NOKa3aTeiei
Author, journal, year Study design Brief description of the main indicators

Jln3aiin: TUIOTHOE UCCIIeOBAHME
IleneBas rpynna: peiiuanBbl U peppakrepHoe TeueHue HB (n = 19)
KoauuecTBo Kypcos: 10 14
MexkKypcoBoii UHTepBaJ: 28 THEil
OCHOBHOI pexXuM':

HWpunotekan 50 mr/m>/cyt B/B (mau 0—4)
Temozomomun 100 mr/m2/cyT per os (mxu 0—4)
Junytykcuma6 6erta (ch14.18/CHO) 10 mr/m?/cyt (nau 1—10)
Design: pilot study
Target group: relapses and refractory NB (n = 19)
Number of courses: up to 14
Inter-course interval: 28 days
Main regimen’:

Irinotecan 50 mg/m?/day i.v. (days 0—4)
Temozolomide 100 mg/m?/day per os (days 0—4)
Dinutuximab beta (ch14.18/CHO) 10 mg/m?/day (days 1—10)

N. Olgun, Front
Oncol., 2022

YO0O0: 12/19 (63 %), u3 aux 6 — [10, 6 — YO
CaeaeHust 0 TOKCHYHOCTH
SIBNIEeHUIT HEMIEPEHOCUMOI TOKCUYHOCTH 3aPETrUCTPU-
poBaHO He ObL10. TOKCMYHOCTD AMHYTYKCHMMaba GeTa
COOTBETCTBOBAJIAa paHEee ONMUCAHHOM. Y | maiueHTa
OblIa OTMEUYCHA aJlepruyeckas peakiys B BUAe 3yaa
> [1I cTerneHu, YTo MPUBEJIO K OCTAHOBKE MHGY3UN

B T€UYEHHE MEPBBIX 6 KypcoB. Y 2 GOIBHBIX HAOTIOAAIACH
9KCTpaBa3allvsi, OMHAKO Bce MaueHTh momyaran 100 %

KYMYJISITUBHYIO 103y INHYTYKCMMaba Geta, 1axe eciu
rnepuo BBeeHus mpesbiai 10 cyT.

ORR: 12/19 (63 %), of which 6 is a complete response, 6 is

a partial response.
Information about toxicity
No phenomena of intolerable toxicity were registered. The

toxicity of dinutuximab beta corresponded to the previously
described in literature. One patient had an allergic reaction

in the form of itching > 111 grade, which led to stopping
the infusion during the first six courses. Extravasation was

observed in two patients, but all patients received
a 100 % cumulative dose of dinutuximab beta, even if the
administration period exceeded 10 days
Y0O0: 16/25 (63 %), u3 vux 8 — 10, 8 — YO
Tpexiernsist BBIT: 36 %
Tpexnernas OB: 35 %
Caenenusi 0 TOKCHYHOCTH
SABneHus TokcuyHocTh > [V cTeneHn OTHOCUIUCH
K reMaTosiornaeckomy rpodwiio. Cpenu siBieHUi
TokcuuHocTu 111 creneHu HaGIOAATMCH CUHAPOM I10-
BBILIEHHOI IPOHMIIAEMOCTH KaIIMIUISIPOB — 4/25
(16 %), annepruyeckue peakuuu — 4/25 (16 %),
nmuapest — 1/25 (4 %). CitydaeB HellepeHOCUMOI
TOKCUYHOCTH 3apPErUCTPUPOBAHO He ObuUT0. B 60J1b-
IIMHCTBE CJTy4aeB MAallMeHThI TIOJTYYWIIN TIOJTHYIO 103y
NMHYTyKCcMMaba Oera
ORR: 16/25 (63 %), of which 8 is a complete response,
8 is a partial response
3-year PFS: 36 %
3-year OS: 35 %
Information about toxicity
The phenomena of toxicity > IV grade were related to the
hematological profile. Among the toxicity phenomena of the
111 degree, the capillary leak syndrome was observed —
4/25 (16 %), allergic reactions — 4/25 (16 %), diarrhea —
1/25 (4 %). No cases of intolerable toxicity have been
reported. In most cases, patients received a full dose of
dinutuximab beta
|
IIpumeuanue. /T — cxema XT ¢ npumenenuem upunomexana + memozonromuda; AYH — adcoaromnoe uucao neiimpogunos; CycT — kype XT, exarouarowuii
yukaogocghamud u monomexan; ICE — kype XT, exniouarowguii ugpocgpamud, xapbonsamun u smonozud; AUC — naowads nod kpueoii; NK — ecmecmeennoie
xuanepvt; VDC — kype XT, exaouarowguii eunkpucmun, doxcopyouuun u yukiopocgpamud; CisEto — kype XT, exaiouarowuil yucniamun u 3mono3ud;
Bu/Mel — cxema konouyuonuposanus, 6Ka04aiowas 6ycyabghan u Meaganan; ' — noMumMo 0CHOBHO20 PeNCUMAa COHemanHo ¢ QUHymykcumabom bema 6 pside
CAyHaes NPUMEHANUCH credyiolyue KOMOUHAUUY YUMOCIMAMU4eCKUX a2eHmos: monomeKan/memo3010Mud/BUHKpucmuH, ugpocgpamud/xapbonaamur,/>mono-
310, MONOMEKaH/IMONO3UC/MEMO30A0MUO U MONOMEKAH/BUHKPUCMUH/O0KCOPYOUUUH, > — ROMUMO OCHOBHORO PEICUMA COHEMAHHO ¢ OUHYMYKCUMAO0M Oema
6 I cayuae npumensincs monomekan 1,5 me/m’/cym, nockonvky 6 nepuod RPUMEHeHUs: Pedcuma UpUHOMeKan,/memo3onomud/besayuzymad y nayuenma 0vina
KOHCIMAmMupo8ana npoepeccusi 3a601e8aHuUs.

JIu3aiiH: peTPOCIIEKTUBHOE UCCIIEI0OBAHNE
IleneBas rpynna: peluanBbl U peppakrepHoe TeueHue HB (n = 25)
MexKypcoBoii uaTepBai: 21 1eHb
OCHOBHOIi pexum?:

Wpunorekan 50 mr/m?/cyt B/B (nHu 1-5)
Temozonomun 100 Mr/m2/cyT per os (mHu 1—5)
Nunytykcumab 6era (ch14.18/CHO) 10 mr/m?/cyt (nHu 2—6)
Design: retrospective study
Target group: relapses and refractory NB (n = 25)
Inter-course interval: 21 days
Main regimen’:

Irinotecan 50 mg/m?/day i.v. (days 1-5)
Temozolomide 100 mg/m?/day per os (days 1—5)
Dinutuximab beta (ch14.18/CHO) 10 mg/m?/day (days 2—6)

A. Wieczorek, Front
Oncol., 2023

Note. /T — the regimen of chemotherapy with the use of irinotecan + temozolomide; ORR — objective response rate; EFS — event free survival; OS — overall
survival; PFS — progression free survival; ANC — absolute neutrophil count, CycT — a course of chemotherapy, including cyclophosphamide and topotecan;
ICE — a course of chemotherapy, including ifosfamide, carboplatin and etoposide; AUC — the area under the curve; NK — natural killers; EBRT — external
beam radiotherapy; VDC — a course of chemotherapy, including vincristine, doxorubicin and cyclophosphamide; CisEto — a course of chemotherapy, including
cisplatin and etoposide; Bu/Mel — conditioning regimen, including busulfan and melphalan; GM-CSF — granulocyte-macrophage colony-stimulating factor;
IL-2 — interleukinin-2; ' — in addition to the main regimen, the following combinations of cytostatic agents were used with dinutuximab beta in some cases:
topotecan/temozolomide/vincristine, ifosfamide/carboplatin/etoposide, topotecan/etoposide/temozolomide and topotecan/vincristine/doxorubicin; > — in addition
to the main regimen, topotecan 1.5 mg/m?/day was used in one case in combination with dinutuximab beta, since during the period of the irinotecan/temozolomide/
bevacizumab regimen the patient was diagnosed with disease progression.
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XT omHoBpeMeHHO ¢ hul4.18K322A B no3e 40 mr/m?/cyT
(mau 2—5) ¢ IM-KC® u untepaeiitkunom-2 (MJ1-2). Ha
2, 4 1 6 Kypcax HmalKMeHThl TAKKe MOIJIM TOJIydyaTh HHPY-
3110 rartonieHTUYHbIX NK-knetok (nuu 7 wnu 8). U313,
BKJIIOYEHHBIX B ccaenoBaHue 6oabHbIX, YOO cocTaBmia
61,5 %, B Tom uucne 4/13 (30,7 %) 110, 1/13 (7,6 %)
OXYO u 3/13 (23 %) 4O. VY 5/13 (38,4 %) nauneHTOB
yCTaHOBJIEHa cTabuimu3anusl 3abojeBaHus. MeanaHa
BpEMEHHM [0 IpOorpeccupoBaHUsl cocTaBuia 274 nHsA
(pa3zdbpoc — 239-—-568 nueii), npu stom 10/13 (77 %)
namyeHToB mpoxuau 1 rox. B crpykrype mnpodunasa
TokcuuHocTu (= III cremenm) mpeoOiamana Muenocy-
npeccust — 13/13 (100 %). Y 1 601bHOrO, IOJIyYUBIIETO
9 IMHMI TIpeaIIeCTBYIONICH Tepalli, pa3BUIACh HEITPU -
emieMasi TOKCUMYHOCTh (TpombouutoneHus IV crenenn
> 35 gHeit), mpu ToM 4 MallMeHTa MPeKpaTUIn JeueHne
MU3-3a HeXeJaTeIbHBIX SIBJICHUM (ajuiepruueckasl peak-
s Ha hul4.18K322A, BupycHast UHDEKLIMS, XUPYPIH-
yeckasi cMepTh, BTopoe 3HO) [30] (cM. TabauiLy).

Takum odpaszom, pexkumbl XUT, ocHOBaHHBIE Ha pa3-
JIMYHBIX KOMOMHAIIUSIX IUTOCTAaTMYECKUX IIperapaToB
¢ MMMyHOOMoOJOrnuyeckuMu areHtamm MAT (chl4.18,
hul4.18K322A), BBITTOJHUMBI U 00€CIIEYNBAIOT KIUHU-
YeCKM 3HayMMbIe OTBETHI Y OOJIBHBIX pedpakTepHOil/
peumauBupyoieir Hb, uro Hapsay ¢ BaXKHOCTBIO OTBE-
Ta Ha WMHOYKIIMOHHBINA 3Tall TepamuM aKTyaJlu3upyer
MOTPeOHOCTh MCCACA0BAHUS 3TOrO IMOAXO/Aa HE TOJIBKO
y MallMeHTOB C peluauBaMu 3a00JjieBaHUs, HO TaKxke
y OOJIBHBIX € BIIEpBBIE AuarHoctTupoBaHHoi Hb Ha saTane
WHAYKIIMOHHOU Teparuu.

B 2019 r. rpymnma wucciemoBateneir u3 Jlerckoro
nucclienoBaresbckoro rocnutaias Csaroro Wynbl ory-
OnMKOBasia Pe3yJbTaThl MPOCIEKTUBHOTO HEPaHIOMMU-
3UPOBAHHOIO0 KJIMHUYecKoro ucciaenoBanus Il ¢da3ssbl,
B KOTOpOE ObLIM BKJIIOUEHBI MAllMEHTHI ¢ BIIEPBbIC THa-
rHoctupoBaHHoil HB, cTpatudguuupoBaHHbie B IpymIly
BBICOKOTO PHCKa B COOTBETCTBUU C KpUTEepUIMHU JleTcKoit
onkojornueckoit rpymnmnsl CIIIA (Children’s Oncology
Group, COG). B pamkax 6 KypcoB MHAYKLIMU MALIMEHThI
noaydyaau uukiaodgocdaMua, TOINOTeKaH, LUCIUIATHH,
9TOMNO3UJ, AOKCOPYOMIIMH W BUHKPUCTUH B alibTep-
HUpyloleM pexuMme [31], mpu 3TOM K KaXIOMy Kypcy,
HayMHasg ¢ nepsoro, gobdapusauch hul4.18K322A MAT
B no3e 40 mr/m?/cyt (2—5-ii IHU Kypca) ¢ IOCIEIyIo-
LIMM €XXeIHEBHBIM IMOAKOXHBIM BBeaeHuem ['M-KCO
(250 mkr/m?*/cyt) m 6-10 BBemeHusimu WJI-2 B nmoze
10 En/m2. Adepes 'CK mpoBoauica mocie 2-ro Win
4-1o Kypca nnaykuuu. IlepBuuHbIe OMyX0au ObUIN yaa-
JICHBI MHUIIMAJIbHO WJIX BO BpeMs MHAYKIIMHU. DTaIl KOH-
CONMUIAIIMM BKJIIOYaJl KOHAWIIMOHMPOBAHME IO CXEME
oycynbdaH/MendanaH ¢ BOSMOXKXHBIM JOTOJTHUTEIbHBIM
4-nHeBHBIM KypcoM hul4.18K322A, HayMHaBIIUMCS
Ha +2-e cytku ot ayto-TI'CK u uHpy3mueit 1oHopcKux
NK-k1eTok B uHTepBaje Mexnay +2—5-Mu cyTkamu
[32]. TTocne BoccTaHOBIECHUSI KPOBETBOPEHMS IMally-
eHThI MOJIyJaJIu JIOKaJbHYIO JyYEeBYIO TepaIuio. DTam
MMOCTKOHCOJUIAIIUM  TpeaycMaTpuBal MPUMEHEHUE
6 LMKJIOB M30TpeTMHOMHA U 5 KypcoB hul4.18K322A/

2’2023

TOMNVOL. 10

I'M-KC®/MNJI-2. CoriacHO pe3yjabTaTaM MCCJIenoBa-
Hus1 u3 42 maumeHToB, nonyuyuBmmux XMT Ha ocHoBe
hul4.18K322A MAT, nocie nepBbiXx 2 KypcoB YO unm
ayuiie gocturiau 32/42 (76,2 %) mauuenta (95 % AU
60,6—88,0), 4TO COIPOBOXIAIOCH YMEHbBIIEHUEM O0b-
eMa IepBUYHOM omyxoiu Ha 76 %. He ObLI0 OTMEYeHO
HU OJHOIO Cjlydasl mporpeccuu 3abojieBaHus Ha (oHe
WHIYKLIMOHHOM Tepanuu. JByxnetHsas BCB cocrasuna
85,7 % (95 % AU 70,9—93,3) [33] (cM. TabauiLy).

CornacHo OOHOBJIEHHBIM pe3yJibraTaM HCClea0Ba-
HUI TOW K€ TIPYIIIbI, oNyoJuKoBaHHBIM B Journal of
Clinical Oncology B 2022 1., u3 64 mauneHTOB, MOJyYNB-
mux uHaykuuoHHyio XMT Ha ocHoBe hul4.18K322A
MAT, mocje nepBbiX 2 KypcoB YO u aydiine JOCTUTIHN
42/63 (66,7 %) nauuMeHTa, IpU 3TOM MeAMaHa COKpa-
LIeHUsT 00beMa MEPBUYHOM OITyXou coctaBuiaa 75 %.
Y 60/62 (97 %) 60nbHbBIX HaGMOAaMCh [10/0YX0/YO
B KOHIIe MHAYKIIMK. H1 y 0MHOro nanueHTa He OTMEYEHO
MporpeccupoBaHusi 3a00IeBaHUSI BO BpeMsI MHIYKIIMOH -
Hoit teparuu. TpexietHsst BCB u OB cocraBuiu 73,7 %
95 % AN 60,0—83,4) u 86,0 % (95 % AN 73,8—92,8)
coOTBeTCTBeHHO. Kpome Toro, wucciemoBaTen IIOM-
YEepKHYJIU, YTO MeAuaHa IIMKOBBIX KOHIICHTPAIU
hul4.18K322A MAT B CBHIBOPOTKE KpOBHU, OIICHEHHAas
npu InpoBeneHuu mnepsoro kypca XMT, koppenuposaia
¢ paHHUM OoTBeTOM Ha Tepamnuio (p = 0,0154) [34] (cMm.
Ta0JIUILY).

Takxum o6Gpasom, gobaBineHue MAT hul4.18K322A
K mHaykuuoHHoit XT mnepBuuHbIX mamueHToB ¢ HbB
IPYIIIBl BBICOKOTO pHUCKA MPUBOAWIO K YIYYIIEHUIO
pPaHHUX OOBEKTUBHBIX OTBETOB, YMECHBILIEHUIO 00beMa
OIYXOJIM y OOJIBIIMHCTBA M3 HUX U YJIYYLICHUIO OKa-
3aTelieil 00bEKTUBHOTO OTBETa B KOHIIE MHAYKIIMU, 00¢-
CIleuMBasl BIIEUAT/ISAIONIME [TOKA3aTEIM BbIKMBACMOCTH.
Pestomupyst ipeumMyliiiecTBa NpUMEHEHUSI paCCMOTPEH-
Horo pexuma XMUT B cpaBHeHun ¢ mMoHOXT B Kaue-
CTBE MCTOPUYECKOIO KOHTPOJISI, IPUBOIAMM PE3YJib-
TaTbl MCCIENOBaHMS y TalUeHTOB ¢ mepBuuyHoii HbB
rpymIbl Beicokoro pucka. J. Park et al. mokasanu, 4To
y OOJIBHBIX, ITOJIyYaBIIMX aHAJOIMYHBIA PEXUM MHIYK-
muonHoit XT, koHmumuoHupoBaHue 1o cxeme CEM
(kapOomaTtuH/3Tono3un/mMencdanan) u  13-umuc-PK,
nokaszatenu 3-netHeit BCB 1 OB cocraBunn 37,8 £ 9,4 %
u 57,1 £ 9,4 % coorBerctBeHHO. YOO Ha MHAYKIIMOH-
HyIO Teparnuio O0buta paBHa 84 % (26/31) [31].

IMoaBonst utorn HeooxoauMocTH IpoBeaeHust XU T Ha
MHAYKIMOHHOM 3Tarle JICYCHUST Y IEPBUYHbBIX OOIbHBIX,
CTOUT MOAYEPKHYTh, YTO IPUBEACHHbIC KIMHUYECKUE
KMCCIIENOBAaHUs MPEeIOCTaB/SIOT yOeauTeIbHbIE T0Ka3a-
TeJIbCTBA TOTO, YTO COYeTaHHOE NTpuMeHeHure aHTu-G D2
MAT B KOMOMHALIMU C LIUTOCTATUKAMU XapaKTepU3yeTCs
0e30IMacHOCTBIO, MPUEMIIEMBIM TPO(PUIEM TOKCUYHOCTH
¥ OOHaJIeXMBaIOIIUM BIMsgHUeM Ha mokasatenu YOO,
BCB u OB y naniuenToB ¢ Hb rpynibl BEICOKOTO pHCKa.

HccnenoBanus B 00JIaCTH ONTUMU3ALMU WHIYKIIM-
OHHOTO 3Talla Tepaluy MPOIOJIKAIOTCI C Pa3IMYHbIMU
BUAAMU MAT U XMMHUOTEPANEeBTUYCCKUMU PEKMMaMU.
B 2019 r. rpynnma COG uHMIMHpOBaJa KIMHUYECKOE
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nccaenoBanue 11 ¢aser ANBL17P1 (NCT03786783) no
OllcHKe 0e30TmacHOCTU U 3(POEKTUBHOCTU TIpUMEHE-
Hust MAT chl4.18/SP2/0 (nuHyTyKcumab) B couyeTaHUU
¢ nunaykunoHHoit XT n 'M-KC® y nauueHTOB ¢ BIiep-
Bble nuarHoctupoBaHHolt HbB rpymnmbl BeICOKOro pucka
[35]. B pamkax 5 KypcoB MHAYKIIMM OOJIbHBIE OYyIyT
moJiyyath LUKIo(ochaMua, TomoTekaH (Kypchl 1-2),
LUCIUIaTUH, 3TOnMo3u, (Kypc 3), BAHKPUCTUH, JOKCOPY-
ouuMH 1 nukiaodochamus (Kypc 5), Ipu 3TOM B Kypcax
3—5 npennonaraercsd npuMeHeHue chl14.18 MAT (muHy-
TykcuMmab) B go3e 17,5 mr/m?/cyt B Buae 10-yacoBoii
nHGY3UU BIHA 2—5 c ToaKoXHBIM BBeneHneM M -KC®,
HayuHas ¢ 6-ro nHs Kaxaoro kypca. Adepe3 I'CK Gyaer
IIPOBOAMUTHLCS IOCJe 2-T0 Kypca MHAYKIIMU, XUPYyprude-
CKOe BMellIaTeJIbCTBO — Iocie 4-To Kypca. B mocneny-
IOIlleM IallMeHTaM OyIeT PeKOMEHIOBaHa TaHAeMHasi
ayto-TI'CK u cranmaptHas mis nporokosioB COG mocT-
KOHcoMaalMoHHas Ttepanus [36]. Pesynbsrarsl mmior-
HOTIO uccleI0oBaHus ObLIM MpeacTaBiaeHbl Ha KoHrpecce
AMEpHUKAaHCKOTO OOIIECTBa KJIMHUYECKOM OHKOJOTUM
(ASCO) B 2022 1. B nccrnenoBanHue ObUIM BKJITIOUEHBI
42 manuenTa. Hanbosee yacTeIMU BUAZAMU TOKCUIHOCTHU
III creneHu, accOMMPOBAHHBIMU C TUHYTYKCUMAOOM,
saBJsLIMCh auxopanka (31 %) u 601ab (9,5 %). Ilpu aTom
cly4aeB HEIpPUEMJIEMON TOKCUYHOCTH M TOKCHUYECKUX
cMepTeil OTMEYeHO He Obulo. Bbula moka3zaHa BBIIOJI-
HUMOCTb NPOBEACHUS MNapaUICIbHON MHIYKIIMOHHOM
XUWT, nauueHtsl nojayymwiu 97,4—101,8 % npeanucaH-
Hoit mo3bl auHyTykcumaba. I1O/YO/CO Ha MOMEHT
3aBEpLICHMSI MHAYKIMKU cocTaBuin 86,8 %, mpu 3Tom
I1O 6b11 nokymeHTUpoBaH y 11, YO — y 22 maniueHTOB.
B 2 cinydasgx oTmeyasioch IporpeccupoBaHue 3a00-
JIeBaHMUs. ABTOpBI, KOHCTATUPYIOT BBIIOJHUMOCTD,
6e3omacHOCTb U 3OOEKTUBHOCTH JAHHOIO peXuMa
WHOYKIIMOHHOM Tepanmuu M IUIAHUPYIOT IIPOBEICHUE
IPOCIEKTUBHOIO PaHIOMM3MPOBAHHOTO MCCJISIOBAHUS
111 ¢a3zsl o1t BBITTOJIHEHUST CPABHUTEBHOTO aHaJIM3a CO
CTaHIAPTHOU MHAYKIMOHHOM ITOJIUXUMUOTEPAIIUEIA.

Eme ompnum GD2-cnenudpuyeckuM aHTUTEIIOM,
HUCCIEIOBAHHBIM B KOMOMHALIMUA C LIMTOCTATUYECKUMU
areHTamu, ssBasgetca Hu3F8 MAT (Hakcurama0). B2017 .
rpynma uccienonateseit u3 Memorial Sloan Kettering
Cancer Center u Hospital Sant Joan de Déu (bapceiioHa,
Wcnanusg) mHULIMKpOBaia KJIMHUYECKOe MCCIea0BaHue
11 paszert HITS (NCT03189706) o orieHKe 6e3011aCHOCTHU
1 3PHEeKTUBHOCTY KOMOMHALIMM HaKcUTaMaba B code-
tannu ¢ XT n 'M-KC® y namumeHToB ¢ pedpakTepHOi
Hb rpynmel BeicOKOTO pucka. [lu3aiiHoOM ucciaeaoBa-
HUSI IIpeAyCMaTpUBAJIOCh INPUMEHEHUE MPUHOTEKaHa,/
TEMO30JI0MUa B KOMOMHAILIMU ¢ HAaKCUTamMaboM B J103€
2,25 Mr/Kr/cyT B/B MpoajieHHOU uH(y3uel B 1HU 2, 4,
81 10 u T'M-KC® B 103e 250 Mr/M?2/cyT OAKOXHO B THU
6—10 ¢ MeXKypcoBbIM MHTepBasioM 3—5 Hen. HeoGxo-
IMMO OTMETUTh, YTO J03a TEMO30JOMMIA COCTaBJsLIa
150 Mr/m2/cyT B TeueHuUe 5 THEI.

CoryacHo pesyibraraMm uccienoBaHus, n3 90 manu-
€HTOB, BKJIIOYEHHBLIX B ucciemoBanue, I1O mocturian
26 %, 4O — 11 %, CO — 9 %, crabunu3zauus 3aboie-
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BaHust oTMedeHa y 27 %, nipu oToM y 27 % OOJbHBIX
OblIa 3aperucTpupoBaHa Iporpeccus 3abojeBaHUS.
OCHOBHBIE BUIBl TOKCUYHOCTM OBUIM TIPEACTaBICHBI
MUEJOCYIIPECCUECH, TUapeeii, apTepuaJlbHON TUIIEPTEH-
3uei 1 peOPUIbHOI HEUTPOIIEHUEH, TIPU 3TOM APYTUX
TOKCMYECKUX sBJAeHuM > Il cremeHu He HAOIIOHATIOCK.
ABTOpBI HCClIeIOBaHUS AeNaloT aKLEeHT Ha TOM, 4YTO
pexum XUT Ha ocHoBe Hu3F8 MAT xapaktepusoBancs
Oe3omacHOCTBIO Tpu pedpakTepHbix ¢hopmax HbB, gaxe
y HallMEHTOB ¢ MHOXECTBEHHBIMM PELIMIMBAMU B aHAM-
He3e, IIPU 3TOM IIPOBOIMMAs Tepalusl MOXKET OCYIIECT-
BISATBCS amOynaTopHo [37].

HaubGonee mmpoko mnpumeHsemMbiM B EBpore
n gocTyrmHbIM B P® GD2-cneuunduueckuM Ipenapa-
ToM MAT siBisietcst ch14.18/CHO (muHytykcumab 6eta).
PesynapraTom 1esoro psiza KIMHUYECKMX HCCIEIOBa-
HUIl cTaja JeMOHCTpalus BBICOKOU 3(p(GEeKTUBHOCTU
ch14.18/CHO MAT B KauecTBe 3JIeMEHTa ITOCTKOHCOJIH -
JallMOHHO# Tepanuu y nanueHToB ¢ HB rpynmsl Beico-
KOTO pucKa, TOCTUTIIMX KaK MUHUMYM YO Ha MHIyK-
LIMOHHOM 3Tarle Tepaluu, IIpyu 3TOM ObLIM pa3pabOoTaHbI
OpUTHHAJbHBIC TTOAXOABI K BHIOOPY PEXKMMOB T103UPOBa-
HUS U BBefeHU nperapata [10, 38].

HecmoTpst Ha moKa3aHHBI B MCCIAEHOBAHUIX
I—II ¢a3er I. Mueller et al. cHUXKeHHBIH TPODUIH TOK-
CUYHOCTH IIPU MPUMEHEHUH ITPOJOHTUPOBAHHOI NH(DY-
31K AMHYTyKcuMaba 6eta B 1o3e 10 Mr/m2/cyT B TeueHuUe
10 cyrok [39], monTBepXKIEeHHBIN IO3MHEE TIPYIMIION
ucciaenonareneit R. Ladenstein et al. B nccienoBaHusIX
IIT1 ¢das3er [40], ucrmosb30BaHWE TIPOJOHTUPOBAHHOTO
10-gHeBHOTO pexXuMa B paMKax KOMOWHUPOBAHHOM
XWUT mnpexncrapigercss 3aTPyAHUTENbHBIM, MOCKOJBKY
okoH4yaHue uHPy3uu aHTu-GD2 MAT OyaeT NpuxoauTh-
Cs Ha MEepUOM BBIPAXXECHHOM MHAYLIMPOBAHHOM aIlia3uu
KPOBETBOPEHMSI, YTO MOXET CTaTh MPUYMHON HEIpe.-
CcKa3yeMol MJIM HeyIpaBsieMOil TOKCUYHOCTU. B cBs3M
C 3TUM ITIpMMEHEHHUE IIPOJIOHTMPOBAHHOTO BBEICHUS
npenapara B TeueHue 5—7 CyTOK B J03€ COCTaBJISIONIEiH
50—-70 % ot cTaHmapTHOM, IPEICTaBIISICTCSI KpaiiHe
MPUBJIEKATCIbHBIM PEXMMOM B KOHTEKCTE COYCTaHUS
C IIMTOCTAaTMYECKMMU areHTaMU B paMKaX KOMOMHUPO-
BanHou XUT.

H. Lode et al. uccnenoBaim KOMOMHALIMIO MHIYK-
unoHHoit XT GPOH (xkypcer N5/N6) B couetaHuu
C HempepbIBHONW WHGQY3Ueil AUHYTYKcMMaba Oera Ha
HeOOJIbIION KOropTe MalueHToB (1 = 16) ¢ peLiuanuBamMu,
pedpakTepHbIM TedeHUEM M TporpeccupoBaHuemM HbB.
Bce OonbHBIE OBUTM MPOJICYEHBl YepeayOIIUMUCS Kyp-
camu N5/N6 B couyeTaHUM C HEIpPEpPbIBHOW MHDY3Ueit
ch14.18/CHO B mo3e 50 Mmr/m?/Kypc B TedeHUE 5 CYT, IpU
aToM uHGY3ua ch14.18/CHO B nukiae N5 nuHULIMMpoBa-
Jlach Ha 5—6-i1 1HK Kypca, B ke N6 — Ha 6—7-i1 IHU
Kypca. CorjacHo pe3yabraTaM HCCIeIOBaHUs, HAUIyd-
mero orBeTa mocturiau 50 % manuenros (ITO — 2/16,
YO — 6/16). B npoduie tokcuunoctu > III-IV cre-
MEHU TMPEBAIMPOBAIM ITeMaToJOrndeckasi TOKCUYHOCTh
(100 %), nmoveuHast AUCHYHKIUS U OOJIEBON CUHIPOM
(25 %), nuxopanka U LieHTpaJibHas HEUPOTOKCUYHOCTh
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(12 %), cepmeunas mucohyHkius (8 %) M CUHIPOM
IOBBIIIEHHON TPOHULIAEMOCTH KaMJUIAPOB (6 %), pu
5TOM CUHIPOMa BbICBOOOXKICHUS LIMTOKMHOB, peaKLuii
runepyyBcTBUTEAbHOCTH > [V cTenenu nnu neranb-
HBIX MCXOJOB BBISIBIIEHO He ObuL1o. CpegHue KyMylisi-
TUBHBIE 03Bl MOpdUHA B IMKIax 1, 2, 3 u 4 cocTaBUIn
1,45, 0,56, 0,68 1 0,43 Mr/Kr/UmMKI COOTBETCTBEHHO, YTO
yKa3bIBaJl0 Ha YCTOMYMBOE CHMIXEHUE MHTEHCHUBHOCTU
00JIeBOr0 CUHAPOMA OT Kypca K Kypcy [41].

Komo6unupoBannas XWUT Ha ocHoBe chl4.18/CHO
MAT Takxke ObLIa M3yYeHa B KIMHUYECKOM HCCIIEIO0-
Banuu II ¢aszsr BEACON (NCT02308527), B KOTOpoM
MIPUHSIN y9acTre MallMeHThl B Bo3pacte oT 1 10 21 roma
¢ pedpaxkTepHoli/peruauBupymolieit dopmoit Hb rpym-
bl BBICOKOTO pucka [42]. Jlu3aiiHOM wucclenoBaHUsS
Obl1a TIpeaycMOTpeHa paHmaoMu3anus Ha rpynnbl XT
(n=22)u XUT (n=43) c npyuMeHeHEeM TUHYTyKCcUMaba
6eTa B 103e 10 Mr/m2/CcyT B Buie 7-AHEBHOM HEIIPEPBIB-
HOI MHPY3uu B AHU 1—7 ¢ MEXKYpPCOBBIM MHTEPBAJIOM
B 4 Hel B TeueHUEe 6 KypCOB WM 10 IIPOrPEeCCUPOBAHMSL.
LuTocTatnyeckuie areHThbI, IPUMEHSIBLIMECS B 00eHUX
rpymnnax, ObUIM MpeacTaBA€Hbl TEMO30JOMUIOM WU
TeMo3ojoMuaoM ¢ TornoTtekaHoM. YOO B rpymmax XT
u XUT cocrasuia 18 % nporus 3 % (p = 0,19), npu 3Tom
nokaszarenb ogHosieTHelr BBIT cocraBun 27 % npoTuBs
57 % (p = 0,19) coorBercTBeHHO. [Tokazarenu OB mex-
Jy TPyIIIaMU TaKXe CTaTMCTUYECKM 3HAYMMO HeE pa3-
mmnyanuck (p = 0,99). B rpynne XT y 41 % nanueHTOB
(n =9) ObLIa 3aperucTpupoBaHa TOKCUYHOCTH > I1I cTe-
nenu npotuB 30 % (n = 13) B rpynne XUT, npu atom
HelipoTokcuyHocTh [—I1 cremenn u Il crenenu yaie
Habmoganuced B rpynne XUT — 67,4 % nporus 13,6 %
st =11 crenenn u 9,3 % npotus 0 mist 111 creneHu
[42]. ABTOpHI AenaroT BbIBOA 0 ToM, 4yTo YOO moctur-
Jla 3HAaYeHU N, MO3BOJISIIONINX TTPOJOJIKATh UCCIEA0BATh
komouHupoBaHHyo XUT y maunentos ¢ HB [42].

Ha cerogHsmiHuii AeHb KJIMHUYECKUE MCCIIEI0Ba-
HuUsl kKoMOumHupoBaHHoii XMUT, ocHOBaHHOI Ha TIpU-
MeHeHUn aHTU-GD2 MAT, cTpeMuTelbHO HabMpaloT
nonyasipHocThb. Tak, B 2022 1. B fIreJJIOHCKOM YHUBEP-
curere (Kpakos, ITonbina) Ob1 MHUIMUPOBAH PEKPY-
TUHI MAlMEHTOB B KJIMHUYECKOE MCCiemoBaHue (a3l
ITa (NCT05272371) mio onieHKe 6e30ImacHOCTH U 3(pdek-
TUBHOCTU IIpUMEHEHUsI AMHYTyKcMMaba Oera B 03¢
10 Mr/m?/cyT myTeM HenpepbIBHOM MHGY3UM B TeUEHUE
5 nTHeil B KOMOMHALIMKM C MPUHOTEKaHOM/TeMO30JOMM-
JIOM, TOTIOTEKaHOM/TeMO30JIOMUIOM WU Kypcamu N5/
N6 GPOH. HccnenoBanue mpeaiaraeT K BKIIOYEHUIO
namueHToB ¢ HB rpynmel Beicokoro pucka ot 1 mo
18 7eT ¢ peuuAMBHUPYIOIIEl/TIporpeccupymolneii hop-
Mamu 3abojieBanus uau HB, pe3ucTeHTHON K Tepanunu
1-it nuuuu [43].

PerpocrekTUBHBIM aHAIU3 TALKMEHTOB, MOJy4aBIIMX
XUT npu peuuauBax u pedpakrepHoMm TeueHuu HB,
OBLJI IIPeICTaBIEH UCCIIeN0BATEILCKOM rpyIoi u3 Aremn-
noHckoro yHuBepcutera (Kpakos, ITonbmia) B 2023 1.
[44]. Ha rpynme u3 25 001bHBIX, KOTOPLIM IIPOBOIMIACH
npeumyiiectBeHHO XT Mo cxemMe MpPUHOTEKaH/TeMO-
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3oomun (n = 24) ¢ mapajuleJIbHBIM BBEICHUEM TUHY-
Tykcumaba 6eta B no3e 10 Mr/m?/cyT B Buae 5-AHEBHOM
HEIpepbIBHOW MHGY3UM B OHU 2—6, ObUIa JOCTUTHYTA
YOO, paBuast 64 %, npu 3toM B 32 % ciaydaeB ObLI
koHctatupoBaH I10O. MHTepecHBIM ABISIETCS TO, 4TO
n3 14 manMeHTOB, KOTOPLIM paHee MPOBOAMIIACH Tepa-
nusl TUHYTYKCUMaOoM OeTa, OOBEKTHUBHBIN OTBET OBLIT
nokymeHtupoBaH y 10 (71 %), Bxiouas [10 y 4 u HO
y 6. CieayeT noag4epKHYThb, YTO aBTOPHI MCIOJb30BAIU
aHaJIOTMYHBIN ncciaenoBaHusiM R. Mody [27, 28] mo3o-
BB PEXMM UPUHOTEKaHa/TeMO30JI0MUAA, IIOJYIUB IIPU
aToM coroctaBumylo YOO B OTCyTCTBUE MpPUMEHEHUS
I'M-KCO® [44] (cMm. TabauLLy).

Ipynma Typeukux HcclieaoBaTeleil MpoaHaIu3upo-
Baja 3(P@PEeKTUBHOCTL U 0€30IMaCHOCTh NPUMEHEHUS
XUT Ha ocHOBe AMHYTYKCHMaba OeTa y IallMEHTOB
¢ pedpakTepHoii/peruauBupyomeiit Hb rpymsl Beico-
KOTo pUcKa B KOMOWHALIMY C APYTUMU LIUTOCTATUYECKU -
MM TpernapataMu. JuHyTyKcuMa0 6eta BBOAUJICS IyTeM
HenpepbIBHOM MHGY3uK B 1o3e 10 Mr/m?/cyT B TeueHuUe
10 nmHeit B KOMOMHAIMM C Pa3IUYHBIMU PEKUMaAMU
MOJUXUMUOTEPAIIMU —  MPUHOTEKAH/TEMO30JOMU/,
TOITOTeKaH/TeMO30JIOMMI/BUHKPUCTUH, HUbochamu/
KapOOIUIaTUH/3TOMO3U A, TOMOTeKaH/3TOMO3UI/TeMO-
30JIOMUI M TOIOTeKaH/BUHKPUCTUH/IOKCOPYOUIIVH.
[MamueHTsl Tody4yaau oT 2 no 14 mociemoBaTeIbHBIX
LUKJIOB MPOJOJIKUTEIBHOCTBIO 28 AHEI, B 001IeH CI0XK-
HOCTH OBIJIO MPOBeIeHO 125 KypcoB KOMOMHUPOBAHHOM
XUT Ha ocHoBe muHyTyKcuMaba Oerta. OOBEKTUBHbBIE
OTBETbI ObLIM JOCTUTHYTHI Y 12/19 (63 %) maiueHTOB,
B ToM uucie I10 —y 6/19, HO — y 6/19, nipu 3T0M CTa-
ounm3alusl M IMporpeccupoBaHue 3abojieBaHUST OBLINA
OTMeUeHbI TOJIbKO Y 2/19 1 5/19 G0IbHBIX COOTBETCTBEH-
Ho. HauGosiee 4acThIMU MPOSIBJICHUSIMU TOKCUYHOCTHU
> III crermeHu ObUIM JIEMKOIIEHUSI, TPOMOOLIMTOIIEHNS,
TpaHCaMUHAa3eMusl, JIMXOpajiKa, ajjlepruueckasi ChIIlb
M CUHIPOM IIOBBIIIEHHONW MPOHMUIIAEMOCTU KaIlWJLIsI-
pPOB. ABTOPHI UCCIEAOBAHUS IEJIaI0T aKLIEHT Ha TOM, YTO
kombouHupoBaHHagd XWT Ha ocHoBe IMHYTyKcuMabOa
OeTa xapakTepusyeTcsl OOHaIeXMBAIOLIMMU ITOKa3aTe-
JIIMU OOBEKTUBHBIX OTBETOB Y MALIMEHTOB C PELIMIMUBU -
pymoiieii/pedpaxkrepHoii hopmoit Hb rpymnmsr Beicokoro
pucka [45] (cM. Tabnulty).

CoueTaHHOE IPUMEHEHUE LIMTOCTATUYECKMX ar€HTOB
¢ aHTu-GD2 MAT 3aKOHOMEPHO aKTyaJU3upyeT BOIIPOC
0 MeCTe IIPUMEHEHMS CTUMYJISITOPOB IPaHYJI0IMTOII033a
B Tiepuoj npoBeaeHus nHaykimnonHoit XMUT, yto netep-
MMHMPOBAHO HE TOJbKO M3BECTHOM CIIOCOOHOCTBIO
neprdepruecKrX MUEJIOUIHBIX KJIETOK K peall3aluu
AHTUTEI03aBUCUMON KJIIETOYHO-OTIOCPETOBAHHOM LIUTO-
TOKCUYHOCTH, HO M HEOOXOIMMOCTbIO YMEHBIICHMS
JUTUTEIbHOCTHU TIepUO/ia HEUTPOINEHUU.

Eme B 2012 r. rpynmoit uccnenonsateneit I. Cheung
et al. ObLIO IIOKA3aHO, YTO AaKTUBALMS TPaHYJIOLM-
TOB IepucepruIeCKOil KpOBU B OTBET Ha CTUMYJISILIMIO
I'M-KC® koppeaupyerT ¢ OJarornpusiTHbIM HCXOIOM
y MalnreHToB, nouydaBmmnx aHTu-GD2 MAT [46], onHa-
KO eaMHoMOMeHTHoe TpuMeHeHue 'M-KC® ¢ nuro-
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CTaTUKaMM IOTEHLIMAJIbHO MOXET YCUJIMBATh MUEIOCY-
IPECCUIO, YTO CBSI3aHO C 0OJIblIEH YYBCTBUTEIbHOCTHIO
CTUMYIUPOBaHHBIX KJIeTOK K XT [47].

Bricokast moTpeOHOCTbh B CTUMYJISILIAM TPaHYJIOLM-
TOII033a Ha ()OHE MOTEHIUAIBHOTO PUCKA YCYryOJaeHMsI
MMEJIOCYIIPECCUU  SIBISIETCSI  KPAaeyroJbHbIM KaMHEM
TUTAaHUPOBAHUST KOMOMHUPOBAHHBIX pexkuMoB XUT.

B GosblIMHCTBE OOCTYIHBIX [JIsI aHAJIM3a KJIMHU-
YECKUX HUCCJIeJAOBaHMI, PacCMaTPUBAIOIIUX KOMOWHM-
pOBaHHOE MPUMEHEHHUE LUTOCTATUKOB C MMMYHOOMO-
snornyeckumu areHTamu (NCT 01767194, 01576692
u 01857934), IM-KC® Ha3Hayajcsl €XEIHEBHO IIOM-
KOXHO 4epe3 24—48 4 oT BBeIeHUs ITOCJIEeIHET0 KOM-
IOHEHTa crneuupUIecKOl Tepanuu M 3aBepluajcs 3a
24 4 g0 Havama CleIyIolero Kypca Ju0o Io JTOCTHXKE-
Hun AYH > 2 Teic. kin/Mki. CiydaeB HelepeHOCUMOM
TOKCUYHOCTH y 6osiee yeM 120 maureHTOB, IMOJyYMBIINX
KomMOouHupoBaHHY0 XUT, BBISIBIIEHO He OBLIO.

Ha ceronnstianit nenp goctyn Kk 'M-KC® 3a npe-
nenamu CeBepHOl AMEpPUKU PE3KO OrpaHUYEH, UTO
C03[1aeT BBICOKYIO KJIMHUYECKYIO IIOTPEOHOCTh B aJIbTeP-
HATMBHOM METOJE CTUMYJISILIMU FPAHY/I0LMTOII033a.

B 2021 . PM. Sanz et al. oTMeTuIM, YTO TpaHYIO-
LIUTApHBIA KooHuecTumyaupyomnii pakrop (I'-KCdD)
cToJb ke 3¢ dektnBeH, Kak 1 [M-KC®, B moBbIlIeHUN
CIIOCOOHOCTU HEWUTPO(DUIOB yHUYTOXATh KieTku Hb
[48]. B 1OKIMHUYECKUX UCCIENOBAHUSX in Vitro N in vivo
kak 'M-KC®, tak u I'-KC®-ctumMyanpoBaHHbIE HE-
TPOMWIbl OMNOCPEAOBAIU COMNOCTABUMbIM TPOTOIMTO3
OITyX0JIEBOTO MaTepuaia, uto xapakrepusyet I'-KCD kak
cormocTaBUMoe Mo 3(PPEKTUBHOCTU JTEUKOIMOITUIECKOE
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CpelcTBO, 00Iaa0IIee MEHBIIUM MTPOGUIEM ITOOOUHBIX
a(ddexToB, momyexailee K MpUMMEHEHNIO B TJIAHUPOBa-
Hum pexumoB XUT Ha ocHoBe GD2-cnenudpuueckux
MAT. Heo0XonuMo OTMETUTD, YTO JaHHAasl TOYKA 3peHUs
ocItapuBaeTCsl psiIoM aBTOPOB [49].

Tem He MeHee, Kak yxe oTMeuasioch Bbiie, YOO
B psiic UCCAEAOBAaHMI, MCIIOIB3YIOIINX UACHTUYHBIC 110
COCTaBY U I030BOMY PEKMMY KOMOMHAIIUM IIUTOCTaTUKOB
B COUETAaHUU C MAT TMHYTYKCMMAOOM U TUHYTYKCUMaOOM
OeTa, OblJIa COMMOCTAaBUMOIA, UTO JUKTYeT HEOOXOIMMOCTh
MPOBEICHUS MOIOJTHUTEIbHBIX MCCICIOBaHUM, HapaB-
JICHHBIX Ha U3ydyeHHne MecTa HMTOKUHOB nmpu XUT.

BrnevaTnsroniye pe3yabraThl JOKIMHUYECKUX UCCIIE-
JOBAaHUI KOMOMHAIUN LMTOCTATUYECKUX IIpernapaToB
C UMMYHOOMOJIOTUYECKUMU areHTaMU, Pe3yJIbTaThl K-
HUYECKUX UCClIeqoBaHU KoMOMHaLMii aHTu-GD2 MAT
(ch14.18/SP2/0, hul4.18K322A, ch14.18/CHO, Hu3F8)
C pPa3IMYHBIMM IIUTOCTAaTUKAMU B paMKax 1-i u mocJe-
OYIOIIUX JIMHUN Tepamuu y OOJIbHBIX C TEPBUYHOM,
penuauBupyomeii/pedpakrepHoii Hb maror Hamexmy
Ha yJayudllleHWe pe3yJbTaToB JieueHUsl y Haubosee Heb1a-
TONIPUSITHON B TIPOTHOCTUYECKOM ILJIaHE ITOArPYIIIe
MallMeHTOB BHICOKOI'O PHCKa.

HeocnopumMble mokaszaTeabCcTBa MEXIYHAPOMTHBIX
HUCCIeA0BAaTEeIbCKUX TIPYII, CHUCTEeMaTU3UPOBaHHBIE
OTEUYECTBEHHBIM METaaHAJIM30M, O BIMSHUU WHIYK-
LIMOHHOTO OTBE€Ta Ha MOJTOCPOYHYIO BBIKHMBAEMOCTHb
3aKOHOMEPHO aKTyaJM3UPYIOT IpoOIeMy YIydIlIeHUs
WHIYKIIMOHHOTO OTBETAa, YTO MOXKET OBITh TOCTUTHYTO
MOCPENCTBOM MHTEHCU(DUKAIIMY WHAYKIIMOHHOTO 3Tarna
Teparnuu, B ToM umnciie KomonHauueit XT u UT MAT.
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CoBpemeHHblIe NOAXOAbLI K JIEYEHNI0 peuuanBoB 1 pedipakTepHbiX thopm
ructuouuTo3a u3 knerok Jlanrepranca. 063op nureparypbl

M.C. KopreeBa, H.A. Barmanosa, T.T. Baimes, K./. Kupruzos
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Hecmomps Ha 6bicoKue pe3yibmamyl AeeHus 60AbHbIX ¢ 8nepable YCMAH0B8ACHHbIM OUACHO30M SUCMUOUUMO3a U3 Karemok Jlaneepeanca
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Cospemennbie nooxodvt k mepanuu p/p I'KJI exarouarom ucnonvzoeanue BRAF- u MEK-uneubumopos, npumenenue KaemouHbiX mexHoA02Ul
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Despite of good outcomes in treatment of patients with newly diagnosed Langerhans cell histiocytosis (LCH), recurrences have been reported
in 29.9 % of patients. There are currently no generally accepted standards for the treatment of recurrences and refiractory forms of LCH. The
prognosis of patients, suffering from this pathology, remains unfavorable. Current treatment approaches of recurrences and refractory forms
of LCH include using of BRAF- and M EK-inhibitors and cellular treatment technologies. The article provides a literature review of current
approaches to the treatment of recurrences and refractory forms of LCH and identifies the prospects for further research.
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Beenenue

Tuctrouutos u3 kierok Jlanrepranca (I'KJI) — 3a60-
JIeBaHUE MUEJIOWIHOW TPUPOJIBI, XapaKTepU3yoleecs
aHOMaJIbHOU TIpoJndepalreil 1 HaKOTUIEHUEM B pa3ind-
HBIX OpraHax U TKaHSX MaTOJOTUIeCKUX KJIeTok Jlanrep-
raica, (heHOTUIIMYECKU CXOAHBIX C DMUAEPMaTbHBIMU
kierkamu Jlanrepranca. DTUOJOTHS TaHHOTO 3a00JeBa-
HUSI B HACTOsIIIIEe BpeMs U3yvyeHa He 1o koHla. Yacrora
BCTpeuaeMocTH oT 3 10 9 ciyyaeB Ha 1 MJIH neTeii B rom.
CootHomieHre MaabunkoB u aesouek 2:1 [1]. TKJI peru-
CTPUPYETCS Y MAIlMEHTOB JIIOOOTO BO3pacTa, HO Yallle BCEro
y JeTeii paHHeTo Bo3pacta. CpeqHuil BO3pacT HA MOMEHT
rnoctaHoBku auarHo3a — 3 roxa [2]. IMpu 'KJT moxer
MOpaXaThbes 000 OpraH WM CUcTeMa, HO B OOJbIIeH
CTETIEHU B IMATOJIOTMYECKUIA TTPOIIeCC BOBIEKAIOTCS KOCTH
ckeneta (B 80 % ciyyaeB), KoxHbIe TTOKPOBHI (B 33 %
ciaydaeB) U runodus (B 25 % ciydaeB) [3]. YHubokaib-
HbIe 1e(PEKThl KOCTEH SBIISIIOTCSI HanboJiee BCTpeuyaeMbIM
kauHndeckuM TmiposieieHueMm nipu [KJI. TlopaxeHwue
JIPYTUX OPTraHOB, TAKUX KaK MeYeHb, ceJie3eHKa, KOCTHBIM
Mmo3r, Jerkue (15 %), numpartuueckue y3ubl (5—10 %)
U leHTpalbHast HepBHas cuctema (2—4 %), 3a MCKITIO-
yeHneM runodusa, BcTpeuaercst ropasno pexe [3]. Kmu-
HUYecKass KapTuHa 3a0oJieBaHUSI BeCbMa pa3HOOOpa3Ha
U MOXET BapbMpPOBAaTh OT MOHOCUCTEMHOTO MOPaKEHUS
¢ MOOpPOKAYECTBEHHBIM TEUEHMEM, CTIOHTAHHOW peMUC-
cueil M OJarompusTHBIM MCXOJOM, KOTAa TOpaxkaeTcs
TOJIbKO OJIUH OpraH WX CUCTeMa B OpraHu3Me (KOCTHasI
cucreMa, Koxa, JUMMaTuIecKue y3ibl, JeTKUe, TUIIoTa-
JlaMo-Turiopu3apHas cucreMa, LEHTpaJbHasi HepBHas
cucTeMa, IUTOBUIHAS XKeJie3a UM TUMYC), 10 MYJIBTHU-
CHCTEMHOTO, OBICTPO MPOTPECCUPYIOIIETO 3a00IeBaHMUS,
TPUBOMSIIETO K JIETATbHOMY WCXOMY, Hampumep, Tpu
MOpaXXeHUM 2 OpTaHOB WM CUCTEM OpraHM3Ma u Oosiee
¢/6e3 BoBieueHUsT «opraHoB pucka» (OP) [3]. K OP
OTHOCSIT KOCTHBI MO3T, ceie3eHKy, rmeyeHb [4—6]. T'KJI
¢ nopaxeHueM OP yaiie Bcero nuarHoctTupyeTcs y aereit
B Bospacrte 110 2 JieT |3, 6]. Jlokanuzauus ['KJI B8 OP pac-
cMarpuBajach B KadyecTBe hakTopa HEOIarompusiTHOTO
ucxona [3], omHako B mocjaenHee BpeMs HeOJaronpusiT-
HOE TIPOTHOCTUYECKOE 3HAYeHUE TMOPaKEHUS JIETOYHOMN
TKaHU He nonareepxaaetcs [7]. HeraTuBHoe BiusiHUE Ha
MPOTHO3 B OOJIBIIIEH CTETIEH O0YCIOBICHO Pa3BUBAIOIIIM -
MUCST OCJIOKHEHUSIMU, TAKUMU KaK CIIOHTAHHBIN TTHEB-
MOTOpAaKC WM XpOHUYECKOe dM(DU3eMaTO3HOE U3MEHEe-
Hue jerkux [8]. Ciemyer OTMETUTD, YTO M30JMPOBAHHOE

MOpakeHue JIETKUX Y JEeTell BCTpedyaeTcsl KpaitHe peaKo
U cocTaBisteT MeHee 1 % Bcex THCTHOLIMTAPHEBIX ITopaKe-
HUil. B cTpykType XK€ MyIBIMCUCTEMHBIX TMCTHOIATO-
30B ITOpaXKeHHWE JIETKUX HAOIIOZAETCST TTPUOIU3UTEEHO
y 25 % nauueHTos [9].

Juarnoctuka u nuddepeHnuaabHas TUATHOCTUKA

B cayuasx 'KJI moxer mopaxatbcs J1I0060W opraH
WIM CHUCTeMa OpraHu3Ma, 3TO 3a0o0JieBaHUE CJeIyeT
3aMOA03pUTh TPU BO3HUKHOBEHUM MPEINoJaraeMbIxX
KJIMHUYECKUX MPOSIBJIEHUI B BUIE MOPAXEHUS KOXMH,
KOCTEM, JIETKUX, TIEYEHU, LIEHTPAIbHOM HEPBHOW CHUCTE-
Mol U T. . ['KJI Heobxonumo nuddepeHumrponaTs ¢ 60J1b-
IIXM KOJIMYECTBOM HO3OJIOTUM, B CBSI3U C YEM Yy Bpaudeil
Pa3JIMYHBIX CIELUATbHOCTEN MOTYT BOSHUKHYTh CJIOKHO-
ctu. B Tabnuiie npuBeneH nepeyeHb 1 hepeHIInaTbHbIX
JNIMATHO30B, KOTOPBIE CIEAYET YUUTHIBATh B 3aBUCUMOCTHU
OT MPEIbSBISIEMbIX MALIUEHTOM XaJI00, a TAKXKE CUMIITO-
MOB BO3HUKIIIETO 3a00sieBanus [3].

JuarHocTuyeckue KPUTEPUU: OKOHYATETbHBINA Aua-
rHo3 I'KJI BepuduiimpyeTcss Ha OCHOBAaHUU KIMHUYECKUX
MPOSBJICHUI, a TAaKXKe TMCTOJOTMYECKOTO U UMMYHOTH-
CTOXMMUYECKOTO UCCJIETOBAHUI OUOMCUITHOTO Marte-
puaia nopaxenHoro oprana [10, 11]. buoncus nomxHa
OBITh BBIMIOJIHEHA U3 aHATOMUYECKHA Haubosiee NOCTYII-
HOTO MECTa, HallpuMep, KOXU, B Clydyae €€ MOpaxXeHUus.
Ecnu xe nMeroTcss MHOXECTBEHHBIE TOPAXKEHUS CKEJIeTa,
TO [JISI TIPOBEAEHUSI OMOICHUM CJIEAYeT BBIOMpATh Hau-
0oJiee AOCTYIIHBIN ocTeonuTudeckuii ovar [11]. OnHum
U3 OCHOBHBIX IMAarHOCTUYECKUX KPUTEPUEB SIBISETCS
Mopdosiornyeckass UAeHTU(UKALNS XapaKTePHBIX MMaTo-
JIorM4ecKux KjeTok JlanrepraHca, HO Uil YCTaHOBJICHUS
OKOHYATeJIbHOTO AUarHo3a TpedyeTcs MPOBEAeHUE UMMY-
HOTUCTOXMMHUYECKOTO UCCAEAOBAaHUSI, MPU KOTOPOM
BBISIBJISIETCSL TIOJIOXWTEJbHASL peakuusl C aHTUTEJIaMU
k CDla, S100 u CD207 (nanrepun) [11, 12].

JlabopaTopHO-MHCTPYMEHTAIbHBIE HCCIEI0OBAHNUS

AJTOpUTM 00C/en0BaHUs OOJBHOTO C MOMO3PEHUEM
Ha ['KJI BkjIOYaeT KIMHUYECKUI aHAIu3 KPOBU C JieH-
KOLUTApHOU (hOpMYJIOi, OMOXUMUYECKUI aHAIU3 KPOBU
(onpenenenne C-peakTUBHOTO OeKa, 3JIEKTPOJIUTOB
CBIBOPOTKM, KpEeaTUHWHA, (DyHKIMOHATbHBIX IMEYEHOY-
HBIX Tpo0 (Hampumep, CHIBOPOTOUYHOTO aTbOyMMHA,
obiiero Oenka, OwiMpyOuHa, acrapTaTaMUHOTpaHche-
paspl, aJlaHUHAMUHOTpaHchepasbl, TraMMa-TIyTaMUI-
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JNugpgpepenyuanvras ouaenocmuia T'KJI [3]
Differential diagnosis of LCH [3]
Jlokamu3zanus

NOpazKeHust
Localization

Kimnnyeckue nposisiieHus

Manifestation

1. Be3ukynspHbie 1 OYJIJIE3HbIE BHICHITTAHUS
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JnddepernuaibHblii 1MarHo3

Differential diagnosis

(Harbosee YacTo BCTPEYAIOTCSI B PAHHEM MJIaJIeHUYECTBE)
Vesicles and bullae (most common in early infancy)
2. PacripocTpaHeHHBII IepMaTUT (MTOPaXKaIOTCS Yalle
BCETO BOJIOCHCTAs YaCTh KOXKH TOJIOBBI, TAXOBBIC CKIIa-

1. Tokcuyeckast apuTeMa, IMpocToil repriec, BeTpsiHas ocra

Erythema toxicum, herpes simplex, varicella

2. CebopeltHblii 1epMaTuT (00BIYHO O€3 MeTeXuit U BhIpaXKEHHOTO

KU, TTOJMBIIIIEYHbIE BITaJANHBI), 60JIee XapaKTepeH LIETTYIIEeHUST)
Koxa B IMO3[JHEM MJIaJICHUECTBE Seborrheic dermatitis (eczema, usually no petechiae and marked
Skin Dermatitis (most frequently scalp, inguinal folds, scaling)
or axilla skin, may occur up to late infancy) 3. MacTouuTo3, I0BEeHWJIbHAs KCAaHTOrpaHyJiemMa, HeiipobiacToma,
3. [TosiBCHKE Y3€IKOB JIEUKO3
Nodules Mastocytosis, juvenile xanthogranuloma, neuroblastoma, leukemia
4. 3yn 4. YecoTka (MOXET BOBHUKATD U Y IPYTUX WICHOB CEMbH)
Pruritus Scabies (other family members may be affected)
5. [Merexun
Petechiae
1. Capkoma lOuHra, centiuyecKuii OCTEOMHUEITHUT, XPOHIMYECKUIA
PeLUANBUPYIOIIMI MHOTOOYATOBbI OCTEOMUEIIUT, JIEMKO3,
sumdoma, aHeBpU3MaTUIeCcKast KOCTHasI KUCTa, IOBEHUJIbHAsS KCaH-
TOrpaHyjieMa, MHOXECTBEHHasI MUEIOMa
(BcTpeuaeTcst TOJBbKO y B3POCIIbIX), OCTEOTIOPO3
Ewing sarcoma, septic osteomyelitis, chronic relapsing multifocal
osteomyelitis, leukemia, lymphoma, aneurysmal bone cyst, juvenile
xanthogranuloma, myeloma (only described in adults), osteoporosis
2. XpOHUYECKUIA CpeJHUIA OTUT, MACTOUAMT, X0JIeCTeaToMa, CapKo-
1. [TopaxeHue MO3BOHKOB "
. Ma MSITKUX TKaHei
Vertebral involvement N . A .
L Chronic otitis media, mastoiditis, cholesteatoma, soft tissue sarcoma
2. Iopazcime BrCOTHON KoCTA 3. Octpast uHdekus (IpecenTalbHbIi UEJLTIONNT), 1ePMOUIHAS
Koctu Temporal bone affection ’ P P o s
KHcTa, pabroMuocapkoMa, HeiipobiacToma, 60J1e3Hb DpareiiMa—
Bones 3. [NopaxxeHue opoOUTHI
S Yectepa, MceBIOBOCIATUTEIBHAST OMYXO0JIb
Orbital involvement . . L .
. Acute infection (preseptal cellulitis), dermoid cyst, rhabdomyosarcoma,
4. Ipyrvie TUTUUECKUE MOPAXKEHUST KOCTE . . .
. . neuroblastoma, Erdheim—Chester disease, pseudoinflammatory tumor
Other Iytic bones lesions o o o
4. CenTHYeCKMii OCTEOMHEITNUT, XPOHUIECKUI PeLIUANBUPYIOIINI
MHOT00YAaroBblil OCTEOMUEJIHT, aHEBPU3MAaTHUECKast KOCTHAsI KUCTa,
KOCTHBII aHrnoMaro3 (6osie3Hb [opxama), bubdpo3Has nucriasus,
aTUMUYHAS MUKODAKTepraibHasi UHMEKIINsI, OCTeOreHHast
capkoma, capkoma lOunra
Septic osteomyelitis, chronic recurrent multifocal osteomyelitis,
aneurysmal bone cyst, bone angiomatosis (Gorham disease), fibrous
dysplasia, atypical mycobacterial infection, osteogenic sarcoma,
Ewing sarcoma
CucTeMHbIe TTPOSIBJICHUS ¥ TTOpakKeHUE JTUM(PaTUIeCKIX [THeBMOIIMCTHASI THEBMOHUSI, MUKOOAKTEpUATIbHBIE UJTH IPYTHE
Jlerkue y3JI0B CPEIOCTEHUSI, Kalllesib, OfIbIIIKA JierouHble MHMEKIMK, CAPKOUI03, CeNTHYECKast IMOOIHST
Lung In particular general symptoms and pulmonary lymph nodes Pneumocystis jirovecii cavitated infection, mycobacterial or other
involvement, cough, dyspnea pulmonary infections, sarcoidosis, septic emboli
XpOHUYECKUI NECTPYKTUBHBII XOIaHTUT, 00JIE3HU OOMeHa
BELLECTB, OIMYXO0JIb C 00TYpalMei KeT4eBbIBOASIINX My TEi
1. XKenryxa (TunepOMIMpyOHEMIST ) 1 » OTIyX ypaul e yren,
. . P . cuHapoM XKuasbepa, cuHapoM Pest, HeOHaTalbHBII TEMOXPOMATO3,
TleyeHn Jaundice with hyperbilirubinemia
; IIMPPO3 TICYCHU,, TeTTATUTHI
Liver 2. [unoansOoymMmuHeMus . . . o . .
. . Chronic destructive cholangitis, metabolic disease, neoplasia obstructing
Hypoalbuminemia e . ; ’ . . POl
biliary tract, inherited deficient conjugation of bilirubin, Reye syndrome,
neonatal hemochromatosis, liver cirrhosis, hepatitis
OHIOKPUHHAS . OMOPHOHAIBHBIE OMYXOJIU LEHTPATbHOM HEPBHOM CUCTEMBbI
EHOLY HecaxapHblit tuabder P Y oL P ’
cucrema R L TUNoMU3nUT
. Diabetes insipidus .
Endocrine Central nervous system germ cell tumor, hypophisitis

TpaHcdepasbl, IEJ0YHOI docdaTasbl)), KoaryjorpaMmmy
[11, 12]. [Tpu momo3peHUM Ha HecaxapHbIil AuabeT cie-
JIyeT Ha3HAYMTh aHAJIU3 Ha OMpee/IeHUE YIeIbHOTO Beca
U OCMOJIIPHOCTHM MOYM, TECT Ha BOAHYIO JIEIPUBALIMIO,
npoOy 1Mo 3UMHULIKOMY, a TAaKXKe ONpeaeUTh KOHIIEHTpa-
LIMI0 aHTUIMYPETUUECKOro ropMoHa B KpoBu [13].
O0s13aTeNbHBIM SIBJISIETCSI MOP(HO-UMMYHOJIOTHYECKOE
HCCIEIOBAHME OITyX0JIeBOro CcyOCTpaTa NpM WHULIM-
anbHoi nuarHoctuke ['KJI. BrimosHeHue MoJekysip-
HO-T€HETUYECKOI'0 UCCAENOBAHUS B LIESX ONpeaeeHus
MyTauuii reHa BRAF'y Bcex MallMeHTOB C MOI03PEHUEM Ha

I'KJI B HacTos11Iee BpeMs SIB/ISIETCS] CTAaHJApTOM JMAarHOC-
TUKHU [14].

MuHUMaNbHBIA MHCTPYMEHTAJIbHBIN CIEKTP MCCe-
JOBaHUI JOJKEH BKJIIOYaTh B cebsl peHTreHorpaduio
OPraHoOB IPYIHON KJIETKU U KOCTEH CKesleTa, a TaKxKe yJib-
Tpa3BYKOBOE HUCClIeI0BaHNE OPIOLIHOM MOJOCTH, OCOOEH-
HO y JIleTeld paHHero Bo3pacta. MarHUTHO-pPE30HAHCHYIO
(MPT) unu xomnbiotepHyto (KT) Tomorpaduio roaos-
HOTO Mo3ra cjieayeT MPOBOAUTD MallMeHTaM C TUCHYHK-
el runodusa, HEBPOJIOTMYECKUMU CUMITTOMaMU WJIU
nopaxeHussmMu yepena [11].
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CranaapTHblii MOAX0/ K TEPANKH BIIEPBbIE BbISIBJIEHHOTO
THCTHOLUTO32a U3 KJIeTOK JlaHrepranca

Tepanust Bnepsble BoisiBieHHoro I'KJI mpoBomutcs
MPEIHU30JI0HOM M Pa3IMYHBIMM XMMMOIIpEIapaTaMu
B cootBeTcTBUU ¢ npotokojiom LCH-III u B HacTosiee
Bpems gBisieTcst ctaHpaproMm JedeHuss T'KJT [15]. Tlo
JAHHBIM Pa3JIMYHBIX aBTOPOB, 5-JICTHSIsI O0Iasl BbIXKMBA-
emocThb nanueHToB ¢ I'KJI ¢ mopaxkennem OP cocraBiser
84 %, 6e3 mopaxenusa OP — 99 % [13].

Tepanus 2-it muHIN

Peunnuser I'KJI mocie repanuu 1-it TMHUM peTUCTPU-
pytotrcst y 29,9 % nauueHToB [16]. OOIIenpUHATHIX CTaH-
naptoB Tepanuu 2-ii tuaun [KJI B HacTosImii MOMEHT
He cymecTByeT. IIporHo3 y manydeHTOB, OKa3aBIIMXCS
pedpakTepHbIMU K cTaHmapTHOU xumuotepanuu (XT)
-1 TMHUM, MOXET OBITh YAYYIIIEH TOJIBKO MIPUMEHEHUEM
BBICOKOTOKCHUYHOI KoMOnHMpoBaHHo# X T npenaparamu
2-1i tuHUY Tepanuu [17] u/vim TpaHCIIaHTaIMe reMo-
moaTudeckux cTBosioBbIX KieTok (TT'CK) [18]. B HacTo-
si1iee BpeMsl KOMOMHAIIMS BHICOKUX 103 IIMTO3MH-apadu-
HO3Ua U 2-XJIOPIEe30KCUAIeHO3MHA SIBJISIETCSI OCHOBHBIM
PEXMMOM «TepaIliy CIIaCEHUsT» Y eTell ¢ pepaKTepHbIM
teueHueM ['KJI, 4yTo BhIpaxkaeTcs yBelIMYeHUEM TTOKa3a-
TeJISI BBDKUBAEMOCTH CPEIM MALIMEHTOB C TaHHBIM 3200-
neBanuem [17].

®dpannysckoe muwiotHoe uccnenosanue F. Bernardetal.
U3 YHUBEpCUTETCKOro rocrutaisg Mounnenbe B 2005 T
MPOJEMOHCTPUPOBANIO  3(P(PEKTUBHOCTL MPUMEHEHUS
koMmOuHupoBanHoii XT  2-x10pae3oKcHageHO3UMHOM
U IIATO3UH-apaOMHO3UIOM Yy JeTeil ¢ pedpaKTepHbIM
teuenueM ['KJI. B wuccinemoBaHMe OBUTM BKIIOYECHBI
10 mamumeHToB, 4 MajgpuuKka M 6 IE€BOYEK, C MEIUMAHON
BO3pacTa Ha MOMEHT ITOCTAaHOBKM auarHosa 6 mec. Cxe-
Ma JIedeHUs BKIIo4ajaa He MeHee 2 KypcoB XT LIMTO3MH-
apabuHosugoM 1000 Mr/m%/cyT u 2-XJ10pae30KCHUaie-
HO3MHOM 9 MTr/M2/CyT B TeueHue 5 mHell Kaxnblie 4 Hell.
ITocne 2 KypcoB Tepaliuu MpoBoaAnIach olieHKa 3¢ deKTa.
B cirydae miioxoro oTBeTa MalMeHThl MOJyJanu 3-il Kypc,
B Cllyyae HEYIOBJIETBOPUTEILHOTO OTBETa peIajcs
BOTIpOC O TpoBeaeHUM 4-ro Kypca. IIpu xopoiiem oTBe-
Te Ha JIUCHHUE CJICAYIOIIMM 3TalloM ObLTa MOAIePXKUBa-
fomrast tepanus. CeMb MAllMEHTOB MOJYYMIM HE MEHee
2 xkypcoB XT B 3asgBieHHOM pekume. Becero B 3 ciyuasx
ob110 poBeaeHo 4 Kypca XT, B 1 — 3 Kypca u enie 3 mauu-
eHTa TMOJIyYMIU 2 Kypca. 3aperucTpupoBaHO 2 JieTajlb-
HBIX MCXOJa M3-3a CeIlcrca BCKOpE IOCie MOJIydeHUs
1-ro kypca XT u B 1 ciaydae mamyeHT ObLT UCKIIOYCH U3
HCCIIeI0BAaHUS U TIOJYYWI B KayeCTBE JICUCHUsS IPYTroi
pexum XT ¢ mocaenylonieil aJyIoTeHHOW TpaHCIJIaHTa-
1IMeil KOCTHOTO MO3Tra, HO BIOCJIEICTBUU YMEp B ITOCT-
TpaHCIUIaHTallMOHHOM Tiepuoae [19]. Takum oGpasom,
aBTOPBI AEMOHCTPUPYIOT XOPOIIIME PE3YIBTaThl B YIyUllIe-
HUM BBDKMBAEMOCTHM MaLMeHTOB ¢ pedpakrepHbiM ['KJT
¢ TIpUMEHEeHNEeM BhIlIeyKa3aHHOro pexuma XT, ogHako
JIETAJIbHBIA MCXOM OT CENTUYECKUX OCIOXHEHU OTMeE-
yajcs y 2 u3 10 601bHbBIX.
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B 2013 1 rpymnmoii wuccrnemoBaTeneil BO TJIaBe
¢ A. Abraham ObLTM OITyOJIMKOBAaHBI JaHHBIE, B KOTOPBIX
oInMcaHo IIpUMeHeHune KiodapabuHa y nereit ¢ peppak-
tepHbIM TeueHueM I['KJI B kadecTBe «Tepanuu criace-
Hus». KiogapabuH mokasan XOpoOIIyIO MepeHOCUMOCTb
u 3(G(EKTUBHOCT, B XOA€ MHOTIOYMCIECHHBIX KJIMHU-
YeCKHUX MCCIIeNOBaHUI TpHU Jieiiko3ax, pedpakTepHBIX
K IpYTMM aHajioraM ae3okcuaneHosuHa [20, 21]. B petpo-
CIIEKTUBHOM MCCJICAOBAHUU MPUBEICHBI 6 KIMHUYECKUX
cayyaeB peuuauba 'KJI ¢ mopaxenuem OP. JleueHue
OOJNILHBIX MpOBOAMIOCH KiaodapadbuHoM. [IpemiiecTtBo-
BaBias Tepanus peuuanuBoB 'KJI y aTux 60J1bHBIX BKITIO-
yaja IUTO3MH-apaOUHO3UI U 2-XJIOPAC30KCHAIECHO3UH.
KiodapabuH 1cIoab30Baicsl B MOHOPEXKMME 1 BBOIMIICS
B 103¢ 25—30 Mr/mM2/CyT B TedeHHUe 5 IHE ¢ MHTEpBaJIOM
4 nen, Bcero 6 nukinoB XT. YeTbipe mauneHTa TOCTUTIA
TOJIHOM peMUCCUM, KOTopasi coxpaHsijach 6osee 1 roaa,
1 6oabHOI ymep oT mporpeccun I'KJI, n y 1 maumeHTa
rocJe 3aBeplIeHus JiedeHUsT KiaodapaObuHOM ObLT BBISIB-
JIeH peunaus 3a0osneBaHus. CinyyaeB JeTaJIbHOTO UCX0/a,
CBSI3aHHBIX C TIpMMEHEHHEM KiaodapabuHa, B ITaHHOM
UccaeaoBaHnM 3apuKcUpoBaHo He Obuto. CrenoBaTesb-
HO, KJIohapaOUH SBISIETCS OQHOI U3 BO3MOXKHBIX OTILIMIA
B ieyeHuu peunnusoB [KJI [21].

TapreTnas Tepanus

ComlacHoO JIUTepaTypHBbIM AaHHBIM, MyTallds B TeHe
BRAF cBsi3aHa ¢ 60Jiee BBICOKMM PUCKOM pepakTepHOro
WA pEeLMIMBUPYIOIIEr0 TeYeHUs 3a00/IeBaHus Y IMalu-
€HTOB KaK C MOHO-, TaK M C MYJIbTUCUCTEMHBIM I1Opa-
xkenueM nipu I'KJI [22]. B 2010 . G. Badalian-Very et al.
ObLIM OIYOJIMKOBAaHbI PEe3yJIbTaThl MCCIIEIOBAHUS, KOTO-
poe IToKa3ajao, 4YTo NpUMEPHO y 60 % maluueHTOB C Aua-
rHo30oM I'KJI 6t ooHapyxeHbl mytauuu BRAF-V600E
[23]. Ten BRAF xoHTpoaupyeT BuipaboTKy O0enka BRAF,
KOTOPBIN SIBJISIETCSI 4YacThlO CUTHajJbHOro IyTu RAS/
MAPK. JlaHHBII1 CUTHAJIBHBINA TTyTh PETYJIUPYET MPOJIU-
depanuio, mnuddepeHIUPOBKY, MUTpALIMIO U alloNTO3
kierok. I[Tpu Hanmmuum myrauuii B reHe BRAF MyTaHTHBII
o6enok BRAF obecnieunBaeT HempepbIBHBIN CUTHAIT K KJIe-
TOYHOMY SIIPY U JieJIaeT BO3MOXKHBIM HEKOHTPOJIMPYEMbIit
pocT u 1uddepeHIUPOBKY MATOJOIMYECKNX K1eToK JlaH-
repranca. OOHapyxXeHue MyTaluu B reHe BRAF caenano
BO3MOXHBIM Hcrojib3oBaHue BRAF-uHrunouropa, mpo-
THUBOOITYXOJIEBOTO Ipelapata BemypadeHuba y maluueH-
TOB, HYXXIAIOIINXCS B aJIbTePHATUBHBIX METOIAX JICUCHUS
[24]. [TauueHTHI ¢ MyTaLIMsIMU B TeHe BRAF 11710X0 OTBe-
YaloT Ha Tepamnuio 1-il IMHUM U HYXIAIOTCS B UCIOJIb-
30BaHMU «Tepanuu criaceHus» [25]. TapreTtHasa Teparus
BRAF-unrubutopamMu mpomoJikaeT akTUBHO M3y4daThCsl.
s TMaleHToB ¢ MepBUYHO-pepaKTepHBIM TeUEHUEM
3a00j1eBaHUsI, a TAKXKE C MHOTOKPAaTHBIMU PELIMIMBAMU
I'KJI TapreTHbIC TTOAXOIbI B TEPAIIMU SIBJISTFOTCS aJIBTEpHA-
TUBHBIMU U 3(P(PEeKTUBHBIMM BapuaHTaMu JedeHus [23].

B 2019 r rpynmoit wucciemoBaTeneii BO IJaBe
¢ J. Donadieu 6bu1M Ony0IMKOBaHBI PE3YALTAThI 110 OLIEH-
Ke 3¢ GEeKTUBHOCTU Tepanuu BeMypadeHnooM mpu ped-
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paktepHoM myiasrucucteMHoMm I'KJI y mereit. B mccne-
JIoBaHUE OBbUIM BKJIIOUEHBI 54 pebeHKa, 28 MaJlbuMKOB
u 26 neBouek u3 12 crpan ¢ nuarHo3oM I'KJI u moarBepxk-
JneHHoil myrtauueir BRAF-V600E. Y 44 (81 %) 00JbHBIX
oTtMeuasioch nopaxkeHue OP (KOoCTHBII MO3T, celie3eHKa,
rmeyeHn). MeamaHa Bo3pacTa HAa MOMEHT Hauajia JIeyeHUs
BeMypadeHuoom coctaBuia 1,8 roma. INamueHTh momy-
yaiu BeMypadeHuo6 nepopajibHo B 03¢ 10 mr/kr 2 pasa
B JIeHb B TeueHUe He MeHee 8 Henm. Yepes 8 Hem mocie
olieHKU 3¢ deKTa OT MPOBEACHHOM Tepanuu COriacHO
KPUTEPUSIM, MCIIOJb3yeMbIM MeXnyHapoaJHbIM 0011Ie-
CTBOM 110 M3YYEHUIO TUCTUOLMTO30B, y 38 (70 %) nmereit
ObLI JOCTUTHYT MOJIHBIA OTBET, y 16 (30 %) — 4aCTUYHBIIA.
B nmanbHeiieM 3((EeKTUBHOCTh Tepanuu BeMypadeHU-
OOM oleHMBajach ToAbKO y 30 mamueHToB, 24 pebeHKa
MPEKPaTUIN JISYEHHE U TTePELIIN Ha IPYTYIO JTMHUIO Tepa-
muu. Ilocne mpexpanieHus Tepanuu BemypadeHUOoM
y 24 mauueHToB 13 30 MPOU3OIILIO MPOTPECCUPOBAHUE
I'KJI. TakuMm o6pa3oMm, y OOJBIIMHCTBA OOJIBHBIX ITOCIIE
npekpalleHus TipueMa BeMypadeHuba HaOJ01aI0Ch
nporpeccupoBanue I'KJI. UccaenoBarenssmMu ObLT caeaaH
BBIBOJ, O BO3MOXHOM HCIIOJIb30BaHUU BeMypadeHunoa
B KayecTBe IPOMEXKYTOUHOTO BapraHTa JIEUCHMS Tepen
b6onee 3(pGEKTUBHBIM C TOYKM 3pEHUS] KOHCOMUOALIMK
TepareBTUYECKUM ITOAX0I0M [26].

VY 6onbHbIX 'KJI ¢ oTcyTcTBUEM MyTaliuu V60OE B reHe
BRAF B 2014 1. rpynimioii uccienosareneit u3 Benmkoopu-
tanun B 27,5 % ciaydyaeB ObUIO OOHApy:XKE€HO HaIM4YMe
myTtauuu B reHe MAP2K1 [27]. Myrauuu V600OE B reHe
BRAF, a Taxxxe mytauuu B reHe MAP2KI BBHIIBASIOTCS
IIPY TaKUX OHKOJIOTMUECKMX 3a00JIeBaHMSIX, KaK MEJIaHO-
Ma, TeraToLe/UTIONSIpHas KaplMHOMa, pa3udHbie (op-
MBI oM [28—31]. s rpynnbl OOJIBHBIX ¢ MyTalMSIMUA
B reHe MAP2K] Obuta pa3paboTaHa TapreTHasl Teparus
MEK-uHrnoutopamu, cpeay KOTOpbIX HauboJjiee aKTHB-
HO MCHOJIB3YIOTCS TpernapaThl KOOMMETUHUO W Tpame-
TaHUO [32]. OnbiT ucnons3oBanuss MEK-uHrnoutopos
y 6ombHbIX ¢ 'KJI Ha ceromHSIIHUI JEeHb OrpaHUYEH,
TakXKe OTCYTCTBYIOT JaHHBIE 00 3(DHEKTUBHOCTU JaHHOI
TepaIluu y JETEN.

B 2022 . E.A. Bypues u I.O. bpoHuH onyoinkoBaiu
pe3yabTaThl MccienoBaHus 1o npuMmeHeHnio MEK-uH-
rubutopoB B Tepanuu ['KJI y 8 gereit ¢ pa3anuyHBIMU €ro
dopMamMM, MOJydyaBLIMX paHee IporpaMMHyio XT 1o
npotokosy LCH-IV, y xoTopbIx Ha (oHe JIeueHUsT UK
IOCcJie ero OKOHYaHHUs OTMeuajach MPOrpeccusi OCHOB-
Horo 3abosieBaHusd. [IpemapaT KoOOMMeTMHUO Ha3HAYAICS
nmepopaibHO B g03e 1 Mr/Kr/cyt aetsiMm cTapiie 14 jer
u/uam Becom 6outee 40 kr — B 103e 60 mr/cyt. [1pu oLieH-
K€ OTBeTa ITOJIYYeHBI YIOBICTBOPUTEIbHbBIC PE3YIbTATHI:
YaCTUYHBIM OTBET Ha JICUCHUE TOCTUTHYTY 5 OOJBHBIX U3 8,
IIpY 3TOM Tepamus OblIa acCOLMMpPOBaHA C BBICOKOM
YaCcTOTOM BO3HUKHOBEHUS MOOOYHBIX peakiuii. ToibKo
y 1 mamueHTa nMpu KOHTPOJBHOM 00CIeIOBAaHUM 3a(DUK-
CHpPOBAHO IIporpeccupoBaHMe 3abosieBaHusa. MeauaHa
HabroneHus cocraBuia 16 mec [33].
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TpancnaHTamMsa reMono3THIECKHX CTBOJIOBBIX KJIETOK

JpyruM MHOTOOOEIIAIOIINM TOAXOIOM B Teparuu
nauueHToB ¢ pedpakrepHbiM TeueHneM ['KJI sBisercs
amnorenHass TI'CK m3-3a cBoero aggekra «TpaHCIIaH-
TaT IIPOTUB OIYXOJM». B pPeTpOCIEKTMBHOM aHaIM3e,
npoBeaeHHoM P.A. Veys et al., coobiaercst o 87 mauu-
eHTax ¢ pedpakTepHbiM TeyeHueM I['KJI, mepeneciimx
amnorennyto TI'CK. WMHpopmamus o HUX Obuia mpea-
craBieHa B 0a3e gaHHBIX Center for International Blood
and Marrow Transplant Research (CIBMTR) u European
Society for Blood and Marrow Transplantation (EBMT).
B kauecTBe JOHOPOB MCITOJIH30BATUCH CUOJIMHTU, COBME-
ctumble o HLA, rarmionaeHTUYHBIE JOHOPHI, a TaKXKe
HLA-coBMecTHMBIE HEpOACTBEHHBIE TOHOPHI. JIBamaTu
nauueHtaM TI'CK 6wuta mpoBeneHa mno 2000 . M3 Hux
18 GOJBHBIX MOJYYUIU CXEMBI C MCIIOJb30BAaHUEM MUE-
JI0abJIaTUBHOTO pexXuMa KoHauimoHupoBaHust (MAK).
CpeaHuii BO3pacT Ha MOMEHT TpaHCIJIAHTALIMU JIJI1 9TOM
KOTOPTHI COCTaBJIsLI 2 roaa. Mcroab30Baninch cXeMbl KOH-
JUALMOHUPOBAHMS, BKJIIOYAIOIIME TOTAIBHOE OOJIyYeHUE
tena (TOT), wim cxembl 0e3 MCITOIb30BaHUS JIy4eBOM
Tepanuu, couepxaiiue OycynbdaH. B kauecTBe Tipo-
(DUIAKTUKN peaklMy «TpaHCIUIAHTAT IPOTUB XO3SMHAa»
(PTTIX) mpuMeHsSIIUMCh peXMMBI, COAEpKallue LUKIO-
cnopuH. Briocneactsuu 13 u3 18 mauueHTOB ymMepnu, 3 oT
pelranBa OCHOBHOTO 3a00J1eBaHus U 10 OT OCTI0XKHEHU,
ceszanHbix ¢ TI'CK. Ilepuon HabmoaeHust ocTaBIIMX-
cs 5 XUBBIX TalMeHTOB cocTtaBua 14,5 roga. Y 4 u3 Hux
HaOMIOHaICsd TIOMHBINM JTOHOPCKUI XUMepU3M. Takxke
3a yKa3aHHBIM MEepHoI TOJbKO 2 MallMeHTa, B BO3pacTe
2 ¥ 3 1eT Ha MOMEHT TPaHCIIaHTaIlUK, TTOTYIWIN HEMU-
eJ10abIaTUBHbBIN pexkuM KoHauunonuposanust (HMAK):
HU3KHUE 03bl JIydeBoil Tepamuu Ipu TnpoBeaeHuu TOT,
nukiIodochaMun ¢ aHTUTUMOLIMTAPHBIM HMMYHOTJIO-
OYyJIMHOM Y LMKJIOCIIOPMHCOIEPKAIIYIO TPOGUIaAKTUKY
PTTIIX. O6a ymepau B pannue cpoku rociie TTCK, 1 — ot
VHQEKIIMOHHOTO OCJIOXKHEHUSI, IPUYMHA CMEPTH IPYTOTO
Hen3BecTHa [18]. Cpenu manueHToB, nepeHecnx TTICK
B riepuoza ¢ 2000 o 2013 1., 41 GOJIBHOM MOJYYNIT CXEMBbI
¢ ucnomnb3oBanueM MAK (Oycynbdan ¢ numkinodocda-
muaoM win (uynapabunom) u 26 — HMAK (mendanan
¢ ¢uymapadbunom). CpenHuit Bo3pacT AeTeil Ha MOMEHT
TI'CK mnst obeux rpynin coctasisii 2 roga. JleranbHblit
ucxon nocie TI'CK ¢ ucnonszoBanuem MAK ormeuancs
y 11 (26 %) nauuenTtoB u3 41. [1pu 3ToM 3 GOJILHBIX yMep-
qu ot peuuauBa [KJI u 8 — oT ocinoxxHeHM, CBI3aHHBIX
¢ TpaHcIutaHTauueil. deBaTHaguath u3 26 IAlUMEHTOB
xkuBbl nocie mpoBeneHus TICK (moxywwim HMAK).
W3 7 60abHBIX, KOTOPbIE YMEPIU, B | ciydae JeTaabHbI
HUCXOI ObUT OOYCJIOBJIEH PELMANBOM OCHOBHOIO 3a0o0Jie-
BaHUs, a OCTaJIbHble 6 — OCJIOXHEHUSIMM, CBSI3aHHBIMU
¢ TI'CK. B gpaHHOM ucclieqoBaHUM aBTOpPaMU He ObLIO
00HApYXEHO Pa3IWYMii B BBIKMBACMOCTU MEXKIYy ITall-
eHTamu, niepeHeciimmu TI'CK ¢ ucnons3oBannem MAK
n HMAK. Takum o6pazom, TT'CK mMozkeT ObITh UCTIOb-
30BaHa B KauecTBe Tepanuu 2-i JUHUU y TaleHTOB
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¢ pedpakrepHbiM TedyeHreM ['KJI, omHaKo onTUMalbHBI
BapUaHT peXMMa KOHIWLIMOHUPOBAHUS OCTAE€TCs HesIC-
HbIM [18].

Oo0cyxaeHue
B HacTosiiiee Bpemsi He CYILECTBYeT CTaHIAPTHOIO

npoTtokoJa jedeHus namueHToB ¢ I'KJI, koTopble oka3a-
JIUCh pepaKTepHBIMU K Tepanuu 1-ii TMHUY WA UMEIOT
peLluauBUpYIOllee TeueHUe 3abojieBaHUsI. B KavecTBe
«Tepaluy CIAaCeHUs» OJHUM M3 IEPCHEKTUBHBIX PEXU-
MOB SBJISIETCS KOMOMHAIMS LIMTO3UH-apabuHO3UIa
U 2-XJ0pae30KcuaaeHo3uHa. TeM He MeHee 3HAaYMMbIMU
MOOOYHBIMM 3P PeKTaMU MPU UCIOIb30BAaHUM ITOM CXe-
MBI OCTAIOTCSI TeMaTOJOTUUeCKasi TOKCUIHOCTD, a TaKXkKe
TsKeble MH(MEeKIMOHHBIE ocsioxkHeHus [17]. B nutepa-
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Type OIMCaHbI clIydyau, MoKa3biBaoline 3(POeKTUBHOCTD
MOHOTepanuu KiodapabUHOM y MAallUEHTOB, Y KOTOPBIX
HE yIaJIoCh TOOUTHCS CTOMKOTO OTBETa Ha CXeMY, BKJTIOUa-
OILYIO LIMTO3MH-apaOUHO3UA U 2-XJI0pAe30KCHAIEHO3H
[34]. AnbTepHAaTUBHBIM METOJOM JIEUeHMST TIpU OOHapy-
KeHuu mytaiuu BRAF-V600FE sBnsieTcs TapreTHasi Tepa-
My ¢ ucrnoib3oBaHueMm nHruonropa BRAF-kuHa3 Bemy-
padeHnba. B cBI31 ¢ MaTbIM KOJIMYECTBOM KJIMHUYECKUX
JAHHBIX ONTUMAaJIbHbIE [03bl U MPOAOCKUTEIbHOCTh
TapreTHOU Tepanuu He orpeneseHsl [24]. Takxkxe onHUM
M3 MHOroO0€IaoIIMX MOIX0I0B B JICYCHUU MallIEHTOB
¢ pedpakrepubiM TeueHrem ['KJI gBnsieTcs anmoreHHast
TI'CK, HO Bompoc onTUMaIbHOTO BapruaHTa peskruMa KOH-
nuinoHupoBaHus nepen nposeaeHuem TI'CK B HacTos-
111ee BpeMsI OCTaeTCsl HepeleHHbIM [18].
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Knunnyeckoe Habniogenne nepcTHeBUAHOKIIETOMHOr0 paKa Xenyaka
y pe6enka. InaocKonuyecKas ANArHoCTUKa

B.B. Jlozosas', O.A. I'ycaposa', O.A. Maymxosa'-2, H.C. Becosa', A.M. Cyneiimanosa', 0.B. Cungaruna’,
A.O. Tymansn'
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Konrakrhbie gannbie: Oavea Anopeesna Iycaposa o.a.gusarova@mail.ru

3nokauecmeennvle Hogoobpazoseanus (3HO) oceaydouno-kuweunoeo mpakma (XKKT) y demeii ecmpeuaromca Kpaiihe pedko
u cocmasasrom 1,2 % cpedu ecex 3HO. Coenacrho dannoim HayuHoOU aumepamypbl, yacmoma pacnpocmpanerus paxa jxceayoka (PXK)
cocmasnsiem ne 6onee uem 0,05 % cpedu ecex cayuaee 3HO XKT y demeii. B omeuecmeennoii u 3apy6exicHoii aumepamype OnucaHbl AUlb
edunuunbvle cayuau PXK'y demeii u noopocmios 6 eozpacme om 10 do 18 sem. Knunuueckue nposeénenus 3a601e6anus, Kaxk Uy nayueHmos
6 6o3pacme cmapue 18 nem, Hocam Hecheyuguueckuil xapakmep — 604U 6 SnUACMPUU, CHUNCEHUe annemuma, nomeps Maccvl mead,
acyum, anemus, meaeHa u 0p. B ceasu ¢ smum nocmanoska ouacnoza npoucxooum Ha NO30HUX cmaousax 004e3HU U, c1ed08amensHo,
xXapakmepuzyemcs HeOaazonpusmuoim npoeHo3om. Ilepcmuesuonoxasemounviii PXK (IIKPXK) seéasemcs pedkum eucmonocuueckum
nOOMUNoOM a0eHoKapyuHOMbl U GCMpeuaemcs, Kaxk npaguao, y adel 6 ozpacme om 20 do 40 a1em. B dannoii pabome npedcmaenen pedxuil
cayuail paseumus [IKPXK y pebenka 14 nem.
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SHIO0COHOTpahUIecKoe NCCIIe0OBaHNe, PEHTTeHOJOTUIecKasl TMarHoCThKa, JIedeHre

Jnsa uwurupoBanus: Jlososas B.B., IycapoBa O.A., Manuxosa O.A., Becoa H.C., CyneiimanoBa A.M., Cunsaruna 10.B.,
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A clinical case of signet ring cell carcinoma of stomach in a child. Endoscopic diagnostics

V.V. Lozovaya’, O.A. Gusarova', 0.A. Malikhova’?, N.S. Besova’, A.M. Suleymanova’, Yu.V. Sinyagina’, A.O. Tumanyan’

N.N. Blokhin National Medical Research Centre of Oncology, Ministry of Health of Russia; 23 Kashirskoe Shosse, Moscow, 115522, Russia;
2Russian Medical Academy of Continuous Professional Education, Ministry of Health of Russia; Bld. 1, 2/1 Barrikadnaya St., Moscow,
125993, Russia

Malignant neoplasms (MNP) of the gastrointestinal tract in children are extremely rare and account for 1.2 % of all MNP. According to world
literature, the incidence of gastric cancer is no more than 0.05 % of all cases of MNP of the gastrointestinal tract in children. In national and
foreign literature, only isolated cases of stomach cancer in children and adolescents aged 10to 18 years are described. Clinical manifestations
of the disease, as in patients over the age of 18, are non-specific — epigastric pain, loss of appetite, weight loss, ascites, anemia, melena and
others. In this regard, the diagnosis occurs at the late stages of the disease and, therefore, is characterized by an unfavorable prognosis.
Gastric signet ring cell carcinoma (SRCC) is an uncommon histologic subtype of adenocarcinoma and usually occurs in people aged 20 to 40
years. We would like to report an extremely rare case of SRCC in a 14-year-old child.

Key words: ring cell carcinoma, gastric cancer, pediatric oncology, endoscopic diagnostics, endosonographic examination, radiological
diagnostics, treatment
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AKTyaJIbHOCTh

Pak xenynka (P2K) siBisieTcst onHOM M3 caMbIX pac-
MMPOCTPAaHEHHBIX MPUINH 3a00JIeBAEMOCTH U CMEpPTHO-
CTH CpeIM B3pOCJIOTO HACEeJICHUSI BO BCEM MHUpE, OMHAKO
y IeTeil BcTpeyaeTcs KpaiiHe peako u cocrasisier 0,05 %
cpenu BCexX 3JI0KaYeCTBEHHBIX HOoBooOpasoBaHuii (3HO)
KenmynouHo-kumreyHoro Tpakta (KKT) [1-3]. KimmHn-
yeckue mposiBieHnss P2K y meTeit aHAJIOTUIHBI TaKOBBIM
Y B3pPOCJBIX M HOCAT HeCIeMM(PUISCKIA XapakTep: 00JIb
B XXMBOTE, PBOTAa, MEJICHA, IMOTeps] MAcChl Tejia; OmHa-
KO OTHOJIOTHSI 3a00JIeBaHMSI M3y4eHa HEIOCTaTOYHO
1, BEpOSITHEE BCETO, OOYCIOBICHA MOJICKYISIPHBIMU MeXa-
HusMamu [4, 5]. Takue HacjaeACTBEHHBIE 3a00JIeBaHUS,
Kak cuHApoM JIMHYA, IOBEHWIBHBIH TTOJIUII03 Y CHHIPOM
Ieiitia—Erepca npuBomar k passutuio PXK B 1-13 %,
21 % u 29 % HabaoaeHuit COOTBETCTBEHHO [6]. B kaue-
cTBe (pakTOpa pHCKA Yy IETel B HACTOSIIee BpeMs pac-
cMaTpuBaeTcs IepcucTupoBanue H. pylori, 910 BRI3BIBACT
XpPOHMYECKOE aKTUBHOE BOCITAJICHNE W aTpO(PUI0 CIIM3U-
CTOI 000JI0UKHM TIPEUMYIIIECTBEHHO aHTPaJIbHOIO OTIeIa
Kenmynka [7—9]. WccrmemoBaHmsT ToKasaiaud, 49TO OCTH,
nHpUImupoBaHHble H. pylori B 04eHb paHHEM BO3pacTe,
nMeu 6oJiee BhICOKM puck pa3sutust P2K, ocobenHo nipu
HaJIW4YNU OTATOIIEHHOIo ceMeifHoro aHamuesa [10, 11].
BnusHue npyrux akTopoB prcKa (BEICOKOE ITOTpedJie-
HUE COJIN, KOITICHOCTEl, HUTPATOB M YIJIEBOIOB, TPYIIIa
KPOBH) y IeTeli B HACTOSIIIIee BpeMsI He M3ydeHo [8]. MHo-
TOIICHTPOBEIC MEXKIYHAPOIHBIC MCCIICIOBAHMS TTOKA3alIH,
yto MeHee 5 % ciayuaeB P2K BcTpeuyaloTcs y malMeHTOB
B Bospacre 10 40 sret, n3 xotopsix B 81,1 % — B Bo3pacte
ot 30 1o 39 ner u B 18,9 % — B BO3paCTHOW IPYIIIE OT
20 mo 29 ner [12]. B 3apy0OexxHOI1 TuTEepaType €CTh JIUIIh
equHUYIHBIE coobmmeHnst o P2K y mereit. Tak, Sasaki et al.
paHee cooOmanu o 22 ciaydasx IepBUIHON ameHoKap-

IMHOMBI XellyaKa y MalMeHTOB B Bo3pacTe a0 21 roma,
a B ucciegoBanuu Lu et al. roBoputcst o 16 ciaydasx PXK
y OOJTBHBIX B Bo3pacTe 10 18 meT. Bo Bcex ciyJasx nmartHos
OBLIT yCTAHOBJICH Ha ITO3IHEI CTaaIuy 3a00JIeBaHNSI, B CBSI-
31 C YeM CPEIHSIS TIPOIOKUTEIIbHOCTD XKM3HU COCTaBUIa
meHee 6 mec [13, 14]. CornmacHO JaHHBIM MCCIIEIOBAHUS
Kim et al., cBoeBpemeHHast nuarHoctuka P2K Ha paHHuX
CcTamgusax 00JIe3HU, BHE 3aBUCHMOCTH OT BO3pacTa ITaIu-
CHTOB, SBJISICTCA OJATOIPHUSATHBIM ITPOTHOCTUICCKUM
daxropom [15].

HauGonee arpeccuBnHoii ¢popmoit P2XK asnsitores miep-
cTHeBUAHOKIeToUHble omnyxonu (ITKPX), asnstoniuecs
OTIEIbHBIM THCTOJIOTMICCKUM ITOATHIIOM aleHOKapIIv-
HOMBI M BCTpeEYaloIInecs, KaK IPaBWIO, V ITallMeHTOB
mojonoro Bo3pacta (ot 20 mo 40 mer). I[TKP2K xapakre-
pu3yeTcsl arpeCCHMBHBIM KIMHUYCCKUM TEUCHHMEM, CBSI-
3aHHBIM C MYJIBTUIICHTPUYHBIM ITOpaXkeHHEeM OpTaHa,
BBICOKMMU TEMITAMH OITyXOJIEBOTO POCTa, BBEIPAXKCHHBIM
WHQUIBTPATUBHBIM ~ BHYTPUCTEHOYHBIM  XapaKTEPOM
pacIipocTpaHeHUsI, paHHEH JTMMQPOTeHHOW 1 TIEPUTOHE-
albHOI aucceMuHauuein [16—19]. Pesyabratel jgedeHust
TTIKP2XK y B3pocabiX SIBASIIOTCS HEYIOBAETBOPUTEIbHBI-
MM B CBSI3U C Pa3BUTHEM pAaHHETO peuuauBa B 61—65 %
CIyJaeB IIOCcTIe TTOJTHOTO YaaJleHUs IePBUYHON OITyXOJU
¥ pacipeHHol tuMmponnccexnueit mo D3 [20].

B manHoi1 cTaTbe npencTaBiaeH peaKUil KIMHUYECKU
ciyvait [TIKP2K y neBouku 14 jet.

Knunuyeckoe HaOmonenune

Burone 2022e. 6 OI'BY «HMHUI] onxonoeuu um. H.H. bno-
xuna» Munzdpasa Poccuu 6vina Hanpasnena desouxa 14 .1em
¢ acarobamu, npedsseaseMbiMu 8 meueHue nociedHezo eooa,
Ha ROCMOsiHKbIE 00U 8 InUACMPUU, NEPUOOUHECKYI0 PEOMY,
cyopebpunvryo memnepamypy, noxyoeHue Ha 3 Ke, GHOpPeK -
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cuto u ovicmpyro ymomasemocmo. Ilpu 330pazoeacmpodyo-
denockonuu (DI[C) no mecmy dcumenscmea nayueHmie
Obl1 ycmaHnoeneH 0uacHo3: s38eHHas 004e3Hb Jceayoka,
8 CB8A3U ¢ Hem OblAa HA3BHAYEHA NPOMUBOSI36EHHAS MeOUKA-
MEHMO3HAs mepanus, 6 meueHue 3 mec, 6e3 CyulecmeeHHo2o
agppekma. CoenacHo OaHHbIM AHAMHE3A HACACOCEEHHOCMb
N0 OHKOA02UYECKUM 3a004e6aHUSM OmseoueHa — y bpama
omya OuaeHOCMUPOBAH pPAaK NPSIMOU KUWKU & 603pacme
18 nem. OdHako no OaHHbIM MOAEKYASAPHO-2eHeMUHECK020
uccaedosanus ([AHK, evidenennoii uz aeiikoyumos nepu-
epuueckoll Kposu) NAMOSEHHBIX KAUHUYECKU 3HAYUMbIX
mymauuil 6 eene CDH I gvisi61eH0 He ObL0.

Ilpu gusuxanvrom ocmompe pebeHoK Xyooil, ocaabaeH-
Hblil, JHCUBOM YMePeHHO 630ym 6 004acmu 3Nueacmpusl.
B obwem u 6uoxumuueckom aHaiu3ax Kposu ommeuaemcs
CHUMICEHUe YpogHs eemoenobuna do 11,9 &/0a, sceneso-
depuyummuas anemus. Avaruz Kara Ha cKpuimyn Kpoeb
noaoxcumenvrulil. JlabopamopHo omme4uanoco nosviuieHue
ypoeHs pakosoeo anmueena 72-4 (CA 72-4) — 31,64 Ed/ma
(Hopma < 6,7 Ed/mn). Pakosbviil SMOPUOHANbHYII AHMUEH
(P2A), paxoswiii anmueen 19-9 (CA 19-9) — 6 npedenax
pedepenchbix 3Haveruil. Jns oyeHKu pacnpocmpareHHocmu
onyxoneeo2o npoyecca nposedero doobcnaedosanue (DIC
¢ Ouoncueil 0bpazoeanus, yAbMpazeyKogoe Uccied08aHue
(Y3H) opearnos oprowroii nosocmu (OBII), komnsromepHas
momoepagpus (KT) OBII u manoeo masa, no3umpoHHO-3Muc-
cuonnas KT ¢ " F-gpmopdesokcuenroxoszoit (OUT) (IIDT/KT).

Ilo oannvim DIJIC 6 eepxHeil u cpedueil mpemu mena
Jcenyoka no 3a0Hell cmeHKe onpedensiemcs S36eHHO-UH-
@uUABMPAMUBHAS ONYX0Ab C NOOPLIMbIMU KPYRHOOY2PUCTbL-
MU UHDUALMPUPOBAHHBIMU KPASIMU, C 2AYOOKUM S36C€HHbIM
deghexmom 6 yeumpe, pasmepamu boaee 3,0 cm 6 duamempe,
OHO KOMOPO20 NOKPBIMO 2YyCMbiM Haremom guopuna (puc. 1).
Ilpu  uHcmpymenmanvHol NatbRAYUU  ONYXO0Ab KAMEHU-
CMOtl NAOMHOCMU, HEeNO0BUIICHAS, CIEHKU JceayOKa 6 30He
onyxoau ymoaujeHsl, pueuonsie. I[Ipu ocmompe 6 y3kocnek-
MpanrbHoM pedxcume iScan, OCHOBAHHOM HA BbIOOPOUHOM
NO2A0UWeHUU 2eM02100UHA KPOBU ONPeOeNeHHbIX 0AH GUOU-
MO020 cneKkmpa ceema, 8 30He s136eHH020 deghekma onpeodensi-
emcesi amMoppHOCIb, OeCCMPYKMYPHOCMb SIMOYHOO PUCYHKA,
8 30He ONYX01e60l UHOUABMPAUUU — SMOYHBIU PUCYHOK
pacuiupen, npocaedxcusaemces (puc. 2, 3).

Bvinoanena mHodxcecmeeHnas cmyneH4amas OUONCUsL U3
OHa 536eHHO20 Jeghekma, CMOUm OMMemums, 4mo 3amue
ouoncuiinoeo mamepuana u3 30Hbl ONYX01e60i UHGUALIMPA-
Yuu HeyenecooOpasHo u MOJCem umems A0J4CHOOMPULamenb-
Hblil pe3yabmam 6 cés3uU ¢ pAcnpoCMpaHeHuem onyxoau no
nodcauzucmomy caor. Ilo pesyasmamam namomopghonoeu-
yecK0eo uccredosanus ycmauoener ouaenos: IIKPXK, mecm
na H. pylori ompuyamensnsiii (puc. 4—06).

Ilpu sudoconoepaghuueckom uccaedosanuu co CKaHUupo-
sanuem paduarsHbim IXO0-3H00CKONOM 8 30He ONyXoau HA
Ypo6He 6epxHell U cpedHeli mpemu meaa JiceayoxKa omme-
yaemcs ymoaujeHue cmenku om 9 do 16—18 mm 3a cuem
2UNOIXO2EHHO20 00pPA308AHUS, UCX00AWe20 U3 CAUSUCMOU
000404KU U PACNPOCIPAHSIOU,e20CS HA 6Ce CAOU CMEHKU
Jcenyoka. B 3one a36ennoec0 degpekma onyxoau ougghepen-
YUpoBKa cA0e8 CMeHKU Jceayoka omcymcmeyem, 6 30He
UHGUABMPAMUBHBIX U3MEHEHUT, NepUPOKAIbHO A36EHHO20
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Puc. 1. Ocmomp 6 pexcume iScan SE

Fig. 1. Examination in iScan SE

Puc. 2. Ocmomp ¢ pescume iScan TE

Fig. 2. Examination in iScan TE

Puc. 3. Ocmomp 6 pexcume iScan OF

Fig. 3. Examination in iScan OE

Puc. 4. Oxpacka ecemamokcurunom u 303uHom, X 50

Fig. 4. Stained with hematoxylin and eosin, x 50
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Puc. 5. Oxpacka eemamorccuaunom u 303unom, x 100

Fig. 5. Stained with hematoxylin and eosin, < 100
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Puc. 6. Oxpacka eemamokcunrurnom u 303unom, x 200. Cmpenxu ykasvigarom
Ha nepcmHesuUOHble KACMKU CO CMEUeHHbIMU, SKCUESHMPUUHO PACHON0INCEH -
HOIMU 2UNEPXPOMHBIMU SOPAMU 3a CHem Y8eauHeHus UHMpanaamamuye-
CK020 MYUUHA U HapYUleHUs: 10epHO-UUMONAA3MAMUECK020 COOMHOUEHUS

Fig. 6. Stained with hematoxylin and eosin, x 200. Arrows indicate signet
ring cells with displaced, eccentrically located hyperchromic nuclei due to an
increase in intraplasmic mucin and a violation of the nuclear-cytoplasmic
ratio

deghekma cmpykmypa CcAu3UCmoll 000404YKU COXPAHEHaA,
ommevaemcsa 3HavumesbHoe ymoauieHue noOCAUZUCO20
CA05 U pacnpocmpanenue Onyxoaeeoll uH@uabmpauuu Ha
0CManvHole caou cmeHKu xcenyoka (Oughgepenyuposxa cao-
ee omcymcmeyem). Ilapaeacmpanvras Kaemuamxa yniom-
HeHa, onpeae/miomm MHONCECMBEHHble YyBee/NIUHEeHHble pecU-
oHapHble aumgpamuueckue y3nol (J1Y) oanvuoil u okpyenoii
gopmblL, ¢ 2uno- u AaH3X02eHHOI CMPYKMYPOil, pazmepamu om
400 9 mm 6 duamempe, uT4N 1 (puc. 7).

Puc. 7. Duooconoepaguueckoe uccredosanue. Cmpenka ykasvieaem Ha
UBMEHEHHYIO YMONUWCHHYIO CEHKY JHCeAYOKA 3a CHem 2UN0IX02CHHO20 00pa-
308aHUS, UCXOOAWE20 U3 CAUBUCMOL 000A0YKU U PACHPOCMPAHSIOULE20CS
Ha ece caou cmenku xceayoka. Jugpgepenyuposka cioes 6 30He onyxonu
omcymemeyem

Fig. 7. Endosonographic picture. The arrow points to an altered thickened
stomach wall due to a hypoechoic mass originating from the mucosa and
extending to all layers of the stomach wall. There is no differentiation of layers
in the tumor zone

Ilo odannvim Y3U OBII onpedeastomcs degpopmauusi
JHCeNUH020 ny3oips u OupgysHole uzmeHeHus noodyiceayoou-
HOUl Jicene3sl Hecneyuguueckoeo xapakmepa. Ha yposue
cene3eHKU BUOHbl yBeAUYeHHble U3MEHEHHble pecUOHAPHbLe
JIY pazmepamu do 6,0 mm 6 duamempe. Jlegviil suMHUK Vee-
au4er 6 pazmepax 00 46 x 45 x 48 mm, oxkpyenoil gopmol,
CMPYKmMypa Komopoeo npedcmagaena u3mMeHeHHoU CoAuoOHol
MKaHbI0, NPAasslil AUMHUK — 6e3 0cobeHHOCmel.

Ilo pezyaomamam KT OBFII u manroeo masa ¢ 6HympueeH-
HbIM KOHMPACMUPOBAHUEM OMMe1aemcs: ymoaueHue 3a0Heil
cmenku dceayoka do 17 mm Ha npomsxcenuu 60 Mm, MHO-
Jcecmeentble yeeauueHHvle pecuonaphsie JIYV (oicenydounsie
do 20 x 10 mm, ceaesenounvle 0o 14 X 9 mm, nankpeamuue-
ckue do 10 mm 6 duamempe) (puc. 8, 9).
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Puc. 8. KT OBII. Cmpeakamu yKazaHo HepasHoOMepHoe U UUDKYASAPHOe
ymoaujeHue cmeHok meaa yceayoka om 1,0 do 2,3 cm, mHONCecmaeHHble
yeeauueHHvle napazacmpanshvie J1Y 60046 Manol KpueusHsl Jceayoka

Fig. 8. CT of the abdominal organs. The arrows indicate uneven and circular
thickening of the walls of the body of the stomach from 1.0 to 2.3 cm, multiple
enlarged paragastric nodes along the lesser curvature of the stomach

Puc. 9. KT OFI1. Cmpenkoii ykazana 30Ha u3ss361eHuUs CMeHKU Jcenyoka

Fig. 9. CT of the abdominal organs. The arrow indicates the area of ulceration
of the stomach wall

1o pesynomamam [IDT/KT ¢ *F-DII ¢ nepasrnomepHo
ymoaueHnvix 0o 17 MM cmenkax ceayoka ommeuaemcs
Haxonaenue SUVmax 4,04. B napaeacmpanvHoil, hapanat-
Kpeamu4ecKoll KAemyamKax, 60pomax cene3eHKu onpede-
AsH0Mes MHodcecmeernble JIY nauborvuwumu pasmepamu 0o
19 mm ¢ SUVmax 1,99. Jlegoiil auunux yseauuen 8 pame-
pax, ommeuaemcsi Ouy3rHoe HepagHoMepHoe HAKONAEHUE
SUVmax 3,27.

Ha ocnosanuu komnaexcrhozo 06c1e008anUs yCMAaH08AeH
oxonuamenvuwlil duaenos: ITIKPXK, TAN2M 1 (memacmamu-
ueckoe nopadcenue peeuoHapuvix J1Y, 6oavuioco carvHuka,
neeoeo sauynuka), 1V cmadus. Yuumwieas pacnpocmpa-
HEHHOCMb  ONYX01€8020 npoyecca U MOppHoaocU1ecKyro
eepughukayuro duaznosa, nayuenmy Ha 1-m smane nevenus
pexomendosano nposederue noauxumuomepanuu (I1XT) no
cxeme FLOT. Iocae 2 kypcoe IIXT nposedero konmpoavHoe
00cnedosanue 045 OueHKU OUHAMUKU ONYX01e6020 npouecca.

Ilpu DIJIC 6 eepxueil u cpedueil mpemu mena xcenyo-
Ka no 3adueli cmeHKe onpedeasiemcsi paHee ONUCbIBAe-
Mas A36eHHO-UHOUALMPAMUBHASL ONYX0Ab € NOOPbIMbIMU
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UHGUABMPUPOBAHHBIMU KPAAMU, C DA3PLIXAEHHOU NO8epX-
HOCMbIO, ¢ enyOOKUM S36eHHbIM OeheKmom 6 yeHmpe, pas-
mepamu okono 1,5 cm 6 duamempe, OHO KOMOPO20 NOKPbIMO
eycmoim Haremom Guopuna. Ilpu uHcmpymeHmanvHoll natb-
nayuu onyxonb KAMeHUcmou HA0MHOCMU, 10KAAbHO PbIXAO0L
KOHCUCMEHYUU, HeNno08UIICHAS, CMEHKU JceayoKa 6 30He
OnyxXoau ymoaujeHsl, pueudnvle. BusyasvHo ommeuaemcs
cyujecmeeHHoe ymeHovuleHue pazmepos onyxoau (puc. 10).

Puc. 10. DIJIC (ocmomp 6 pexcume b6enoeo ceéema)
Fig. 10. Esophagogastroduodenoscopy (examination in white light)

Ilpu sudoconoepaghuueckom uccredoganuu (CKaHupo-
sanue paduanvHoim IXO-3H00CKONOM 8 30He Onyxoau) Ha
YPo6He 6epxHell U cpedHell mpemu meaa Jiceayoka omme-
yaemcs ymoaujeHue cmenku 0o 10 mm 3a cuem eunosxo-
2eHH020 00PA308AHUS, UCX00AUWE20 U3 CAUBUCIMOU 000A0UKU
U paAcnpoCMpaHaOuWe20css Ha NOOCAUUCTBLH, MblUeUHbLI
u cybceposHblil caou cmeuku dceayoka. B 3omHe s36enH020
deghekma onyxoau moaujuHa cmeuku dyceayoka — 16 mm,
KOHMYpPbl  CEPO3HOL  000A0UKU HAPYUIeHbl, Oyepucmole.
B napaeacmpanvhoii kaemuamke onpeoessomcs MHodyce-
cmeeHHble yeeauuenHvle peeuonapHvle J1Y oearvhoil u okpy-
21011 hopMbL, ¢ 2UNO- U AHIXOLEHHOL CIMPYKMYPOLL, pazmepa-
mu om 4 0o 9 mm 6 duamempe (puc. 11).

Ilo pezyasmamam KT OBII u manroeo maza é ounamu-
Ke ommeuaemcs HepasHoOMepHoe YMoAueHue CmeHoK mena
JcenyoKa, MeHee GbiPaNCeHHOe 8 CPAGHEHUU ¢ UHUYUANBHBIM
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uccaedosanuem, MoAUWUHA NOPANCCHHBIX CMEHOK Jicenyo-
Ka ymenvuwunacs ¢ 2,3 do 1,7 cm. Pazmepor 6orvumuncmea
paHee onpedessieMvbiX Y8eAUUeHHbIX NapazacmpatvHoix J1Y
YMeHbuuAucy, eduHuyHole J1Y coxpansromes Oe3 eudumoii
dunamuru (puc. 12).

Puc. 11. Bndoconoepagpuueckoe uccaedosanue. Cmpeaka ykazvieaem Ha
UBMEHEHHYIO YMOAUWEHHYIO CIEHKY JHCeAYOKA 3a CHem 2UN0IX02CHHO20 00pa-
308AHUS, UCXOOAWE20 U3 CAUBUCMOL 000A0UKU U PACHPOCMPAHSIOULE20CS
Ha ece caou cmenku xceayoka. Jugpgepenyuposka cioes 6 30He onyxonu
omcymemeyem

Fig. 11. Endosonographic picture. The arrow points to an altered thickened
stomach wall due to a hypoechoic mass originating from the mucosa and
extending to all layers of the stomach wall. There is no differentiation of layers
in the tumor zone

a 7

Puc. 12. KT OFII: a — unuyuanvhoe uccaedosanue; 6 — nocie 2 Kypcoe
IIxXT

Fig. 12. CT of the abdominal organs: a — initial CT-scans; 6 — CT-scans
after 2 cycles of chemotherapy

Oo0cyxneHne

3HO XKT y pgereil BcTpeyaloTcsl KpaiiHe peako
¥ B OCHOBHOM IIPEICTaBICHBI CTPOMAIbHBIMU OITYXOJISIMU
KeJlylKa, TepatoMoit, tumdomoii u T. 1. [21, 22]. Cornac-
Ho HanwmonanbHoii 6a3e maHHbIX IO paky (National
Cancer Data Base, CIIIA), u3 Bcex ciy4yaeB pa3BUTUS afie-
HOKapIIMHOMBI XeJlyIKa Ha MO0 MaiueHToB < 21 roma
npuxoautcs Bcero 0,10 % nabmoaenuii. [TKPXK saBis-
€TCS PEIKMM TUCTOJOTMYECKUM ITOATUIIOM HU3KOIUG-
¢epeHIIMPOBaHHON aAeHOKAPIIMHOMBI, XapaKTepU3yeTCs
BBICOKOI CTEIEHbIO 3JI0KaYeCTBEHHOCTU M BCTPEYaeTCs
MPEeMYILIEeCTBEHHO Y MalueHTOB B Bo3pacTe oT 20 mo 40
Jet [6]. PenkocTh JaHHOM MaToOJIOTUM B JETCKOM BO3pac-
Te, a TakKKe OrpaHUYEHHOE KOJIMYECTBO MCCIECIOBAaHUIA,
M3yYaloIIX ONTUMAJIbHBIC CXEMBI TePAITUU 1 TOJITOCPOY-
HBbIe pe3yJbTaThl, IPUBEIM K OTCYTCTBUIO Ha CETOTHSIII-
HUI IeHb CTAaHAAPTHBIX ITOIXO/I0B K AMarHOCTHKE U Tepa-
MUY BTOTO TUIIA omyxosyieit y aeteii. [Togxonpl K Tepanuu
IIKPX y manmeHTOB AETCKOro BO3pacTa OCHOBaHBI Ha
CTaHIapTax JEYCHMS B3POCbIX MAlIMEHTOB.

B ciiyuasix pesekradenbHoro P2K xupyprudeckoe neve-
HUE B 00beMe paJuKaJbHOM raCTPAIKTOMUHU C AUCCEKIIMEH

Knuunyeckue Habnwopenus // Clinical cases
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JIY D2 gBnserca Hambojee ONTUMAJIbHBIM BapUaHTOM,
OHAKO YacToTa pa3BUTHUSI PEILMIAMBOB 3a00JeBaHUSI
B TeUeHHe 2 JIET OT MOMEHTa IPOBEACHUS OIEepPaTUBHO-
ro BMeIlIaTeJbCTBa OCTaeTCsl BBICOKOU. McciemoBaHus,
MMOCBSIIIIEHHBIC N3YYSHUIO BOIIPOCa O 11eJ1eCO00pa3HOCTU
MPOBEACHUsI pacIllipeHHol nuMdoauccekuuu no D3,
He MoKa3ajy CYIIECTBEHHBIX PEe3YyJbTaTOB IO YJIydllle-
HHUIO TIPOTHO3a 3a00JieBaHMS, B CBSI3M C YeM CTaHAap-
TOM XMPYPTAYECKOTO JICUCHUs SIBIISICTCSI TacTPIKTO-
mus ¢ mumdonuccekuueit D2 [7, 8, 23]. IIpoBeneHue
MpeaonepalMoHHOM XuMuorydeBoii Teparnuu (XJIT) wim
rnocieornepallioHHoi agbioBaHTHOM XJIT cyiiecTBeHHO
VIy4YIIaloT BbDKMBAEMOCTh JHaHHOM TPYMIIbl MAlleHTOB
[24]. B cnyuasx HepesekTabenbHoro P2XK, B yacTHOCTH,
KaK B HallleM KJIMHUYECKOM HaOJIIOJAeHUU, OCHOBHBIM
METOIOM JICUYEHUs SIBISICTCS TIPOBEICHME XMMUOTEepa-
nuu [6].

B nensix onpeneneHus mokasaHuii K IpoBeICHUIO Tap-
TeTHOM Tepaluy JaHHOM IPyIIIe IMalMeHTOB PEKOMEHI0-
BaHO BBINIOJIHEHUE JOTIOJTHUTEIbHBIX UMMYHOTCTOXUMU -
YECKUX U MOJIEKYISIPHO-TEHETUYECKUX MCCIeIOBAaHUI —
uccienoBaHue Oenka K penenrtopam HER2/neu wim
omnpeneneHue amrindukanuu reHa HER2, MukpocaTes-
JIMTHO# HecTaOMIbHOCTU U 3Kcrpeccuu PD-L1 [25—28].

Cnenyer OTMETUTb, YTO OOJIBIIMHCTBO CJIy4YaeB
IMKPX, nebroTupyloluxX y TAlMEeHTOB B BO3pacTe O
40 net, B 30—50 % xiIMHUYECKMX HAOJIONECHUI CBS3aHbI
co crieurduyeckuMu mytausimMu B rene CDH 1, Begyim-
MM K IToTepe yHKIIMU TeHa U, KaK pe3yabraT, — K YBeJI-
YEHUIO CKOPOCTU KJIETOUHOM mponudepanuu. Myrauun
B reHe CDH cBs3aHbI C HACJAEACTBEHHBIM JU(PPY3HBIM
P2XK [29—31]. B cBs13u oTATOIIIEHHBIM aHAMHE30M U 1e010-
TOM 3a00JIeBaHMSI B paHHEM BO3pacTe Halllell MallMeHT-
Ke OBbUIO IMPOBEIECHO TeHEeTUYeCKOoe HCClIea0BaHue, IO
pe3yibsTaTaM KOTOPOTO ITaTOTeHHBIE MYyTallud B TEHeE
CDH  oTcyTcTBOBAJIU.

Bcem 6onbHBIM ¢ muarHo3oM P2K HeoOxonuMo mpoBe-
JIeHUe J1JabopaTOPHBIX M MHCTPYMEHTATbHBIX TUaTHOCTH-
yecKux uccaenoBaHuii [6]. Hanbonee nHdopMaTuBHBIM
WHCTPYMEHTAJIbHBIM METOAOM IuarHoctuku P2K, B yact-
Hoctu [TKPXK, sBnsiercss sHpockonmuyeckuil, mo3BOJIsi-
IOIIUI OMpPenessiTh He TOJBKO JOKAJIM3aIUIO, Pa3MephI,
MaKpOCKOIIMYECKUIA TUM OMYyXOJU, HO M IIPOBOAUTH
muddepeHINaNbHYI0 TUATHOCTUKY C OPYTMMHU HOBOO-
OpasoBaHusIMU keiaynka [6]. TlpoBeneHue craHmapTHOM
BOI'IC npu ocMOTpe B pexXuMe 0OeJI0oro cBera He BCeraa
MMO3BOJISIET OOHAPYXXUTh M3MEHEHUsI, XapaKTepHbIC I
3HO, B cBsI3u ¢ yeM 003aTeJIbHBIM SIBJISIETCS MPOBEC-
HHUE KOMIUIEKCHOTO 3HIOCKOMUYECKOTO MCCIeIOBaHUS
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C IPUMEHEHMEM BCEX YTOUHSIOIINX METOI0B 9HAOCKOIIH -
YeCKOM TMarHOCTUKM, TAaKUX KaK OCMOTP B PeXXUMe Y3KO-
CIIeKTpaJIbHOM BU3yaIu3alliM, YBEJIUUEHUsI, COUeTaHHO-
T0 OCMOTpA B PeXKMMaX YBEJIUUEHUS 1 Y3KOCTIEKTPaIbHOMN
BU3YAIM3alliM, TIPOBEACHUE DSHIOCOHOTpPadUIECKOro
uccnegosanus [32]. Ilpu ocMoTpe B pexkuMe y3KOCIEK-
TPaJIbHOM BU3yalu3allMd M YBEJIMYEHUS B yJacTKax
MOJCIU3UCTON OITyX0JIeBOM WHMUIBTpallMM XapaKTep-
HbiMu Ju1s1 [TKP2K siBisiroTcs naMeHeHus apXUTEeKTOHUKM
SIMOYHOTO M COCYIMCTOTO PUCYHKOB B BUJI€ PACIIIMPEHUS
JKEJTYIOUHBIX TIoJIeli 0e3 M3MEHEHHUS CTPYKTYpPhl SIMOK
SMUTEIUsI, TOSBICHUS B CTPYKType OIYXOJIM MHOXKe-
CTBEHHBIX U3BUTHIX aHTYJIMPOBAHHBIX MUKPOCOCYIoB [31,
33]. TakKe B CTPYKTYpe OIYXOJU MOTYT OIpPENeISIThCS
eIUHUYHbIE WM MHOXECTBEHHBIC SI3BEHHBIC edeK-
THl U BPpO3UpOBaHHbIE yJyacTKu. [Ipu MHCTpyMeHTasb-
HOH MaJbHaluy OTMEYaIOTCs KaMEHHUCTas ILJIOTHOCThb
OITyXOJIM, YTOJIIEHUE M PUTMIHOCTh CTEHOK KeIylKa,
OTCYTCTBHE TIEPUCTAJIBTUKU M (parMeHTalMs TKaHeu
npu ouoricuu. Ilpu moacnm3nucToM MHOUIBTPATUBHOM
pOCTE ONyXOJIM CTaHAapTHAs IIUIIIOBAasT OMOTICHSI MOXKET
JaBaTh JOXKHOOTPUIIATEIbHBIE Pe3yIbTaThl, B CBSI3U C YeM
MOBTOPHOE TIOJIyYeHHE MaTepuaja TOJDKHO OCYIIEeCT-
BJIATHCSI METOIOM IJTyOOKO# CTymeH4yaToil ouorncun [6].
DHaocoHorpaduueckumu ocooeHHocTamu [TKPXK sBsi-
IOTCSI BBIPAXKEHHOE YTOJIIEHUE TOACIU3UCTOIO CJIos,
MYJBTULICHTPUYHOCTD TOpPaXK€HUsS M MeTacTaThdyecKas
TpaHcopMauus peruoHapHbIX JIY, xapakTepu3yonmxcs
TUMO3XOTEHHOM CTPYKTYPOI1, pa3TnudHOi (POpMOii 1 pas-
MepaMu, CIUBAIOIINXCS MEXIY COOO0M ¢ (hOpMUPOBAHUEM
KOHIJIOMEPATOB Ha 0oJjiee MO3AHUX CTaausx 00Jie3HH [6,
34, 35].

3akioyenne

HecMoTpss Ha yMeHbIIEHHE pa3sMepoB OIYXOJIU
COIJTaCHO JaHHBIM CTaHAAPTHOIO 3HIOCKOIIMYECKOTO
1 3HIO0COHOrpahuyecKoro mccienoBaHuii, naHHbIX KT,
VUUTHIBAsl CTaIMIO OITYyXOJIEBOTO IIpoiiecca, Mopdoio-
TUYECKYIO0 BepU(UKAILIMIO TMarHo3a, MPOrHo3 y JaHHOTO
MalyeHTa paclieHUBAeTCsI KaK HeOIaronpusI THBIM.

IIpencraBineHHbIN KIMHUYECKUN CJIydail BbI3bIBAeT
0COOEHHBIN MHTEPEC B CBSA3M C PEIKON YaCTOTOM BCTpe-
yaemoctu PXK y nereii. K coxaneHnuio, B CBSI3U ¢ OTCYT-
CTBMEM CIeHU(PUUECKUX CUMIITOMOB 3a0o0JIeBaHMSI,
HM3KOI OHKOJOTMYECKOU HACTOPOXEHHOCTHIO Bpayei
TMEPBUYHOTrO 3BeHA, MAllMEHTY ObLI OIIMOOYHO YCTAHOB-
JIEH TMarHO3 «sI3BeHHasl 00JIe3Hb XeyIKa», B CBI3U C YeM
crneur@uueckoe JeyeHne ObUIO HayaTo criycTs 1 rom ot
TMIEPBUYHOTO OOpAIleHNs 32 MEIUILIMHCKON ITOMOIIIBIO.
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Pe3onouns Hay4yHo-npakTUYECcKoW KOHepeHUun ¢ MeXXAYHaAPOAHbIM
y4yactuem «TapretHas u UMMYHOTEpanus onyxonei LeHTPaNbHOM
HepBHOIi cuctembl y gerei» (r. Cankr-Merepoypr, 31 mapra 2023 r.,
®rby «HMULl um. B.A. Anmasosa» Mun3apasa Poccun)

Jna uuTupoBanus: Pezonroyus HayMHO-NpaKMu4eckoll KOHpepeHyuu ¢ MelcOyHapooHbim yuacmuem «Tapeemnas u ummyHomepanus
onyxosneil YeHmMpanvHoll HepeHoll cucmemvl y demeir» (2. Cankm-Ilemep6ype, 31 mapma 2023 ., ®I'BY «HMHUI] um. B.A. Armazosa»
Mumn3zopasa Poccuu). Poccuiickuii scypuan demckoii eemamonoauu u onkonoeuu. 2023;10(2):107—11.

Resolution of the Scientific and Practical Conference with international participation “Targeted and immunotherapy
of tumors of the central nervous system in children” (St. Petersburg, March 31, 2023, Almazov National Medical
Research Center of the Ministry of Health of Russia)

For citation: Resolution of the Scientific and Practical Conference with international participation “Targeted and immunotherapy of tumors
of the central nervous system in children” (St. Petersburg, March 31, 2023, Almazov National Medical Research Center of the Ministry of

Health of Russia). Russian Journal of Pediatric Hematology and Oncology. 2023;10(2):107—11.

31 mapra 2023 . B Cankr-IletepOypre coctosiiach
HayYHO-IpaKTUIeCKast KOH(PEPEHIINSI C MEXTYHAPOTHBIM
yuyactueM «TapreTHasi U MMMYHOTEPAITUS OITyXOJIei 1IeH-
TpaJbHOU HEPBHOI CUCTEeMBI y AeTeil» (nanee — KoHdbe-
penuus). Opranuzatopbl Meponpusitusi: HIIMY «llenTtp
MEepPCOHATU3UPOBAHHON MEIULIMHBI» TMPU  TOAIEPXKKE
MuHucTepcTBa HayKM U BbIcIIero oopaszoBaHusi Poc-
cuiickoit @eneparun, ®I'BY «<HMMUILL nm. B.A. Anma-
30Ba» MuHn3snpaBa Poccuu, Poccuiickoe o0611ecTBO
JIETCKUX OHKOJIOTOB U reMartoJioroB (maisee — POJOI).

VYuactHukamu KoHdepeHIIUuM cTanu Beaylue crielanm-
CTHI B 00JIACTY HEMPOOHKOJIOTUH Yy AeTeld (PYKOBOAUTEIN
LIEHTPOB AMArHOCTUKHU U JieUeHMs Ha 0a3e (penepallbHbIX
U CyOBEKTOB IIEHTPOB, IJIaBHBIC JIETCKUE BHEIITATHBIC
cnenuanuctbl oHkosorn CankTt-IletepOypra u JleHUH-
rpaackoii obiactu). Llenbr MepornpusTuss — yaydlieHUe
PE3yJIbTaTOB JICYCHUSI IETEH CO 3JI0Ka4eCTBEHHBIMU HOBO-
obpazoBaHusiMu (panee — 3HO) LieHTpaibHOIN HEPBHOM
cuctemsbl (nanee — LIHC), ¢popmMupoBaHue nepcoHupu-
LIMPOBAHHOTO MMOAXO/A.

Bpaun-3kcneptsl — yuactHuku Kondepenmmu:

M.B. BenorypoBa — 1.M.H., nipodeccop, 3aBeaymolias OTAEJICHUEM XMUMHUOTEepanuu (MPOTUBOOIYXOJEBOM JIEKAPCTBEHHOM
Tepanuy) 1 KOMOMHUPOBAHHOTO JieueHus omyxosneii y neteid [BY3 CI16 KHITLICBMII(o) um. H.I1. Hamankosa;

K.®. Boiiko — Bpau-IeTCKIiA OHKOJIOL, 3aBeAYIOIINI OTAEIeHUEM O0IIei OHKOJIOTUM M XMMUOTEPAIIMY OHKOJIOTMYECKOM KIIMHI-
k1 OO0 JIILL MUBC um. Ceprest bepe3una;

H.A. Bopo0beB — K.M.H., Bpau-OHKOJIOT, Bpau-paaroJIor, 3aBeIYIOIINi OTIETeHNEeM IIPOTOHHOM JIyIeBOU Teparuy OHKOJIOTHYe-
ckoit kmuauku OO0 JIILL MUBC um. Cepres bepe3uHa;

B.A. Ipuropenko — Bpau-paaroTepaneBT, 3aBeAyIOlIi paquoTepaneBThdeckumM otaeaeHueM HUW neTckoit OHKOJIOrMuY 1 TemMa-
tosiornu uM. akag. PAMH JI.A. lypaoBa ®I'BY «<HMMUILI onkonornu nm. H.H. bioxuna» Munsapasa Poccun;

P.B. Ipo30oB — K.M.H., Bpau-I1aToJIOr0OaHATOM, 3aBEAYIOIINIA TTaTOJIOT0aHATOMIUYIECKOM TabopaTopuei JiedeOHO-pead N TAIIIOH -
Horo komiuiekca ®I'BY «<HMMUII um. B.A. AnmazoBa» Munsapasa Poccun;

1O.B. /InHuKHHA — K.M.H., Bpau-/IeTCKMI OHKOJIOT, 3aBe/lyIolllasl HayYHO-UCCIIeI0BATEILCKOM J1abopaTopueii IeTCKOM HeponM-
MyHOOHKoJornu LleHTpa nmepcoHaIM3MpOBaHHON METUIIMHBI M 3aBEAYIOIAsl OTAEICHUEM XUMUOTEPATU OHKOTEMAaTOJI0rnye-
CKUX 3a00JIeBaHMI U TPpaHCIUIAHTAIMKU KocTHOTO Mo3ra juist neteit ®I'BY «HMULL um. B.A. AnimazoBa» Mun3npaBa Poccuu;

A.E. [Ipyii — K.M.H., Bpa4 KJIMHUYECKOU JaOOPATOPHOI TMAarHOCTUKU, 3aBEAYIOIIUIA JabopaTopreil MOJIEKYISIPHON OHKOJIOTUN
DdI'bY «<HMMUIIL ATOU um. Imutpus PoraueBa» Munsnpasa Poccuu;

O.T. XKeayakoBa — 1.M.H., ipodeccop, akcrepT BAK 10 1eTcKoit HeiipOOHKOJIOTHH, IJIaBHBIN HayIHbIN coTpyaHUK ['BY3 HITLL
crier.Mea.moMomu aetam uM. B.®D. BoitHo-Scenenkoro /13M;

FO.M. 3aoponckas — a.M.H., 3aBenyioiass HWJI matomopdosori HEPBHOM CUCTEMBI, 3aBeaylomiasi peepeHCc-1IEeHTPOM M-
MYHOTUCTOXMMMYECKHUX, MATOMOP(MOIOTUYECKUX U JYYEBbIX METOAOB MCCIIEAOBAaHUI OHKOJIOrMYecKux 3adoseBaHuit OI'BY
«HMMUII um. B.A. AnmazoBa» Munsapasa Poccun;

N.B. Ka3zanneB — K.M.H., Bpau-IeTCKUI OHKOJIOT, 3aBEAYIONINI OTIAEIeHNEM TPAHCTUIAHTAIIMM KOCTHOTO MO3ra st aeteid N 2
HHWU AO0IuT um. P.M. Top6aueBoit DI'6OY BO IICII6I'MY um. akan. WU.I1. [TaBnoBa Munsnpasa Poccun;

A.B. Kum — 1.M.H., Bpauy-HEHPOXUPYPI, 3aBEAYIOLINI OTAeIcHHEM Heupoxupyprun i gereir Ne 7 ®I'BY «HMMUIL
uM. B.A. AnmazoBa» MuH3apasa Poccuu;
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K.. Kupru3oB — K.M.H., Bpau-JIeTCKUI1 OHKOJIOT, 3aMectutenb aupekropa HUW J1Oul’ um. akan. PAMH JI.A. JlypHoBa 1o Ha-
yuHoii padote PI'BY «<HMMULI onkonornu um. H.H. broxuna» Munsnpasa Poccum;

C.A. KyneBa — 1.M.H., mpodeccop, Bpau-IeTCKUI OHKOJIOT, 3aBeIy0Iast AeTCKIM OHKoJIorndeckuM otaeaeHreM @I'BY <HMMUIL
onkojoruu uM. H.H. IlerpoBa» MuH3npaBa Poccuu, 3aBenyiomiast Kadeapoir OHKOJOTUH, TeTCKON OHKOJIOTUH M JIy4eBOi Tepa-
muu @T'BOY BO CII6I'TIMY Munsapasa Poccuy, niaBHBIN BHEIITATHBIN JETCKHUI crielMaanucT oHKosor KoMuTteTa mo 3apaBo-
oxpaHeHuio CaHkr-IleTtepOypra;

9.B. KymupoBa — 1.M.H., ipodeccop, Bpad-IeTCKUI OHKOJIOT, 3aMeCTUTEIb ITIABHOTO Bpaya 1o oHkosioruu ['bY3 «Mopo3oBckast
ATKB A3M»;

FO.M. Mapeesa — Bpau-IeTCKHi1 OHKOJIOL, Hay4HbIii coTpyaHUK PI'BY «<HMMUIIL ITOU um. Imurtpust PorayeBa» Munsnpasa Poccu;

JI.A. MoprayeBa — Bpau-IeTCKIIi OHKOJIOT OTAEJICHUST XMMUOTEPAITMI OHKOT€eMaTOJIOTMYECKIX 3a00JIeBaHUIA M TPAHCIUTAHTAII
KocTHOro Mo3ra mis gereidt PI'bY «HMMUILI um. B.A. AnmazoBa» Mun3sapasa Poccuu;

JI.WA. Ilanyma — K.M.H., Bpay-IeTCKUI OHKOJIOT, BEAYIIIUIA HAyYHbI/ COTPYIHUK, 3aBEAYIOLIas OTACIOM ONTUMU3ALNYU Tepaun
OITyXxoJieil eHTpaabHou HepBHOI cucteMbl PI'BY «HMMUILL ATOU um. Imutpust PoraueBa» Munznpasa Poccun;

I.I. Panynecky — Bpay-AeTCKMIl OHKOJOT OTAEJEHMS XMMMUOTEpanuu (MPOTHMBOOITYXOJIEBOI JIEKAPCTBEHHOM Teparnuu)
1 KOMOMHMpOBaHHOTO JieueHust onyxoieit y aereit [BY3 CI16 KHITLICBMII(o) um. H.I1. Hamankosa;

M.B. PoikoBa — /1.M.H., Bpau-TIaTOJIOT0AaHATOM, 3aBEAyIOIasl marojoroaHaToMuaeckum otaeneHueM @IAY «HMUILI Helipoxu-
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pypruu um. akaa. H.H. Bypnenko» Munzapasa Poccuu;

A.B. CmupHoBa — Bpad-peHTreHosor otaeneHnss MPT onkonornyeckoii kimmauku OOO JILL MUBC um. Cepres bepesuna;

A.JO. CMupHOBa — Bpau-IeTCKUIA OHKOJIOT OTAEICHUS XUMUOTEPAITMY OHKOIeMaTOJIOTMYECKIX 3a00IeBaHUIA M TPAaHCIUTAHTAIII
KocTHoro mo3sra mis gereit PI'bY «HMMUILL um. B.A. AnmazoBa» Mun3zapasa Poccuu;

A.3. Crommaep — nipeacenateb npasieHuss OO0 JIJILL MUBC um. Cepres bepesnna.

KonpepeHuus 6buta mpoBeaeHa B THOpUIHOM (op-
mate ¢ yyactueMm Oosee 200 caymiaTteneit U3 cyObeKTOB
Poccuiickoit Menepanuy (Bpayeil-IeTCKUX OHKOJIOTOB,
HEeHpOXUpyproB, MoOpdoJOroB, CIEIMAINCTOB MOJIEKY-
JIIPHO-TEHETUYECKOM  JTUArHOCTUKM, PEHTICHOJIOTOB,
JIy4eBBIX TEPAIIeBTOB, MEANATPOB).

3acnymaHo 17 BBICTYIUIEHUH, MOCBSIIEHHBIX HAaub0-
Jiee 3HAUMMBIM M HEpeLIeHHBIM BOIIpOCaM MCITOJIb30Ba-
HUSI COBPEMEHHBIX TMAaTHOCTUYECKUX U TepareBTUUECKUX
METOIOB B KJIMHUYECKON MTpaKTUKE.

CrielimaauctaMu  ObUIM  PAaCCMOTPEHBI  BOIPOCHI
JIMAarHOCTUKU CUHAPOMOB IpenpacrnoioxeHHocty K 3SHO
LIHC, a takxe ne4eOHOM TaKTUKW TMPU UX BBISIBICHUMU,
ObLIM MpeAcTaBIeHbl OCOOEHHOCTU Bepu(UKauuy JaH-
HOI TpyImbl 3a00JieBaHUI Y AeTeil ¢ HEeOOXOAMMOCThIO
MPUMEHEHUSI KOMIUIEKCHOTO TIOAXO0da C BKJIIOUYEHUEM
MOpPdOJIOru4YecKoro, MOJIEKYJISIPHO-T€HETUYECKOTO
TecTUpoBaHUs. Takke 03ByYeHBI HEpEILIEHHbIC BOIPOCHI
B OTHOIIEHUN (DMHAHCUPOBAHMSI U OpPraHM3aIMU JIOTH-
CTUKU TIpu auarHocTtuke omnyxoneit LIHC y nereit (B Tom
qyucjae ¢ TIPUMEHEHUEM MOJICKYJISIPHO-TeHETUUECKUX
METOJIOB).

IMoapoOHO 00CYXAEHBI METOAbl BU3YaJIM3allUU OITy-
xosieit LIHC y mereit Ha pa3nuyHbIX 3Tanax AMarHOCTUKU
U JIEYEHUS, TIPU ITOM MNPUHLUUITUAIBHBIMUA BOIIPOCAMU
SIBJISTIOTCSI MCITOJTb30BaHKME COBPEMEHHOTO 000PYIOBaHUS
U CTAHIAPTHBIX MPOTOKOJOB BU3yalu3allui, KOHTPOJIb
3a TOJIIIMHOW CPe30B IIPU MCCIACIOBAHUM TOJOBHOTO
U CIMHHOTO MO3ra, MOCJIEA0BAaTEIbHOCTHIO ITOCTKOH-
TPaCTHBIX MPOTOKOJIOB BU3yaan3allMi U BO3MOXHOCTHIO
BBITIOJIHEHMST UCCIIENIOBAHUI B YCIOBUSIX MEIMKAMEHTO3-
HOW cefalvu y IeTe paHHETo BO3pacTa.

B pamkax nucKyccuu HEOTHOKPATHO MOIYepKUBaIach
HEOOXOAMMOCTh MHIWBUAYyATU3ALUU TepareBTUIECKOM

TaKTUKU B OTHOILIEHUHN KaXXIO0T0 KOHKPETHOIO MalyeHTa
B LEJSIX JOCTMKEHUSI MaKCUMAaIbHON 3(h(hEeKTUBHOCTH
Tepanuu, CHUXKEHUS PUCKOB aCCOLIMUPOBAHHOM paHHEM
U OTHaJeHHON TOKCUYHOCTUM M TIOBBIIICHMSI KadyecTBa
JKU3HU OOJIBHBIX U MX ceMell. DPPEeKTUBHOCTh TIpUMe-
HEHMSI TapreTHONM M MMMYHOTepamuu TpU pa3IudIHbIX
onyxonsax LIHC y geteit Ha OCHOBAaHUU MEXIyHApPOIHO-
TO OIIbITA OIpeAesisieT HeOOXOMUMOCTh BKIIOUEHUS psida
npernapaToB B KJIMHUYECKHE pEKOMEHIaluu (maaee —
KP) u ctanmapThl ie4eHUsI, B TOM YMCJIe B KaueCTBe Mep-
BOI TMHUY Tepanuu. JleTaJbHO 00CYKIEeHbI 0COOEHHOCTH
MPOBEICHNS JTY4EBOM TEpAIMU B IETCKOW HEUPOOHKOJIO-
TUU C ONpeneeHueM OYEBMIHBIX MPEUMYIIECTB MeToaa
MPOTOHHOM JIy4€BOM TEPAIIMU Y ITALIMEHTOB C OIIYXOJISIMU
IHHC B acnekTax CHMXXEHUSI TOKCUYHOCTH Ha OKpYKalo-
1IMe TKAaHU ¥ OpraHBbl.

ITo pesynsraTram oo0cyxaenus yyacTHuku Kondepenmuu
€IMHOIIACHO MPUHSJIH CJIeAYIONIe MOJI0KEHHUS.

Ilpesuouymy POJIOI:

Coznatb Tpymmy Mo AETCKONW HEHPOOHKOJOTUM i
peryyasipHoro v 3(p(HeKTUBHOTO 00CYXIEHUS aKTyalIbHbIX
BOMPOCOB AMATrHOCTUKM, JICUCHUSI, peaOUIUTALIuU AeTei
¢ ontyxonsimu LIHC.

Cpok — Hos10pb 2023 1. (Konrpecc POJ10OT).

Paboueii epynne no onyxoaam ITHC noo 3eudoit POJ]OI:

1. Pa3paboraTh cTaHOaApTHbIE IIPOTOKOJbI BU3ya-
JIM3allMy B IOETCKOM HEUPOOHKOJOTUU IPU IIEPBUYHOM
nunarHoctuke 3HO LIHC, a takke a5 oueHKU 3¢ dex-
TUBHOCTHU IPOBOAUMOM TEpaIuu.

2. PazpaboTaTh cTaHIApTHBIE pEKOMEH ALY JUaTHOC-
tuku 3HO LHHC u cuHApoMOB MpeapacnoaoXeHHOCTH
K OITyXOJIEBBIM 3a00JIeBaHUSIM C BKIIOUEHUEM MTaHEeIbHO-
ro BeicokonpousBoauteabHoro JIHK- 1 PHK-cekBeHu-
poBaHusa (NGS, cekBeHMpOBaHWE HOBOTO TTOKOJIEHUS),
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HE3aBUCHMO OT HaJIW4MsI peruCTPallMOHHBIX YIOCTOBEpe-
HUIA, a TAKKE VIS OTNIPEACICHUS MUALLIEHEN UIS1 TAPreTHOMN
tepanuu (ITpunoxenue 1).

Cpok — (peBpanb 2024 1.

3. IloaroroButh 0OOCHOBAHME, COTJIACOBATh C TJIaB-
HBIM BHEIITATHBIM JETCKUM CIELMAJIMCTOM OHKOJIO-
rom-remarojorom MwuH3apaBa Poccuu M HamnpaBUTb
B MuHucTepcTBO 3apaBooxpaHeHust Poccuiickoit Mene-
paluu CIeayoIIue IpeIIoXKeHUS:

- BO3MOXXHOCTb IPUMEHEHMST METO1a METUINPOBAHUS
JAHK y naiiyeHToB ¢ TpyAHOAUArHOCTUPYEMbIMU CITydasi-
mu onyxoJjieit IIHC, moMrMo ricToJIOrMYeCcKOro 1 UMMY-
HOTMCTOXMMUYECKOIO MCCIACIOBAHUI, C YYETOM HOBOU
knaccudukauuu BO3 2021 1., yunThiBasg HEOOXOIMMOCTh
MPUMEHEHUSI PAcXOMHOTO MaTepuajga, 00O0pyIOBaHUS
1 WHOOPMAIMOHHBIX PECYPCOB, HE WMMEIOIIUX peru-
crpauuu B Poccum; a Takke ompenencHHe HMCTOYHMKA
(UHAHCUPOBAHUSI M MapIIPYTU3ALUU OHUOJIOrMYECKOTO
Martepuaa.

Cpok — gekabpn 2023 .

4. CocTaBuUTb, COTJIACOBATh U YTBEPAUTH I'pauK MO -
rotoBku KP o nuarnoctuke u neyeHuto 3HO LIHC.

Cpok — gekabpn 2023 1.

Ilpezuouymy POJIOI, 2aasnomy enewmamuomy oOem-
CKOMY cRreuuaaucmy oHKoa02y-eemamonozy Mun3zdpasa
Poccuu:

KonTponuposats Beinmyck u ooHoBieHue KP mo 3HO
HHC y nereii.

Opeanuzamopam Illkoavt no demckoili HelpooHK040-
euu na oaze «HMHUI] JJTOH um. /Imumpus Pocaueea»
Munsdpasa Poccuu (cenmsopo 2023 2.):

BHecTu B miiaH MeponpusITUsL 0OCYXIACHME IMPOSKTOB
KP o 3HO HHC y nereii.

3amectutenp aupekropa HUW OOul’ um. akan. PAMH JI.A. IypHoBa 1o HayyHoii pabote ®PI'BY

«HMMLI ouxonorum um. H.H. brioxuna, K.M.H.

ImaBubIil HayuHbiil cotpyaHuk 'BY3 HIIL cnern.men.momornu aetsim uMm. B.®. Boiino-SceHernikoro
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I[naBHBIM BHEMITATHBIM CHENUAJIMCTAM MO mpodmIo,
PYKOBOIMTEJISIM CTAMOHAPOB M OTIEJIeHHiA, 0Ka3bIBAIOLINX
CHENMAM3APOBAHHYI0 MOMOIIb NMANMEHTAM C OIMYXOJSMH
ITHC:

1. OcylecTBAATbL KOHTPOJIb 32 CISAYIOIINMHU ITOJIOKE-
HUSIMU:

a) OKOHYaTeJbHas Bepu(UKaLMs AMAarHo3a OITyXOJIu
LIHC y neteit noyixkHa B 00513aTeIbHOM TTOPSIIKE BKIIIOYATh
npoBeneHre pedepeHc-IMarHoCTUKA B OJHOM U3 pede-
peHCHBIX LeHTpoB Poccuiickoit deaepaiiuu o npopuiio;

0) okazaHMEe MEIUILIMHCKON IMOMOIIM MallMeHTaM CO
3HO HC noimkHO mpoBOAUTHCS B cooTBeTcTBUM ¢ KP
U IIPOTOKOJIAMU JICUSHMUS;

B) B jeueHuu peuuavuBa 3HO LIHC y mereii neneeco-
00pa3HO MPUHUMATh PEIIeHHE O XMPYPTAYECKOM Jieue-
HUU MYJBTUAUCIUTIIMHAPHBIM KOHCHIMYMOM;

T) IPUMEHEHHUE TapreTHOI 1 UMMYHOTEpaIuy OCYIIeCT-
BJISITB TIPY HATMYMU TTOKA3aHU K UCTIOJIb30BaHUIO — HAJIM-
Yye MUILIEHU, PeLIMIUB, OTCYTCTBUE CTAaHIAPTHOM TEPaITH;

1) y nanueHToB ¢ onyxojsMu LITHC neTckoro Bo3pac-
Ta MPEAIIOYTUTEILHO IIPUMEHEHUE IIPOTOHHOU JIy4eBOM
Teparnuu — IIpu MeIy/U100JacToMe, ITPU KPaHUOCITMHAb-
HOM obayyeHuu apyrux omyxojeir [IHC, y mamueHToB
mJjajile 6 JeT ¢ JiIoObIM TMCTOJIOTMYECKUM BapuUaHTOM
onyxonmu IIHC mrob6oro oobema, kpome auddy3HOIM
CPENVMHHON TIMOMBI CTBOJIAa MO3Ta, IPU XOpJAOME cKaTa
JI0001 JTOKAIM3allMi HE3aBUCUMO OT BO3pacTa, a Takxke
IPYIMX THCTOJOTMYeCKUX BapuaHTax omyxosneit ILTHC
¢ OJ1arONpPUSTHBIM ITPOTHO30M;

€) IOCTYITHOCTb M CBOEBPEMEHHOCTbh PeaOMIUTALIM-
OHHBIX MepomnpusTuii mauueHtaM ¢ omyxomsmu IHHHC
B TEpUOA M TIOCJIE 3aBepIIeHUs] ITPOTHUBOOITYXOJICBOM
Teparumu.

K.A. Kupruzon

O.I XKenynkosa

J13M, akcniept BAK 110 1eTcKoii HelipOOHKOJIOTMU, 1.M.H., Tpodeccop

3amecTuTesb IJ1aBHOro Bpaya no onkojorun 'bY3 «Mopo3zosckast JITKbB JI3M», 1.M.H., podeccop

9.B. Kymnposa
M.b. benoryposa

3aBemyiomiasi OTAEICHUEM XUMMOTEpanuu (MPOTHUBOOITYXOJEBON JIEKAPCTBEHHON Teparuu)
nkoMOuHMpoBaHHOTOJIeueHUs ommyxoeityaereit [bY3 CI16 KHITLICBMII(o)um. H.I1. Hamankosa,
II.M.H., mIpodeccop

3aBenyromast 1eTcKuM oHKosormdyeckuMm otaesieHreM OI'BY «<HMMUI onkonorm um. H.H. Tletposa»
MumnsnpaBa Poccuu, 3aBenyrommasi Kadeapoil OHKOJIOTHM, AETCKONM OHKOJIOTMU U JIy9eBOW Teparuu
®dIrbOY BO CIIGITIMY Munsnpasa Poccun, maBHBIA BHEINTATHBINA JETCKHI CIIELIMATUCT OHKOJIOT
Komurera no 3apaBooxpateHuto Cankr-IletepOypra, a1.M.H., ipodeccop

C.A. Kynesa

Benyiumii HaydHBbIM COTPYIHUK, 3aBEIyIOlIast OTAEI0M ONTUMMU3ALIMU TEPAITUU OIYXOJIel LIEeHTPaJIbHOM
HepBHoOI1 cuctemMbl PI'BY <HMMULL ATOU nm. Imutpus PoraueBa» Munznapasa Poccun, K.M.H.

JL.U. Tanynia

3aBemyroniasg martosoroaHaroMudeckuM otaeneHnemM PIAY «HMMUL Helipoxupypruy uM. akaj. M.B. PbrxoBa

H.H. Bypaenko» Munsnpasa Poccun, 1.M.H.

3aBeayolInii OTAEJICHUEM TpaHCIUIAHTALIMM KOCTHOro mosra mig gereit Ne 2 HUM AOImT
M. PM. Top6auesoit PI'BOY BO ITCII6I'MY um. akan. W.I1. TTaBnosa Munznpasa Poccuu, K.M.H.

N.B. KazaHues

3aBemyromuii OTAEIeHNEM TIPOTOHHON JIydeBOil Tepamuu oHKosormdeckoil ximHuku OO0 JILL
MMUBC um. Ceprest bepe3nna, K.M.H.

H.A. BopobGneB

3aBenyrolias OTAeJICHUEM XUMUOTEPAITMM OHKOIeMaTOJIOTMUECKIX 3a001eBaHMii ¥ TpaHCIIaHTALIN
KoctHoro mosra s nereit ®I'bY «HMUII um. B.A. Anmaszosa» Munsapasa Poccuu, K.M.H.

10.B. IlnHukuHa
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Jnga nMarHOCTMKM W OOOCHOBAaHUS Ha3HAUYCHUS
JICKApCTBEHHOM Tepammy TMallleHTaM ¢ HeHpPOOHKO-
JIOTHICCKUMM  3a00JIeBaHUSIMA TOJDKHBI  TTPOBOIMTHCS
MOJICKYJISIPHO-TEHETUICCKIE WCCICIOBaHUSI. MeETOIbl
MOJICKYISIPHO-TEHETUICCKUX MCCIICIOBAHMI JTOIMyCKAOT
HCIIOJIb30BaHNE PACXOMHBIX MaTepHaJOoB M 00OpyIOBa-
HUs, He MMEIOIINX perucTpanuu B Poccuiickoit demepa-
LU,

[IpoBenmeHre MOJNEKYISIPHO-TEHETUICCKUX — HCCIIE-
IOBaHUI JOJDKHO OBITh BKIIIOUCHO B KPUTECPUM OLICHKU
Ka4yecTBa OKa3aHHOM MEIUIIMHCKOM TTIOMOIIIH.

1lepeuensv ucnoav3yemuix 6 HelpOOHK0A02UU MOACKYAAD-
HO-2eHemu4ecKux uccae006aHuil:

1.  Metunupoanue JIHK c nucronbzoBaHreM Habo-
pa Illumina Infinium Methylation EPIC BeadChip kit Ha
mpudope Illumina NextSeq 550 1 aHAIM30M Pe3yIBTaTOB
Ha matdopme molecularneuropathology.org ¢ ucronb3o-
BaHmeM Bepcuii v11b4/12.5 ximaccudukaropa oImyxoueit
MO3ra.

2.  BricokompomsBomurenbHoe IaHeabHOe JIHK-
n PHK-cexBernposanme (NGS).

3. TlommmepasHast TeIHAsT peakUWsT B pPEXUME
peaylbHOTO BPEMEHM.

4. Metwicneundudeckas ITOJIMMepasHasl IICITHAsT
peaxIns B pesKUMe peaTbHOTO BpeMEHU.

5.  MynbTuIieKCHasI MoJImMepasHas IIeITHas peak-
.

6. ®uayopecueHTHast TMOPUIMU3ALIUS N Situ.

7.  CexseHmpoBaHmue o CaHTepY.

Ilokazanus k nposedenuro memuauposanus JIHK: nanm-
YHe OITyXOJIH, TTOMO3PUTEIIFHOM Ha CJIeAyIONIe HO30JI0-
TUU:

1.  HuddysHas actpouuTomMa ¢ HapyLIEHUSIMU
MYB/MYBL.

2. G-34 tmuobGmacToma.

3. Ouddys3Has rmmoMa BEICOKOU CTEIICHH 3JT0Kade-
CTBEHHOCTH TEIMATPUIECKOTO TUTIA C TUKUM TUIIOM H3
u IDH.

4. TlomymapHas rimoMa MJIaJeHIECKOTO TUIIA.

5. Iimmoma BBICOKOI CTENECHM 3JI0KAYeCTBCHHOCTH
C TMIIOUIHBIMU OCOOCHHOCTSIMMU.

6. ActpobGiacrtoma ¢ HapylieHueM MN1.

7.  Tanrmuornmoma (B CJIOKHBIX CITyJasix).

8. HecmoruracTudeckass ~ MH(MAHTUIbHAS
[JINOTJINOMA/acTPOIIMTOMA (B CIIOKHBIX CIyJasax).

9. Ou3smOpuoruiacTuiyecKast HeMpOsNUTeTnaIbHasT
OITyXOJIb (B CJIOKHBIX CTyJasix).

10. dnddysHas rmmoHelipoHalIbHAS OITyX0JIb C OJIM-
TOACHIPOTINOMOITIOTOOHBIMA OCOOCHHOCTAMU U SIIep-
HBIMU KJIaCTepaMMU.

11. TMlanwuisgpHas
(B CJTOXHBIX CTy4yasix).

12. PosetkodopMupylomasi OIyXoJib (B CIIOKHBIX
cIyJasx).

raH-

FﬂHOHCﬁpOHaﬂBHaH OITYyXOJIb
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ITpunoxenue 1.
MoJiekyasipHO-reHeTUYeCcKas AUATHOCTUKA OMyXoJieit
LHEHTPAJIbHOI HEPBHOI CHCTEMBbI Y AeTei

13. JduddysHaa menToMeHWHTeaIbHas TITHOHEHPO-
HaJTbHasI OITyXOJIb.

14. llenTpanbHas HelipomuToMa (B CIIOXKHBIX CTyda-
IX).

15. DKcTpaBeHTpUKYIIpHASI HeHpoInTOMa (B CIIOXK-
HBIX CIyYasx).

16. JlumoHelpolmToMa MO3XeuKa (B CJIOXKHBIX CITy-
yasx).

17. DneHmmMoMa 3aIHEN YepeITHOM SIMKH TPYITITHI A.

18. DmeHmmMoMa 3aTHel YepeITHOI SIMKH TPYIIIH B.

19. MukconmanuuisipHasl 3IIeHIIMOMa (B CIIOKHBIX
clyyasix).

20. CyOsmeHnmMOMa (B CIOXHBIX CITyJasx).

21. Menymnnobmactoma rpymisl WNT.

22. Menynnobnactoma rpymisl SHH.

23. Menymro6mactoma a1 WNT, Hu SHH, rpymnma 3.

24. Menymioomactoma a1 WNT, Hu SHH, rpymnma 4.

25. Arumnmdeckas TepaTOMITHO-paOIONIHAS OITyXOJIb
(I711 IMATHOCTUKU CJIOKXHBIX CIy9IacB U IUTST OTIPEICICHUS
TIPOTHOCTUYECKOM MOJICKYJISIPHOU TPYTIIIHI).

26. DMOpHMOHAJIbHAs OIYXOJb C MHOTOPSIIHBIMU
pPO3eTKaMM.

27. Heitpoomactoma LIHC ¢ aktuBanmeit FOXR2.

28. Omyxons LIHC BCOR c BHyTpeHHei TaHAeMHOT
IyOIUKaLUe.

29. Ormyxoib MapeHXUMbI TTHEATBHOM JKeJIe3HI TIPO-
MEXYTOYHOU AuddepeHIMPOBKY (B CIOXHBIX CIYYasix).

30. TManmumisipHas OIYXOJb ITMHEAJIBHON 00JacTh
(B CJIOXKHBIX CIyJasIx).

31. JlecMmormmacTudeckasg  MUKCOWAHAS
MMHealbHOI 0bacTy ¢ myTaumeit SMARCBI.

32. MenaHoTi4yecKas 3JIOKAYeCTBCHHAsS OITYyXOJIb
000J104€K HepBa (B CJIOXHBIX CIIyYasix).

33. 3mokadyecTBEHHAs OITyXOJIb 00OJIOUEK IIepude-
PUUYECKOTO HepBa (B CIOXHBIX CITyJasx).

34. HeitposHIOKpWHHAS OITyXOJh KOHCUHON HUTHU
(paHee Ha3pIBaJIaCh MaparaHTIMOMOM) (B CJIOXHBIX CIIy-
yasx).

35. MeHuHTrOMa (B CJIOXKHBIX CITydasix).

36. HWHTpakpaHMalbHas capkoMa C
DICERI.

Obsexkm uccaedosanuss — TapaMHOBBI OJOK WIN
3aMOpPOXEHHAS TKaHb.

g oueHkM MaTepuana B Tapad@uHOBOM 0OJioKe
HEOOXOAMMO HaJIMYME OKPAIICHHOTO TeMaTOKCUIMHOM
W 503MHOM THCTOJOTUYCCKOTO TIperapaTa, M3TOTOBICH-
HOTO ¢ JaHHOTO OJI0Ka.

1St OlIEHKM 3aMOPOXKEHHOTO MaTepraga HeoOXOIUMO
M3TOTOBJICHNE KPHOCTATHOTO Cpe3a M3 3aMOPOXKEHHOM TKa-
HM C TTOCJICAYIOIIE OKPACKOI TeMaTOKCIUTMTHOM 1 503MHOM.

B 3axarouenuu memuauposanus JIHK nonxHa conep-
JKaThCsl MTH(POPMAIIHS O METIIISIIMOHHOM KJIaCCE OITYXOJIN
(MM OTOBOpKA, YTO METIJISIIIMOHHBIN KJIaCC OTIPEICINTh
HE yIAI0Ch), KOJTMICCTBEHHBIX N3MECHEHHUSIX HAa XpPOMOCO-
Max 1 ctatyce MetuinupoBaHus reHa MGMT.

OTTYXOJTb

MyTauuein
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I[Ipu BO3MOXHOCTM 3aK/IIOUYEHHE METUJIMPOBAHUS
JAHK moykHO OBITH BCTPOEHO B MHTETPUPOBAHHBIN MHO-
TOCJIOUHBIA JUArHo3 € YKa3aHUEM TUCTOJIOTMYECKOTO
CTPOCHHUS OMYXOJH, CTEIEHU 3JI0Ka4eCTBEHHOCTH, BCEil
MOJIy4YeHHOH MOJIEKYISIpHON MH(MOPMALIMU ¢ yKa3aHUEM
METOIOB MCCJICIOBAHMUS U TOKAIU3AIIUM OITyXOJIH.

Konmpoav rauecmea uccaedoéanus memuiuposanus
JTHK:

1. KayecTBeHHBII M KOJWYECTBEHHBIN KOHTPOJb
BoeineneHHoi JJHK.

2. KoHTpoJib KauecTBa MOJTyYeHHbBIX JaHHBIX B BUIE
ob6esnmuueHHbIX IDAT (aiiioB mpou3BoaUTCS aBTOMATHYE-
CKU IIpUOOPOM ¢ MeYeHHEeM 00pa3lioB IJI0XOr0 KayecTBa.

3.  KoHTpoab KauecTBa METWJISILIMOHHOTO KJjacca
MMPOU3BOJIUTCSI IO MHAEKCY COOTBETCTBMUSI.

4. Hcrmonp3oBaHWE TIO3UTUMBHBIX U HETaTUBHBIX
KOHTpPOJICH.

5. TlpoBeneHue MOATBEPKAAIOIINX UCCIEIOBAHUIA.

B cnygae, eciiu He ymaaoch onpeaeauTh METUIISIIMOH-
HBIH KJIaCcC U TTOCTaBUTh IUArHO3, TOKa3aHO MCII0JIb30Ba-
Hue rpacdudeckoro pecypca t-SNE/UMAP nnsa xinacre-
PUPOBaHUS OITYXOJIH.

B caywae, ecnm He ymamoch ONpeneauTb METH-
JIIUMOHHBIM KJacCc Y IOCTaBUTh IMAarHo3, IT0Ka3aHO
MPOBEJICHNE BBICOKOIIPOM3BOAUTEIHLHOIO TaHEIbHOTO
JHK- u PHK-cekBenupoBanust (NGS) 111 BO3MOXKXHOTO
BBISIBJICHUST KJTIOUEBBIX TTOBTOPSIFOIIMXCS MyTALIUA U CJIU-
STHUW TEHOB.

Ilokazanusa Kk npoeedeHuro 6vICOKONPOU3B00UMEABHOZ0
naneavrnoeo JIHK- u PHK-cexeenuposanus (NGS):

1. JImarHOCTUYECKUI IMOMCK KITIOUYEBBIX TOBTOPSIIO-
LLMXCS MyTaLlUIA;

2. JIMarHOCTUYECKMWI TOMCK KITIOYEBBIX CIUSIHUIA
TCHOB;

3.  Tlomck MuIIeHEH AJIsT TAPTeTHOM Teparuu.

Obsexm uccae0o6anuss 041 comMamu4ecKux aibmepa-
yuil — napaUHOBLIN OJIOK UJIM 3aMOPOKEeHHasl TKaHb.

Jng oueHkn wMarepuana B Tapad@uHOBOM OJIOKe
HEOOXOAMMO HaJIMYME OKPAIIEHHOIO IeMaTOKCHWIMHOM
U 503MHOM THCTOJOTMYECKOIO IperapaTta, M3roTOBJICH-
HOTO C TaHHOTO 0JIOKA.

JI71s1 o11eHKM 3aMOPOKEHHOI0 MaTepuraia HeOOX0IuMO
M3rOTOBJICHUE KPUOCTAaTHOTO Cpe3a M3 3aMOPOXKEHHOM
TKaHU C TIOCJIEAYIOIIEM OKpacKoi IeMaTOKCUJIMHOM
U 031HOM.

Obsexkm uccaedoganuss 041 2ePMUHAALHBLIX HacAe0-
CIMeeHHbIX atbmepanuil — 11eJIbHAs BEHO3HAasI KPOBb B MPO-
oupxke ¢ EDTA B xomuecTtBe 10 4 M.

B 3axarouenuu JIHK- u PHK-cexeenuposanus noJX-
Ha conepxKaTbCsd MH(MOPMAIIUs O TMAaHEIN HCCIEAYeMBbIX
TeHOB, IIpOorpaMMax, MCI0JIb30BaHHBIX ISl aHAIN3a JaH-
HBIX, ¥ BBISIBIICHHBIX HaXOIKaX/aJlbTepalusiX.

IIpu Bosmoxnoctu JJHK- u PHK-cekBeHupoBanue
JIOJDKHO OBITh BCTPOCHO B MHTETPUPOBAHHBIM MHO-
TOCJIOUHBIA JUArHo3 € YKa3aHUEM TUCTOJOTHYECKOTO
CTPOCHUS OMYXOJH, CTEIIEHU 3JI0Ka4eCTBEHHOCTH, BCEil
MOJIyYeHHOI MOJIEKYISIpHOM MH(MOpPMALIMU ¢ YKa3aHUEM
METOIOB MCCJICIOBAHMUS U TOKAIU3AIIAU OITyXOJIH.
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Konmpoas kauecmea uccaedosanus /[HK-u PHK-cexge-
HuUposanus:

1. KayecTBeHHBI M KOJIWMYECTBEHHBI KOHTPOJb
BoigeneHHon JJHK u PHK.

2. KoHTponp mokazaTess ILEeJIOCTHOCTU (CTEIeHU
nerpanaunu) JHK u PHK.

OO0pa3sibl ¢ HU3KOM KOHIIEHTpaLMell U BBICOKOM CTe-
MeHbIo0 Jerpagauunu K panbHelimemMy NGS-uccnenona-
HUIO HE JOIYCKaIOTCs.

3.  KoHTponb KauecTBa TOJYYEHHBIX OMOIMOTEK
C OLIEHKOI KOHIICHTPALMU U IJIMH OUOIMOTEKHU.

4.  KoOHTpoJb KauecTBa MOJYYeHHBIX JaHHBIX TTOCTIe
CEKBCHUPOBaHUS (OLIEHKA CPEIHETO IMOKPBITUSI, MUHU-
MaJIbHOTO TOKPBITHS JI0OOT0 1IeJIeBOr0 peruoHa, MUHU-
MaJIbHO€ KOJMYECTBO IIPOYTCHUIN C MyTalMel U OTCYT-
CTBUME HEIMOKPBITHIX HYKJIEOTUIOB B MTAHEJN ).

5.  Hcnonb3oBaHUWE TMO3UTUBHBIX M HETaTUBHBIX
KOHTpPOJICH.

6. IIpoBeneHue MOATBEPXKAAIOIINX UCCICIOBAHUIA.

Hcnonb3oBaHue MMMYHOTMCTOXMMUYECKOTO MCCIIe-
JIOBAHUS U APYTUX MOJIEKYISIPHBIX METONOB ISl BbISIBJIE-
HUSI MOJICKYJISIPHBIX aJbTepallnii:

1.  HMMMYHOTHCTOXMUMUUYECKOE
MYTaHTHBIC TIPOTCUHBI 1 CITUSHUS.

2.  ®uyopecueHTHas TMOPUAN3ALINS in Situ — KOJIM-
YECTBEHHbIC U3MEHEHUS, TPAHCIOKAIIUM, CIIUSTHUS.

3. Tlonumepa3Hasi 1ienmHasg peakUuusi B pexXUMe
peaJbHOr0 BPEMEHM — TOUYKOBBIE MYTAallMU, CIMSHUS
TCHOB.

4.  CexsenuponaHue 1o CaHrepy — MyTallui T€HOB,
TaHAEeMHBIE TyOIMKallMU BHYTPU 9K30HOB.

ucciegoBaHmue —

MapmpyTu3anus MaTepuaja

banneponb, comep:kaiasi YIakKOBaHHBINM XPYIKHUI
6romaTepua (TMCTOJIOTUUECKHE TTpernapaThl, UMMYHOTH-
CTOXMMMYECKUE IIperaparhbl, FTMCTOXUMUYECKHE Iperapa-
Thl U MapapUHOBLIE OJIOKM OT BCEX paHee IMPOBEIECHHBIX
orepanuii) ¥ KJIMHUYECKHEe JaHHbIE C YKa3aHMeM I10Jia,
BO3pacTa, JIOKAJIM3aLMKU OITyXOJIM, OTIPaBJISETCS IS
MPOBEACHUSI T'MCTOJIOTMYECKOro, MMMYHOTHCTOXUMUYE-
CKOT'O ¥ MOJICKYJIIPHOIO aHaJIM30B C [IOCTAHOBKOI MHTE-
TrPaTMBHOTO AWarHo3a B cieayoliue pedepeHC-IIEHTPhI
(cormacHo Ilpukazy MuHHUCTEpCTBAa 3ApPaBOOXpaHEHUS
Poccuiickoit @eneparin ot 25 nekadps 2020 . Ne 1372
«O06 opraHuzanu (PyHKIIMOHUPOBAHUS pethepeHC-1IeH-
TPOB»):

1. ®I'BY «<HMMUII um. B.A. AnmazoBa» MuH3Ipa-
Ba Poccun.

2. ®I'bOY BO IICII6I'MY um. akan. W.I1. ITaBno-
Ba Mun3zapaBa Poccun.

3. ®OI'bY «<HMMWUII onkonorun um. H.H. ITerposa»
Mumn3znpasa Poccum.

4. ®I'BY «<HMMUL onkonorun nm. H.H. broxuna»
Mumn3znpasa Poccum.

5. @®I'BY «<HMUII AT'OU um. Amutpust Porauesa»
Mumn3znpasa Poccum.

6. ®OIAY <«HMMUWL Hellpoxupyprud uM.
H.H. Bypaenko» Munsapasa Poccun.

aKan.
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Pe3oniouus no UToram Kpyrnoro crona
«NTRK-no3nTUBHbIE ONYXONU: ANArHOCTUKA U NleYeHune»

Jna mmarapoBanuss: Pesonoyus no umoeam kpyenoeo cmoaa «NTRK-nozumuenvie onyxonu: duaznocmuka u newenue». Poccuiickuil
JcypHan demckoli eemamonoeuu u onKoaoeuu. 2023;10(2):112—6.

Resolution on the results of the round table “ NTRK-positive tumors: diagnosis and treatment”

For citation: Resolution on the results of the round table “NTRK-positive tumors: diagnosis and treatment”. Russian Journal of Pediatric
Hematology and Oncology. 2023;10(2):112—6.

MonnekynsipHO-HampaBieHHass Tepanusl OTKPbIBaeT BEIEH KPYIJIbIA CTOJ C yYaCTUEM BEAYIIUX SKCIEPTOB LISt
HOBBIE BO3MOXHOCTH [IJISI JICUEHUSI COJIMIHBIX OMyXOJeil  0OCYXKIEHMSI CIOXHBIX BOIMPOCOB, CBSI3AHHBIX C MOJIEKY-
y JIeTeil, OMHAKO Psil BOITPOCOB €11Ie OCTAIOTCsI OTKPLIThIMU [1].  JisspHO-HarmpaBiaeHHoU Tepanueit NTRK-nepecTpoeHHbIX

14 anpensa 2023 r. B pamkax II IIkoabsl mo auarHoc- omyxosieil y neteil. Kpyrmiblii cton ObLT MpoBeAeH Mpu
TUKE W JICUCHUIO IETeN C peIKUMU OMyXoJsiMu ObuT mpo-  noanepxkke AO «Pomnr-MockBa».
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NTRK-nepecTpoeHHbIe OIyX0JI1

[lepectpoiiku renoB NTRK1/2/3 onucaHbl IIpu pas-
JIMYHBIX TUHNax onyxosneir y aereil. Cpeau NnepBUYHBIX
omyxoJjeil ueHTpanbHOit HepBHOI cuctembl (ILIHC)
MepecTPOMKU TeHOB PeLIeNTOPHBIX TUPO3UMHKMHA3 BCTpe-
yaloTcs MpU MHGAHTWIBHBIX IJIMOMaX BBICOKON CTerie-
HU 3JI0KaYeCTBEHHOCTU, ILJIEOMOPMHBIX acTPOLUTOMAX
B paHHeM Bo3pacTe (10 3 JIeT), TakKe ONMMCAHBI IIPU T~
OMax HU3KOM CTeTNeH! 3JI0KaueCTBEHHOCTH Y AeTel OoJiee
crapuiero Bo3pacta [2]. Cpenu 3KcTpaKkpaHUATbHBIX
COJIUIHBIX OIyXoJieit mepectpoiiku reHoB NTRK BcTpe-
YaloTCs TIPU Pa3TUYHBIX TUMAX CAPKOM MSITKUX TKaHE:
nHpaHTWIbHAs (puOpocapKkoma, BOCIHATUTENbHAS MHO-
¢udbpobaacTuyeckas ornyxonb U NTRK-nepecTpoeHHbIE
capkowmbl [3].

TapretHeie Ipernapathbl, ISUCTBYIOIIME Ha OHKOICH-
Hble Tupo3nHkuHa3bl TRK, nemoHcTpupyilor ahdekTrn-
HOCTb TIpY pa3IUYHBIX COMUMAHBIX onmyxoisax [1, 4, 5].

JlanHbIe KIMHHYECKOTO HCCJIeTOBAHHS SHTPEKTHHHOA
Y JeTeil U MOJIPOCTKOB

DHTPEKTUHUO — BbICOKOAKTUBHBIIA MHTMOUTOP TUPO-
suHkuHa3 TRK/ROS1/ALK, pazpaboTaHHBI 11sT TIOBBI-
meHus 3 dekTuBHOCTH teueHus omyxoueit IITHC [6].

Ony611MKoBaHbI 0OHOBJIEHHBIE TaHHBIE 110 3P HEeKTHB-
HOCTHU ¥ 0€30IaCHOCTY DHTPEKTUHUOA Y IETEi1 110 Pe3YIib-
tatam kiuHudeckoro uccienoBaHuss STARTRK-NG,
B KOTOpOE OBLIM BKJIIOYEHBI MTAllMEHTHI B BO3pacTe 10 22
JIET ¢ PEUUAUBUPYIOIIMMHU WIN pedpakKTePHBIMU IKCTpa-
KpaHUAaJIbHBIMU COJTMIHBIMU OITYXOJISIMU VI IIEPBUYHBI-
mu ontyxonsimu LTHC [7].

[Monynsiusi, Ha KOTopoii olleHMBaIU 3 (HEKTUBHOCTD,
cocTaBuia 36 MalMEHTOB C OIYXOJISIMM, COAEPXKAILMMU
cnusiHusl TapretHeix reHoB NTRK1/2/3 (63,9 %), ROS1
(27,8 %) win ALK (8,3 %), MmenraHa Bo3pacTa cOCTaBUJIa
4,0 rona (nnana3oH — 0—16,0 roga). [Tpu meauaHe Hab.110-
nenust 24,3 mec (95 % nmoBeputenbHbld MHTepBan (W)
16,6—36,7) yactora 06beKTUBHBIX 0TBeTOB (HOO) cocTa-
Buia 61,1 % (95 % AN 43,5—76,9), Bkmovast 9 MOJHbBIX
(ITO) u 13 yactuynbix (YO) orBeToB (Taba. 1). MenuaHa
nnutenbHocTu oTBeTa (J1O) Oblna paBHa 25,4 Mec, a Meau-
aHa BpeMeHH 10 oTBeTa — 1,9 Mec. MenraHa BbKBAEMO-
ctu 6e3 niporpeccupoBanus (BBIT) coctaBuna 27,2 mec.

Ta6muna 1. JJannsie no agpgpexmusnocmu snmpexmunuba

IToka3arenb

YOO, n (%) [95 % O]

OO0mas nomyasuus
adexTnBHocTH* (1 = 36)

22 (61,1) [43,5-76,9]
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VYV nmanuenToB ¢ NTRK-1iepecTpOeHHBIMU OITyXOJISIMU
YOO cocraBuna 60,9 % (n = 14/23; 95 % AN 38,5—-80,3),
menuana J1O Obuta paBHa 25,4 Mec, MearaHa BpeMeHU 10
otBeTa — 1,9 mec, a menuana BBIT — 27,2 mec.

YV maumeHTOB ¢ nepecrpoiikoit ROSI B oryxonu YOO
cocraBuna 70,0 % (n =7/10; 95 % AN 34,8—93,3), menua-
Hbl 1O u BBIT He nomnaBanuch olieHKe, MeAaHa Bpeme-
HU IO OTBeTa cocTaBisiia 1,9 mec.

IMonynsiuuyst Ui OLIGHKM O€30MacHOCTU BKJIIOYajia
59 mauMeHTOB, MeAuaHa Bo3pacTa coctaBuia 6,0 roma
(muamazon — 0—20,0 roma). Y 55 (93,2 %) u3 59 601bHBIX
3a(pUKCUPOBAHO > | HexXellaTelIbHOE SIBJIEHUE, CBSI3aHHOE
c neyenueM (CJIHA), ny 31 (52,5 %) nanyeHTa OTMEUEHO
CJIHA II1/1V crenenn. Haut6onee yacteiMm CJIHSA OpbL10
yBeanueHue Beca (n = 22; 37,3 %). Tpunanuats (22,0 %)
nalueHToOB UMean > | mepenom, Bce siBiaeHUsT Obuan 11
v 111 crerienn; y 4 OOJBHBIX OBIIM TIEPEIOMbI, MOCIE
KOTOPBIX OHM HE YCIEJM BOCCTAHOBUTHCS K MOMEHTY
cpesa JaHHBIX; UCXO[ IepejioMa y 1 maiyeHTa ObL1 Her3-
BecTeH. He Ob1I0 0OTMEUEHO cMepTeld, CBSI3aHHBIX C HEXKe-
JIATeJIbHBIMM SIBJICHUSIMU, U HE ObLIO 0OHAPYKEHO HOBBIX
curHanoB O0e3omacHoctu. CJIHA npuBenu K CHUKEHUIO
03Bl WK TIpeKpalneHuro yeyenust y 23,7 % un 11,9 %
MaleHTOB COOTBETCTBEHHO [7].

IIpemukTops! 3¢)heKTUBHOCTH TepaANTHH

Peuentopusie TuposunkuHazsl TRK A/B/C sans-
I0TCSI POICTBEHHBIMM O€JIKAMM C BBICOKOM CTEIEHBIO
TOMOJIOTMY MOJIEKYJI Y CXOIHBIMU OCOOCHHOCTSIMU OHO-
Jjornyeckoro mnoseaeHus [8]. OmHaKo OCOOBIN MHTEpec
BBI3bIBACT BOIIPOC, CYIIECTBYIOT JI OTJIMYMS B arpec-
CUBHOCTHM OITyXOJIM, B TOM YHCJIE OTBETe Ha Teparuio
TRK-uHruburopammu, B 3aBUCHUMOCTA OT BapuaHTa
nepectpoiiku reHa NTRK wunm reHa-maptHepa? B xim-
HUYECKOE MCCJIeIOBaHUE SHTPEKTHMHMOA ObLIM BKIIIOYE-
HbI MALMEHTBI C OIYXOJISIMM C PA3IMYHBIMU CAUSHUSIMU
Bcex 3 reHoB NTRK (ARHGEF-NTRKI1, TPR-NTRKI,
KIF21B-NTRK1, TPM3-NTRK1, GKAP-NTRK2, EML -
NTRK2, KANKI-NTRK2, BCR-NTRK2, ETV6-NTRK3,
EML4-NTRK3), v OTBET OIyXO0JIM Ha JIeUeHNEe HaOIroaal-
cs1 IIPU BCEX BapuaHTax TPAHCJIOKALW U He 3aBUCE] OT
reHorurna [7]. Takke B KIIMHUYECKOM MPaKTUKE DKCIEP-
TOB, INPUHUMABIIUX y4acTHe B JAHHOM KPYIJIOM CTOJIE,

ITauuentsi ¢ ROS I-nepectpo-
eHHbIMH onyxoJsisvmu (n = 10)

7(70,0) [34,8—93,3]

ITanuentsl ¢ NTRK-nepectpo-
eHHbIMH onyxoJisiMu (n = 23)

14 (60,9) [38,5—80,3]

o 9 (25,0) 7 (30,4) 1(10,0)
4o 13 (36,1) 7 (30,4) 6(60,0)
Crabunuzanus 3adoneBanus (C3) 11 (30,6) 8 (34,8) 2 (20,0)
Iporpeccust 3aboneBanus (I13) 2 (5,6) 1(4,3) 0

He M1O/T13 1(2,8) 0 1 (10,0)
Menunana 10, mec [95 % AU ] 25,4 [16,2—HO] 25,4 [14,3—HO] HO [16,2—HO]
MenuaHa BpeMeHu 10 oTtBeTa, mec [95 % AU | 1,9 [1,8—1,9] 1,9 [1,8—1,9] 1,9 [1,7-3,7]
Mennana BBII, mec [95 % JIU] 27,2[18,1—-HO] 27,2 [16,1—HO] HO [18,1—HO]
Menunana o61ieit BeokuBaeMocTu, Mec [95% JIN| HO [35,8—HO] HO [28,6—HO] HO [HO]

IIpumeuanue. * — gxarouaem makice 3 60abHbIX ¢ mpancrokauuamu ALK (2 nayuenma ¢ 6ocnarumenvroli Muogpuopodaacmu4eckoli onyxonsto ¢ MpaHcaoKa-
yusmu DCTNI-ALK u KIF5SB-ALK u 1 nayuenm c eauomoii 8bicoKol cmeneHu 310kavecmeennocmu ¢ mpancaokayuei EML4-ALK. Habop nayuenmoe
¢ onyxonamu ¢ nepecmpotixamu ALK 6vin npexpawen ¢ ecmynaenus 6 deticmeue eepcuu IIpomokoaa Ne 6 6 coomeéememeuu ¢ RAGHOM UCCA008AHUS MOAEKY bl
¥ 83DOCABIX NAUUEHMO8 U 4MOo0bl CHOKYCUPOBAMb KAUHUMECKYIO Pa3paAbOMKY HA 08yX NOKA3AHUSX C NOMEHYUANOM 0451 0000peHUs.
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OTBET OBbLI OTMEUYEH Y BCEX IMAIlMEHTOB C IepecTpoiiKaMu
reHoB NTRK, He3aBUCUMO OT TeéHa U BapruaHTa XMMEpPHO-
ro tpanckpunTta [9—13]. Tem He MeHee, BO3MOXKHO, UTO
IMOKa HEIOCTAaTOYHO MaHHBIX IS TOTO, YTOOBI BBISIBUTH
oIpeneieHHbIe 3aKOHOMEPHOCTH.

B ximHMYecKoM rccieq0BaHUM SHTPEKTUHMOA, eCIu
MMallMeHThl He OTBEYaayd Ha Tepariuio, 3TO ObLIO CBS3a-
HO C OTCYTCTBHUEM 3KCIIPECCUM aKTUBHOTO XMMEPHOTO
TpaHCKPUIITA: HAIpUMEpP, XPOMOCOMHas IIepecTpoiika
PARP6-NTRK3 co cOBUrOM paMKW CYUTBIBAaHUS IpU
JIiecMoIuIacThYecKoit Menymiooiaacrome. [lepecrpoiika co
CIBUTOM paMKU CUMTBIBAaHMS HE TIPUBOIUT K SKCIIPECCUU
aKTHBHOI'O XMMEPHOTO 0eJIKa, OHa SIBJISEeTCS OTpaKeHUEeM
HECTaOWJIBHOCTHU OITyXOJIEBOTO TeHOMa, a He IpaliBepoM
oIyxoJjeBoro pocra [1].

WMHTepecHBIM TIpEACTaBISIETCS M3YyUYeHUE pa3Inuuit
B MOBEIEHUHU OITyXOJIel M OTBETEe Ha TepaIiuio B 3aBUCH-
MOCTHU OT BO3pacTa, HO Ha JaHHBIIT MOMEHT JOCTOBEPHBIX
pa3IMYMii IO BO3PACTy B paMKaX KIMHUYECKOTO UCCIIeI0-
BaHUsI He BBISIBJICHO [7].

Takke Tpy TIpUMEHEHUM DHTPEKTUHMOA B KIMHU-
YECKOM MCCJICNOBAaHUM HE OBLIO OTMEYEHO pa3Inyuii
B TToKasaresisax 3((GHeKTUBHOCTU B 3aBUCUMOCTH OT Bapu-
anTa onyxonu. M nmepBuynbie onyxonu LIHC, u skcTpa-
KpaHHUaJIbHBIE OITyXOJI1 IEMOHCTPUPOBAIN OOBEKTUBHBIC
OTBETHI, TIPX 3TOM YaCcTOTa PA3IMYHBIX BAPUAHTOB OTBETA
U €T0 IUTUTEIbHOCTU OBLIY COMOCTaBUMBbIMU. ETMHCTBEH-
HBIM HaJEXHBIM TIPeAUKTOPOM 3(h(GEKTUBHOCTH OBLIO
HaJIMYKME B OILYyXOJIMA TApreTHOM IE€PECTPOUKMN OJHOTO U3
renoB NTRK [7].

Hcnonb3oBanne SJHTPEKTHHIOA B ATHIOBAHTHOM PeXKNMe

Haznauenne TRK-uHrnoutopoB B agblOBaHTHOM
PEXKMME MOXET OBbITh pACCMOTPEHO B paMKaxX BpaueOHOI
KOMUCCHUM B KOHKPETHOM KIIMHUYEeCKOM ciydae. B ciyuae
R1-pe3exiiyin HeOOXOAMMO YUUTHIBATh MHANBUIYAIbHYIO
CUTyalllI0 M B3BELIMBATh BCE «3a» M <«IIPOTUB» Ha3Ha-
YeHUsI Tepalluy B KOHKPETHOM KJIMHUYECKOM CJIydae.
IMo peuieHuio BpaueOHOM KOMUCCHUM TakKe BO3MOXKHO
OCTaBUTb IALMEHTa IOJ TIIATEIbHBIM JIMHAMUYECKUM
HaOmoneHueM. [IpekpailieHne Teparnuu MOXKET pac-
CMAaTpUBATbCSI B CJIy4ae BBIIOJHEHMUSI XUPYPTUYECKOIro
JeyeHuss B oobeMe RO-pesexiuu (¢ Mopconmornyecku
JIOKa3aHHBIMU YUCTBIMU KPasiIMU PE3EKIIMU).

JIunus Tepanmim

Pemrenne o HasHayeHUM IIperiapata SHTPEKTUHUO
Yy KOHKPETHOTO TallMeHTa MOLKHO MPUHUMATBCS C yue-
TOM KJIMHUYECKOM CUTYallMU, OLIEHKU IT0JIb3bl U PUCKA,
a TakXkKe HaJu4yusl BapUMaHTOB CTAHOAPTHOM Tepamuu
¢ noKa3aHHOM 3 (HEeKTUBHOCTHIO ISl JAHHOTO THUIIA OITy-
xouu [14].

B xnuHMYeckoe uccienoBaHue SHTPEKTUHUOA BKITIO-
YyaJld MalUeHTOB ¢ pedpakTepHbIMU WM PELIUAUBUPY-
IOIIMMM OITyXOJISIMU, OOJIBIIMHCTBO M3 KOTOPBIX ObLIU
npeiedeHHbIMU. B monynsiimm apdextusHocTH (1 = 36)
MPeALLIEeCTBYIONIYI0 XUMUOTepanuio nposoawiu 19 (53 %)
0OJIbHBIM,  MOHOKJIOHAJIbHbIE  aHTUTeNa  I0Jydaiu
4 (11 %), ny4yeBas Teparnus Obula BbioHeHa Y 8 (22%)
MalveHTOB 10 Ha3HAYeHUs SHTpeKTUHMOA [1].
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Pe3ucreHTHOCTD

B pamkax KJIMHMYECKOrO MCCJICIOBAHUS DHTPEK-
TUHMOA HE OIMCAHO CIy4yaeB Pa3BUTUSI PE3UCTEHTHO-
CTU, JaHHbIe 0 pe3ucTeHTHOCTU K TRK-mHrnouropam
B HacTosIIee BpeMsI 0OYeHb orpaHuueHsl [1]. B peanbHoit
KJIMHUYECKOM IpaKTUKE IKCIEPThl TakKe HE CTaJIKU-
BAJINCh CO CJIy4asiMU Pa3BUTUS PE3UCTEHTHOCTHU IIPU
MPUMEHEHUHN SHTPEKTUHUOA y manueHToB ¢ NTRK-ne-
PECTPOCHHBIMM OIYXOJISIMU, JaxKe IPU IJIUTEIbHOCTU
Teparnuu dosiee 2 JIET, TPU 3TOM Y YaCTHU OOJIbHBIX OTME-
yajlacb Hed(p(PEeKTUBHOCTh TPEILIECTBYIOIINX JUHUI
JIEYCHMSI C MCIIOJIb30BaHMEM LIMTOCTATMYECKMX Ipera-
paToB.

TeM He MeHee cCllydau PE3UCTEHTHOCTU K BHTPEK-
TUHUOY MOTYT MMETh MeCTO. B pamkax Kpyrjioro crosa
ObLIM IIPEICTaBICHBI 2 KIMHUYECKMX Clydash pa3BUTHS
PE3UCTEHTHOCTHU y MTalleHTOB ¢ ROS I-M0N0XUTETbHBIMU
[JIMOMAaMM, YTO, BO3MOXKHO, CBSI3aHO ¢ 0oJjice arpeccuB-
HOI OuoJiornueil naHHoro Tuma ormyxosnei [15]. OgHako
B KJIMHUYECKOM HUCCICI0BAaHUM SHTPEKTUHMOA HEe ObLIO
IOKA3aHO Pa3/IMYMii B YaCTOTE JAOCTVKCHUS Pa3IMUYHBIX
BapMaHTOB OTBETA U MX [UIMTEIbHOCTU B 3aBUCHMOCTH OT
reHoB NTRK vinu ROSI, u Ha CerogHSIIHMUI JeHb IMoKa
HEIOCTATOYHO JAaHHBIX, YTOObI BBISIBUTb OJHO3HAYHbIC
3aKOHOMepHOCTH [7].

g mpeogoneHus Pe3UCTEHTHOCTUM HEOOXOIUMBbI
HUCcceaoBaHe BTOPUYHBIX MyTaluii B reHax NTRK tipu
IIPOIrPECCUPOBAHNM, M3YyYeHUE MEXaHM3MOB PE3UCTEHT-
HOCTH, a TAaKXe pa3paboTKa U BHEAPEHUE B KIIMHUYECKYIO
MNPaKTUKYy MHIHOUTOpPOB 2—3-ro mokosieHuit [16]. Tak-
K€ MOXET OBbITh PaCCMOTPEHO IPUMEHEHUE JIOKAJIbHOM
JIy4eBOIl Tepamuy IpU IIPOrpPeCCUPOBAHMM IJIMATbHBIX
onyxoneii IIHC, eciiu paHee oHa He MPOBOAUIIACD.

Penykums 10361

IIpu pasBuTHM HeXenaTeAbHBIX SIBICHUM MPEaycMO-
TpeHa peayKUMsl H03bl SHTPEKTUHMOA. B KinnHM4YeckoMm
HUCCIIEIOBAHUU JOMYCKAIOCh 2 CTYIIEHU CHUKEHMS TO3bI
(tabn. 2) [17]. Heobxomumo oOCyXaaTb ¢ pPOIUTEIISIMU
KOHTPOJIb IUETHI Y IeTe, Y KOTOPBIX UAET Habop Beca Ha
(doHe MpUMEHEHUS SHTPEKTUHNOA.

PexomeHnyemast mo3upoBKa ISl JeTeii Obljia paccum-
TaHa Ha OCHOBE JAHHBIX (DAPMAKOKMHETUKU Y B3POCIIBIX
M 3aBUCUT OT aKTUBHOCTU (PepMEHTHBIX cucteM [18].
Ha cerogHsiimHuit 1eHb HET JAHHBIX O J0303aBUCUMON
3 OEKTUBHOCTU SGHTPEKTUHMOA Y AETEI, OMHAKO JJI5I TOTO
YTOOBI OTBETUTH Ha BOIIPOC O MOTEHIIMATbHOM CHIDKEHUM
3(DDOEKTUBHOCTU MPU PeIYKIINU J03bI, HEOOXOAUM Hab-
HeMnIunii cOop TaHHBIX.

JIMTeIbHOCTD Tepanun

Bormnpoc mmTtenbsHOCTH Tepanuu npu goctkeHuu [10
SIBJIICTCS IIPEAMETOM TOPSTIUX TUCKYCCHI IO BCEMY MUPY.
B xiiMHMYeCcKOM MCClIeNOBaHUN SHTPEKTUHMOA MTpUaep-
>KMBAJIUCh OYEHb KOHCEPBATMBHOIO IOAXOAA U IIpeKpa-
LIEHKE Tepalliy pa3peliagoch TOJIbKO MOCe 2 JIET Ipue-
Ma Ipernapara, BKJIo4asi KAk MUHUMYM 6 MeC Teparuu oOT
momeHTa goctxkeHus: [10. HeobxomuMmbl maibHEUIIME
MCCJIEIOBAHMS U ITOJIyYeHUE JaHHBIX IIpY 00JIee IUTE/Ib-
HOM ITepuojie HabJIIOACHMSI 3a MallMEHTAMU.
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Tabmuna 2. Aneopumm cruxncernus 003l SHmpexmunuba oz kancya 100 u 200 me [17]

ILnomans NOBEPXHOCTH
Kareropus ) HavanbHas no3a ITepBoe cHUXKEHHE 103bI Bropoe cHuxkeHHne 103bl

100 mr 1 pa3/cyr B TeueHue 5 nHen

200 mr 1 pa3/cyT B TeueHUe S THEN

100 mr 1 pa3/cyr B TeueHue 3 aHe

KaXIy1o HeleTo? KaXIylo Hemesro®

100 mr 1 pa3/cyt B TeueHue S qHEN
KaXIyI0 HEIEI0?

100 mr 1 pa3/cyt

KaXXay1o HEAE0?
200 mr 1 pa3/cyt

200 mr 1 pa3/cyt B TeueHue 5 aHe
Kaxaylo HeleJio?

200 mr 1 pas/cyr

300 mr 1 pas/cyr
400 mr 1 paz/cyt

0,43—-0,50 100 mr 1 paz/cyt
L 0,51-0,80 D 1l ol
111 0,81—1,10 300 mr 1 pas/cyt
o 1,11-1,50 400 Mr 1 pas/cyT
\% >1,51 600 mr 1 pas/cyt
Ipumeuanue. ¢ — 5 Oneil kaxcoyio Hedeato: NoHedeabHUK, cpeda, namHuyad, cyoboma u 6ockpecenve; * —
u cybboma.
3akinoyenue

CenextuBHblii TRK/ROS1-UHIMOUTOp SHTPEKTUHUO
MPOAOJIKAET JIEMOHCTPUPOBATh OBICTPBIC W IUIMTEJIbHBIC
OTBETBI U CTAOMJIBbHBIN TTPOo(UIIbL OE30MaCHOCTU Y JAeTeit
C 9KCTpaKpaHUAIbHBIMU COJTUIHBIMU OIMYXOJISIMU U TIep-
BuuHbIMU onyxonsimu LTHC, comepxkaiymu mepecTpoii-
KM TapreTHhIX reHoB. Heobxoamnmo rpogomkaTs coouparh
U CUCTEMAaTU3UPOBATh OIBIT IPUMEHEHUs SHTPEKTUHIOA
y JeTeil, 4ToObl 00ecreynTh 0OOCHOBAaHHOE IPUHSITUE
KJIMHUYECKUX PEIIEHUI JJ1s1 KaX10Tro O0JIBHOTO.

B ceasu c evimeckazannvim 3xcnepmamu 6vLiu coeaanwvl
caedyrouiue 6b1600bL:

1. Bcem mamumeHTam ¢ HeauddepeHIMpoBaHHBIMU
capkoMaMH TIOKa3aHO IIPOBENCHUE MOJEKYISIPHO-Te-
HETUYECKOTO0 TECTMPOBAHMSI, B TOM YHUCJIE C OLEHKOM
TpaHciokauii reHoB NTRK, naxe B ciy4yae OTCYTCTBUS
akcrpeccun panTRK MMMyHOTrMCTOXMMUYECKUM METO-
JIOM.

2. IManuenTaM ¢ Hepe3eKTaOEJbHBIMU U/WUJIN MeTa-
CTaTUYECKUMU COJMIHBIMU OITyXOJsIMU, 0e3 Haaudus
TapreTHBIX MUIIEHEH, a TaKKe BCEM OOJIbHBIM C BBICOKOI
BEPOSITHOCTBIO BBIABICHUS TpaHcliokanuii TeHoB NTRK
PEKOMEH/IOBAaHO IIPOBOAMTL TECTUPOBAHUE Ha HaIMYHUE
TpaHciaokanuii NTRK Ha sTame TNepBUYHOI JHMarHoc-

3 OHA Kaxcoyo Hedear: NOHeOeAbHUK, 6MOPHUK

TUKH, TaK KaK BBISIBJICHHUE TEPECTPOEK MOXET IOBIUSITh
Ha CTpaTeruio JaJbHEMIIel Tepanuu B cayJyae peluanusa/
Mporpeccuy 3a00JieBaHUsI WM TO3BOJUT HMCIIOJIb30BaTh
TRK-unruburopsl B 1-ii TUHUM JeYeHUS] B YCIOBUAX
OTCYTCTBUSI CTAHAAPTHBIX MOIXOA0B K Teparnu.

3. Pe3ynbraTbl UMMYHOTUCTOXUMUUYECKOTO MCCIIEHO0-
BaHMS ¢ Mcrnosib3oBaHueM aHTuTea npotuB TRK (B Tom
yucie panTRK), a Taxke pe3ynbraTbl IUTOTEHETUYECKUX
metonoB (FISH) momkHbI OBITH MOATBEPKACHBI ajlbTep-
HATUBHBIMU METOJAMH  MOJIEKYISIPHO-TEeHETUYECKOTO
TecTupoBaHus. K onTUManibHBIM MeTOAaM TMarHOCTUKU
reHoB NTRK oTHOCSTCS MoJIMMepa3Hasi LieTHasl peakiius
¢ o0OpaTHOI TPaHCKPUIILUEN U BbICOKOIPOU3BOAUTEIb-
Hoe cekBeHupoBaHue PHK.

4. Pemienue 06 nanumupoBanuu tepanuu TRK-uHrn-
ouTopaMu y rauueHToB ¢ R1-pe3exiueit B anbloBaHTHOM
peXuMe WIM CTPOrMM ITMHAMUYECKUM HaOIIoAeHUEeM
JMOJDKHO TIPUHUMATBCS MEXIMCUMIUTMHAPHON KOMUC-
cMeit, BKIIIOYAIOIIE JEeTCKOro OHKOJIOra/TeMarosiora
U Xupypra u3 ¢eaepaabHbIX IIEHTPOB HA OCHOBAHUU KJIHU -
HUKO-PEHTTeHOJOTMYECKMX MTaHHBIX W MOpPGhOIoThye-
CKMX XapaKTEePUCTHUK OITyXOJIH.

5. Paspaborath u BHeapuTh KoHceHcyc Mo amarHoc-
TUKE W Tepaluy HOBOOOpa3OBaHMI, OOYCIOBICHHBIX
nepectpoiikamu reHoB NTRK y neteit 1 TOApOCTKOB.
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Koncencyc no guarnoctuke u neyennto PROS (cnektp cuigpomos
U36bITOYHOr0 pocTa, accoyumMpoBaHHbix ¢ mytauuei PIK3CA)

Poccuiickoe 0611ecTBO AEeTCKUX OHKONOroB U remaTonoros
Poccuiickas accounauua AeTCKMX XMpypros
Accouvauyua meauUMHCKUX reHeTukos Poccum

Cocmas pabouelti epynnoi:

I'.b. Carosn', H.B. 2Kyxos?, B.B. Ctpeabnukos®, P.A. Xarypos*, A.M. Cyaeiimanosa!, }0.M. Mapeesa?,
P.B. TI'apoysos’, E.H. Umanuros®, O.B. Ilunukuna’, C.1. Kyues?, E.K. Tomom®, K./. Kuprusos',

H.A. Cemenosa®, 10.A. IToases’, 1.C. Kneukas®, A.A. Macuan?, C.P. Bapdoomeena'

'OI'BY «HMHUII onkonoeuu um. H.H. Baoxuna» Munzopaea Poccuu; Poccus, 115522, Mockea, Kawupckoe wocce, 23;

OIbY «HMHUIL] JITOU um. Jimumpus Poeauesa» Munzdpasa Poccuu; Poccus, 117997, Mockea, ya. Camopor Mawena, 1;
SOIBHY MTHI um. akad. H.II. boukosa; Poccus, 115522, Mockea, ya. Mockeopeuve, 1;

‘I'BY3 «Jlemckas eopoockas kaunuveckas 6oavhuya umenu H.D. Dusamosa lenapmamenma 30pasooxpatnenus 2opooa Mockewr»;
Poccus, 123242, Mockea, ya. Cadosas-Kyopunckas, 15;

*PIIKb ®TAOY BO PHUMY um. H.U. ITupocosa Munzopasa Poccuu; Poccus, 119571, Mockea, Jlenunckuii npocn., 117;

OI'BY « HMHII onkonoeuu um. H.H. [Temposa» Munszdpaea Poccuu; Poccus, 197758, Cankm-Ilemepoype, noc. Ilecounbiii,

ya. Jlenunepadckas, 68;

"OIBY «<HMHI] um. B.A. Aamazoea» Munzopasa Poccuu; Poccusi, 197341, Cankm-Ilemepbype, ya. Akkypamosa, 2

Konrakrabie gannbie: /apux bapucosuu Cacosn sagoyan-garik @mail.ru

PROS (PIK3CA- Related Overgrowth Spectrum, cnekmp cuHOpomos u3ouimourozo pocma, césasannulii c mymauueii eena PIK3CA) exarouaem
cocyducmole ManbGopmayuu, AUNOMAmMo3ssl U opyeue MHOLOHUCACHHble AHOMANUU DA3BUMUS, BbI36AHHbIE COMAMUMECKUMU MYMAUUIMU
6 eene PIK3CA. PROS obsedunsem 6 cebe makue cUHOpOMbL, KAK MAKPOOAKMUAUS, eeMUSUNEPNAA3UsL, MblUEYHAS eeMucunepmpoqus,
uH@uabmpupyrowui aunomamos auya, cunopom CLOVES, meeanrsnyegharus, cocyducmoie manvghopmayuu (Kanuiisphvle, 6eHO3HbIE,
Aumghamuueckue, apmepuo8eHo3Hble MANbGOPMAYUU U UX KOMOUHAYUU), NOPANCEHUS KONHCU, INUOEPMANbHbLE HeBYCbl U Op.

Drcnepmut Poccuiickoeo obujecmeéa demckux OHK0A0208 U eeMamonoeos, Poccuiickoll accoyuayuu demckux xupypeos u Accoyuayuu
Meduyunckux eenemukog Poccuu pazpabomanu koucencyc no duaenocmuxe u aevenuro PROS.

Kmouessie cioBa: PROS, myraums PIK3CA, ciektp cunapomos u3osirounoro pocra, CLOVES, CLAPO, cunapom Kiurmess—
TpeHOHE, MAKPOIAKTU/INSI, TUIIOMATO3, COCYIMCTHIE MAIb(MOPMALINN, SITUAEPMAIbHBIA HEBYC, aIIeINCcU0, CUPOIUMYC

Jnsa mmrupoBanmsi: Carosin ILB., XKykos H.B., CrpenpHukoB B.B., Xarypo P.A., CyneitmanoBa A.M., Mapeea 10.M.,
lap6yso P.B., Umanuros E.H., Iunnkuna 10.B., Kyues C.U., lontom E.K., Kupruzos K.U1., CemenoBa H.A., I1oxsieB 10.A.,
Krenkast 1.C., Macuan A.A., Bapgponomeepa C.P. KonceHcyc 1o nnarHoctuke u tedeHuo PROS (ciekTp cHHIPOMOB M30BITOYHOTO
pocra, accounnpoBaHHbIX ¢ myrauueir PIK3CA). Poccuiickuii KypHai AeTCKOM reMaToioruu u oukosorun. 2023;10(2):117-23.
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Bkuag aBropos
Bce aBTOpBI BHEC/IU PABHO3HAYHBII BKIIA]I.

PROS (PIK3CA-Related Overgrowth Spectrum, criekTp
CHHIPOMOB M30BITOYHOTO POCTA, CBSI3aHHBIN ¢ MyTaIlei
reHa PIK3CA) BKIIOYACT COCYIMCTBbIE Mab(hOpMaInu,
JIMTIOMATO3BI U IPYTHe MHOTOUKCIICHHBIC aHOMAJINT pa3-
BUTHUsI, BBI3BaHHBIC COMATUYCCKUMMN MYTAallUSIMA B T€HE
PIK3CA. PROS o6bennHseT B cedbe TaKre CUHIAPOMBI, KaK
MaKpOHAKTYIINS, TTOJUOAKTUINS, CUHIAKTUINS, Bapyc-
Hast nechopManus 1-To majblia 1 Ip., TEMUTHIICPITIA3H,
MBIIIIEYHAST TEeMUTUNICPTPODUsI, WHPUIBTPUPYIOITIA
ymmoMaro3 ymia, cuaapom CLOVES, meransaIedans,
CcoCyarcThIe MaabdopManny (KalmIIpHbIC, BEeHO3HBIE,
JmMdaTIIeCcKIe, apTePUOBEHO3HBIE Mallb(hOopMaIU
1 UX KOMOMHAIINN ), TIOPaKCHUS KOXU, SITUIepMalIbHbBIC
HeBycH 1 ap. (puc. 1) [1, 2].

IIpn TIOoCcTaHOBKE OMAarHO3a CJCIyeT WCIIOJIb30BaTh
kom MexayHapomHO Kiaccuduramuu 0oje3Heir 10-ro
nepecmotpa Q87.3 «CUHAPOMEBI BPOXKIEHHBIX aHOMAJINA,
MIPOSIBJISTIOIIINXCST M30BITOYHBIM POCTOM |[THTAHTHU3MOM |
Ha paHHMX J3Tarax pasBUTHUSA». JIMarHo3 MOXKET OBbITh
JIOIOJIHEH auarHo3amu u3 rpymmbl Q00—Q99, a Takke
D18 u D18.1 D18 «JInmdanrnoma JIo00ii JIOKaIU3alui».

IlaTorenes

Myrtanum B reHe PIK3CA BBI3BIBAIOT TUIIEPAKTUBAIIIIO
docharummmmHo3uTon-3-kuHass (PI3K), kotopas pery-
JIUPYET POCT U AejieHue KieToK. CIIoHTaHHbIE COMaThye-

ckue Mytanuu reHa PIK3CA BO3HUKAOT, KaK IIPaBUIIO,
Ha paHHUX 3Tanax aMmbpuoreHesa, ¢ 20-ro mo 56-ii n1HU
pa3BUTHUS SMOPUOHA, U B 3aBUCUMOCTH OT BDEMEHU BO3-
HUKHOBEHHUS MIPUBOILT K Pa3BUTUIO 0YArOB TUIIEPTPO-
(bupoBaHHOTO poCTa TKAHW Pa3TUIHON JTOKATU3AIUNA
(puc. 2).

MouJeKyasipHo-reHeTHIEeCKasg quarnoctuka PROS

PROS o0bennHsgeT CIEKTP CUHIPOMOB M30LITOUHOTO
pocTa TKaHel, BBI3BAHHOTO TeTePO3UTOTHON coMaThye-
ckoit mytanueit B reHe PIK3CA, KoTopast BOSHUKAET BO
BpeMsI SMOPMOHAJIBHOTO Pa3BUTHS (Jallle BCEro B THU
20—-56).

Hns ycranosineHust nnarHo3a PROS mammenTam, mve-
FOIIMM XapaKTepHBIC KIIMHIICCKIE TIPOsIBICHUS (Tao. 1),
PEKOMEHIYETCSI TIPOBECTH MOJIEKYISIPHO-TEeHETUICCKOE
ucciaenosanue reda PIK3CA.

Mytamuu ipu PROS gBISIIOTCS TTOCT3UTOTHYECKUMU
M MO3aMYHBIMU. DTO OIpeesisieT TpeOOBaHMS K IIPOBEIE-
HUIO ¥ WHTEPIIpeTalluy aHaIn3a; IS BHISIBICHUS MyTa-
UM MOXET ITOHAJZOOUTHCS TECTUPOBAHME HECKOIBKUX
TKaHei. [lpy mHTepIpeTallny JaHHBIX CICAYCT YIUTBI-
BaTh MO3anIM3M aKTUBUpYoIeit mytaunu PIK3CA, T. e.
ee TIPUCYTCTBUC JIUIITh B HEOOIBIIIOM ITPOIICHTE KJIETOK.

BaxxHo OTMETUTB, 4TO KIMHWYecKUii nuarHo3 PROS
MOXKET OBITh YCTAaHOBJICH, JaXKe €CJIM MaTOTCHHBIC Bapu-

PROS |

/\

lpynna cnHAPOMOB, CBA3aHHbIX
C Upe3MepHbIM POCTOM

MblweyHasa remurnnepnnasua
HMEG

Cunpgpom Knunnena-TpeHoHe
LON

MCAP

Cocyauncrble manbdopmayuu
« MpocTble cocyancTble

CLAPO ManbdopmaLn - [lo6poKauecTBeHHbIi
CLOVES - lnmdatunyeckme manbpopmayun FAXEHOMAHbIN KepaTo3
DCMO - BeHO3Hble manbdopmauun

DMTG + KombuHMpoBaHHble cocyaucTble - SnupepManbHble HeByChl
FAO/HHML ManbdopmaLmm

FAVA - JlumposeHo3HbIE . DoKanbHas

FIL - KanunnaponumdoBeHo3Hble

+ KomGrHMpOBaHHble
numoaTtnyeckune manbdopmaunm
- [eHepann3oBaHHanA
numdaTtuyeckas aHomanus

He cocyancTtble nopaxxeHna

KOPTUKanbHaa gucriasna

« CebopelHblil KepaTo3

Puc. 1. Kraccugpuxayus PROS. CLAPO — kanunaspuas mansopmayus HudicHeil 2yovl, aum@pamuueckas Marb@opmayus Auya u weu, acummempus
u wacmuuHoe/2enepanuzosannoe paspacmanue; CLOVES — epojcdentoe aunomamosnoe paspacmanue, cocyoucmole mMarb@opmayui, snu0epmanvoie
Hegycol, ckoauozvl/ckeasemusle u cnunanvhivie; DCMO — dughghysnas kanunaspruas mansgopmayus ¢ paspacmanuem; DMTG — ducnaacmuueckas meeansm-
yepanusn; FAO/HHML — gubpo-scuposas eunepniasus uiu paspacmanue/eemueunepniausi-mHoxcecmeentvii aunomamos; FAVA — ¢ubpoadunosnasn
sackyaapuas anomanus; FIL — ¢uopoadunosznviii uru unguassmpupyiowuii aunomamo3s auya, HMEG — eemumecansnyegpanus; LON — aunomamos nepea;
MCAP — meeansnyeganus-kanuansapras massgopmayus. Adanmuposano u3 [2]
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Bpemsa n nokanusauna mytauun PIK3CA onpepensaioT ¢eHoTun

PeuenTopbl
POCTOBbIX haKTOPOB

DopmrpoBaHu1e HepBHO TPYOKMN
Ceppuebuexne
O6pa3oBaHne COMUTOB

DopmupoBsaHye nonywapuin
3auaTku Kuctew u cton
MeTanedpoc

FemaTonos3
PasBuTtne nnoga

3aKﬂaAKa KnweyHnka

HEpBHaﬂ nnacTnHKa

KpoBsiHble OCTPOBKM

PocT 1 pacnpocTpaHeHyie onyxonu
Pe3ncTeHTHOCTb K FOPMOHOTEpanui

Puc. 2. [lamoeenes PROS. Adanmuposano u3 [3, 4]

Tadomuua 1. Monexyaapro-eenemuueckas duaenocmuxka PROS

3auaTKn KoHeyHocTeln
SHAOKPUHHbIE 3a4aTKn
3auaTkm nerkux
MpoponxeHne
BacKy/noreHesa

1 aHrvoreHesa

Mo3sanyHocTb myTauuii PIK3CA

[peanoyTuTeIbHO KCIOIb30BaTh MaTeprall TKAHEBOW GUOTICHH WU MOCIEONepallMOHHBII MaTepral U3 oyara MopaxeHusl.
OnTUMAaTbHO MCIIONB30BaTh OMOTITAT KOXU, PACTIONIOXEHHON HaJl 09aroM pa3pacTaHusl TKaHW. Martepuait mociie B3sITHs
OHMOIICHHM JIOJIKEH ObITh HeMeaIeHHO TiomeltieH B 10 % pacTtBop HelTpanbHOro 3abydhepeHHOro hopMaanHa ¢ mocaeayOIUM
M3TOTOBICHUEM TTapahMHOBOTO GJIOKA IO CTAHIAPTHO METOINKE

Marepuain

Kommenmapuii. Vicrionib3oBaHUe KUAKOCTHOM OMOTCUM (OeCKIeTOUHOM (hpaKIMy KPOBU — IJIa3Mbl) HE PEKOMEHIYETCS,

TaK Kak 1ot moaxoxa mpu PROS otimuaercst kpaiitHe HU3KUMY MTOKA3aTeISIMU YyBCTBUTEITLHOCTH (MHMDOPMATUBHOCTH).
Mnst puKcaumMu MOXHO MCToJb30BaTh peareHT IntactRNA. B atom cityyae oOpasiibl 1Jist TPOBEASHMSI MOJIEKYJISIPHO-TEHETH -
YECKOTO aHaIN3a MOJKHBI ObITh JIOCTABJICHBI B TA00PATOPUIO B TCUCHHUE CYTOK

PexomeHyeTcsi MpoBOAMTh aHaIU3 Beeil Kopupytoleit ooaactu reHa PIK3CA ¢ npumeHeHueM NGS (next generation
sequencing, CeKBEHUPOBaHUE HOBOTO MMOKOJIEHUST) C IITyOOKUM MOKPHITHEM (MUHHUMAJIBHOE MOKPHITHE KAXKIIOTO U3 yIaCTKOB
reHa — He MmeHee 350X, cpeaHee — He MeHee S00%)

Meton

Kommenmapuii. B xauecTBe IepBOHAYAILHOTO 3TaTa IOIYCKAETCS UCIIOIb30BaHKe ITNGMPOBOI KaleIbHO! MOJIMMEPa3HOU
uenHoii peakuuu (ddPCR) wist «ropsiunx» KOAOHOB, OTHAKO PE3YJIbTaThl 3TOr0 METOAa MOXHO YUUTHIBATh TOJIBKO MPHU MOJTY-

YEHUU MOJIOKUTETBHOTO pedyibrara. OTpUliaTeIbHbBIN Pe3yJIbTaT JAHHOTO TeCTa He MOXEeT MHTePIIPETUPOBATLCS U YKA3hIBAET
Ha He0OX0AMMOCTb BbiNosIHEHUsI NGS. DK30MHOE/TEeHOMHOE CEKBEHUPOBAHME HE MOXKET CUMTAThCSl METOJIOM BblOOpa st
JHK-munarnoctukun PROS 13-3a HU3KOM MIyOMHBI CEKBEHUPOBAHUS OTHEIbHBIX TEHOB

Banunmauus
pe3yJibraTa

Hexotopsie yuactku reHa PIK3CA NMEIOT TICEBIOTeHbI, TO3TOMY ISl PEIKMUX MYTaLIMil, TPUCYTCTBYIOLINX B 3K30Hax 10—14,
ciefyeT NpeLycMOTPETh BOZMOXKHOCTD BIMAALIUU PE3y/IbTaTOB aJIbTePHATUBHBIM METOLOM [5]

Wurepnperauus Kinuauueckuit iuario3 PROS MoxkeT ObITh YCTAaHOBJIEH U ITPU OTPULIATEIbBHOM pe3yJibTate uccienoBanusi Myrauuu PIK3CA —

OTpULIATEIBbHOIO
peayJibrata

3TO CBSI3aHO C TEXHUUECKUMHU TPYTHOCTSIMU BBISIBJIEHMSI MO3AMYHBIX MyTaLlUii, OCOOEHHO IIPU HEAOCTYITHOCTH TIOPAXKEHHOTO
oyara uist 6e30MacHoi Guorncuu

aHTthel (MyTtaiun) B reHe PIK3CA He oOHapyXeHBl — 3TO
CBSI3aHO C TEXHUYECKUMU TPYTHOCTSIMU BBISIBICHUS
MO3aWYHBIX MYTalldii, OCOOCHHO IPW HEAOCTYITHOCTH
ITOPaXkeHHOTO ovara JJIsi 0e301acHOi OMOTICHH.

Ecnmu maTtoreHHBIE BapuaHTBI (MyTalluM) B TeHE
PIK3CA ne oOHaApyXeHBI, PCKOMEHIYCTCS IIPOBECTH
IuddepeHINaTbHYI0 TUAarHOCTUKY C cUuHApoMoM I[lIpo-
Test, Tyoepo3HbIM cKiiepo3oM, MPPH (megalencephaly-
polymicrogyria-polydactyly-hydrocephalus syndrome,
CUHIPOM  MeTaIdHIe()aTn-MOTUMUKPOTUPUU-TTOH -
nmaktunun-rugponedammm), LNSS (linear nevus sebaceous
syndrome, CUHIPOM JTMHEHHOTO HeBYca CaTbHBIX JKEJIe3),
SKS (syndrome Smith—Kingmore, cuHmpom Cmmura—
Kunrcmopa), cuHapoMoM 0a3aibHO-KJIETOYHOTO HEBYyCa
(cuampom TopnmHa), CHMHAPOMOM OITYXOJM TaMapTOMBI
(PTHS, PTEN harmatoma tumor syndrome) [6].

Pemenne 06 ycranopiaennu nuarno3a PROS B ciyuae
HAJIMYHUS Crielu(pUIecKoil KIMHMIECKOH KAPTHHBI U OTCYT-
cteuu mytanuwii B rene PIK3CA npuHMMaeT MeXIUCIHU-
IUIMHAPHASI KOMHCCHS, BKJIIOYAIOMIAS] TEHETHKA, JIETCKOTO
OHKOJIOTa,/TeMaToJI0ra U XUpypra u3 (eiepajbHbIX IIEHTPOB.

KimHuyeckasi 1MarHocTHKA

Knuanueckue npuzHaku PROS BkiTI09atoT BpoXKIeH-
HOe WJIM paHHEe HaJalo CEerMEHTapHOI0/0YaroBOTO
M30BITOYHOTO POCTA C KJIETOUHOM AUCTIIa3ueii uim 0e3 Hee.

Ougarm paspacTaHHsI TKaHA MOTYT pPacIiojlaraThCs
B TOJIOBHOM MO3r€, KOHEUHOCTSIX, TYJIOBUILIE, Ha JIULE,
OOBIYHO C AaCUMMETPUYHBIM pacIipeeIeHUEM.

Cocymucteie  ManbpopMalliii  MOTYT  BKJIIOYAThH
KamUISIpHEBIC, BEHO3HBIC, TMM@aTUIeCKIe, pexe apre-
pUaibHble WKW CMelaHHble (KamuulsipHO-JIuM@aTnye-
CKO-BCHO3HBIC W apTePHUOBEHO3HBIC) MaTb(HOpMaIInH.
JIumpatndeckrue MaibhopMalid MOTYT PacCIoiaraTbCs
B Pa3JIMYHBIX MECTax W BbI3bIBATb Pa3MUYHbICe KIUHU-
YecKue TMPOSIBIICHMS, BKJIIOYAas OTeK, OOJTb M MHOTIA
JIOKaJbHOE KPOBOTEUYEHNE, BTOPUYHOE MO OTHOIIEHUIO
K TpaBMe.

JlumomaTo3HOEe pa3pacTaHUWE MOXET pPacIioIaraThbes
UIIcuIaTepaIbHO WM KOHTpAJIaTepabHO MO OTHOIIEHUIO
K COCYIUCTON Manb(OpMalliK, €CJIU OHA UMEETCS.

CrernreHb HapyIICHW MHTEJUICKTYaIbHOTO Pa3BUTHS,
TO-BUINMOMY, CBSI3aHA ¢ HAJTMIMEM U TSKECTBIO CYIOPOT,

Pe3ontouun // Resolutions
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KOPTUKAJIBHOU AUCIUTa3uell (Hampumep, MOJIMMUKPOTH-
pueit) u rugpoiedanueii.

DHIOKPUHHBIE MPOoOJIeMbl HAOMIOAAIOTCST Y HEOOIb-
IIIOTO YKCJjia MAllMEHTOB U Yallle BCEro BKJIIOUAIOT TUIIO-
[JIMKEMUIO (B OCHOBHOM TUIIOMHCYJIMHEMUYECKYIO TUIIO-
KETOTUYECKYIO TUIIOIIMKEMUIO), TUTIOTUPEO3 U AePUIIUT
TOpPMOHa pocCTa.

Juarno3 PROS cTaBuTcst Ha OCHOBaHUM aHAIN3a KJIU -
HUYECKUX CUMIITOMOB Y Hajuuust myraiuu reHa PIK3CA
(puc. 3, Ta6m. 2, 3) [7].
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IIpu orpunaTenbHOM pe3yibraTre HCCIEAOBAHUS MYyTa-
i PIK3CA nuarno3 PROS mMoxkeT ObITH YCTAHOBJIEH 1O
peuIeHrI0 MEeKIUCHMIVIMHAPHOM KOMUCCHM, BKJIIOYAIOLIEH
reHeTHKAa, JEeTCKOr0 OHKOJIOTa/reMarosiora W Xupypra u3
thenepasbHBIX EHTPOB.

Xupyprudeckoe Jjedyenne PROS
AJITOPUTM NIPUHSTUS PELICHUs U BApUAHTbI XUPYPIH-
yeckoro ieueHust PROS nipeacraBneHs! Ha puc. 4 u 5.

OwarHoctu4yeckue kputepumn PROS

Heob6xogumo Hanuune cnenyroWwmMx NpPU3HaKoB:
: Hanunune myTtauum reHa PIK3CA*

npOHBJ'IeHVIH C poxXaeHnAa nnu B nepBble rogbl XN3HU

v
LV
v' PaspacTtaHusl cnopaguyeckmne u MosanyHble
i v Hanuuwne kputepues us kateropum A n/vinn B

Heob6xognmo Hanwmelz 2 KpUTepueB:

R it C R T R PR P a Frmrm

1. KpynHble n3onmpoBaHHble numdaTnyeckne mansgopmauum

2. V3sonupoBaHHasi MakpodakTUIust Unu paspacTtaHue cTon,
KUCTeWN, KOHEYHOCTEN

3. PaspacrtaHuve XvpoBoW TKaHW Ha TynoBuLLE

4. TemumerasHuedanus (4BYCTOPOHHAS)/gucnnacTmyeckas
MerasHuedanus/dokansHas KopTykanbHas AMcnnasus

5. OnuagepmMarnbHbIi HEBYC

6. CebopelnHbli KepaTos

7. [obpokayecTBEHHbIV IMXEHOWAHBIN KepaTo3 (CONUTapHbIN
KpacHbIW MIIOCKUIA NyLIan)

; 1. PaspacTtaHue XXMpOoBOW, MbILLEYHON, !
~ ~ 1

i HEPBHOW MITN KOCTHOWN TKaHM ;
D2 Cocyauctble Mmansthopmaumu: !
1

i KanunnsipHble, NuMdaTnyeckume, ;
; BEHO3HblEe, apTepUOBEHO3HbIE !
-~ 1

i 3. OnuaepmanbHbIN HEBYC ;
1 1
1 1
1 1
1 1
1 1

B

* — npu ompuyamernsHoM pe3yrnbmame uccrnedogaHust mymauyuu PIK3CA duaezHo3 PROS mMoxem 6bimb ycmaHO8eH Mo peweHuro
MexoucyunIuHapHol Komuccuu, 8Koyarowel 2eHemuka, 0emcKo2o OHKono2alzemamorioza u Xupypaa u3 ghedeparbHbIX UeHMpPos.

Puc. 3. Jluaenocmuueckue kpumepuu PROS

Taomuua 2. [Iposeaenus uzoaruposartoii popmot PROS

(Opran | Denorin KomvenTapuii

TemumeransHuedanus,
JIACTUTA3MsI TOJIOBHOTO MO3ra

TemumeransHuedanus,

N JIMCIUIa3KsI TOJIOBHOTO MO3ra
TonoBHOI MO3T/

royioBa ~ -
OuaroBblii K30BITOUHBII POCT FOJIOBHO-
TO MO3ra C KOPTUKATbHOU TUCTUIA3UE;
KOPTHUKAJIbHAST TUCTUTA3UST MOXKET ObITh
JIBYCTOPOHHE
NHbuibTpupyronimii 1mrnomMaTos uua
W3onupoBaHHbIe TUMGaTUUECKIE Majb-
JInmbatrueckast opmanmu: paciimpeHHbIE COCYIUCThIE
TKaHb KaHaJIbl, BBICTJIAHHBIE TUM(baTUYeCKUMU
9HIOTEUATBHBIMU KIIETKaMU
Cocynucrast
Cocynuctbie MaTbopMaum
- VAL (bopmary
J106poKayeCcTBEHHbI JIMXEHOUTHbII
Kepato3
Koxa P

BruaepMaibHble HEBYCHI
CebopeiiHblil KepaTo3

KorHutupHbie HapylmeHud U HAapYLICHUS Pa3BUTHUS
ACI/IMMCTPI/IH JIMLa
Yacro CJIy4aroTCsd Cynoporu
MOl"yT TIPUCYTCTBOBATH OYAroBbI€ HEBPOJIOTMYECKUE HAPYILIECHUS

Tuner I, 11, 11T

M30bITOUHBII POCT MEHEEC BbBIPAXKEH, YEM ITPU FCMHMCTaﬂSHHed)aIIWI/I
MoxeT ObITh SIUJICTICHA, HEKOHTPOJIUPYEMas JIEKAPpCTBEHHBIMHU IIpEriapaTaMu

KorHutusHbIe HapymeHusa

OrcraBaHue B Pa3sBUTHUU

YacTo TsKenasi anuiercusi B TIEPBBIC HECKOJIBKO MECALICB XKN3HU

MOl"yT TIPUCYTCTBOBATH OYAroBbIE HEBPOJIOTMYECKHUE HAPYIICHUS

OIHOCTOPOHHSISI TUITEPTPODUSI MITKUX TKaHEM JINLia
(Jale Bcero 11eKn) ¢ XUpOoBOi MHMWIBTpaL et
MoXeT BKJII0YaTh KOCTHYIO TUIIEPTPOd IO

ZKunkocTHbIe KUCThI OOBIYHO PacTyT IMpornopuruoOHaJIbHO POCTY 00JIbHOTO

YyeJIOBeKa; MOXeT ObITh 00JIb 1/WIK 00JI€3HEHHOCTD,
€CJIM OHU MH(UITIBTPATUBHbBIE

Bxomouas KalmnuJUIAPpHBIE, BEHO3HBIC I CMEIIAHHBIC MaJII)(I)OpMaIII/II/I

HOpa)KCHI/IH KOXMU, KaK IIpaBuJIo, IIO6p0Ka'-ICCTBCHHbI€
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Ta6mma 3. Cundpomanshwie penomunst PROS
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ITopoku pa3BUTHS/AHOMATHA

®DenoTun Tun upeamepHoro pocra
KOJiCHble u cocyoucmbte 0NnopHO-08uU2amenbHble gucuepaavrvle Heepo0cutecKue
TUNUYHO HUBKUI
JMMbAaTUIECKUIA TTOTOK Ckosmo3
ACHMMETPUYHBII B 30HaX M30BITOYHOTO  PaciiennHa Mo3BOHOYHUKA
. AreHe3us1/Turo-
pocra Jedopmanus rpyaHoit
TJ1a3Msl MoYeK Temumerananuedanus,
BpoXneHHOE TUTTOMATO3HOE KJIETKHA
o N TIACTUTA3UsI TOJIOBHOTO
paspacTaHue KOHeUHOCTe i JluneitHbiit BapycHas nedopmarust
. TTopaxenue cene- Mo3ra
CLOVES WJTM TYJIOBUINA, PYKU W/WJIM  SMHUICPMATBLHBIA HEBYC 0OJIBIIOTO TMaJIblia CTOIIbI [
HOTHU PacTomnbipeHHBIE MATbLIBI
Cynoporu
Bone3HeHHbIE HoT
Hedpobractoma
[MononBeHHO-TaTOHHbIE TapacnuHaIbHbIE Maxkpo-, nonu-
paspacTaHust MOPaXKEeHUsI C BHICOKMM W CUHIAKTYITAS
TTOTOKOM BrIBUXHYTBIE KOTIEH
¥ paclIMpeHue BeH
KanmisipHast
Mabhopmarus
HUKHEU ryobl 6e3
YacTuuHoe/reHepaan3o- MPOTPEeCCUPOBAHUS
CLAPO BaHHOE MOPAXKEHUE MSATKUX
TKaHel 1 KOCTei JlumbaTtuueckas
Mab(opmarysi uia,/
1LIeV U BepXHel yacTu
TYJIOBUIIA
CermMeHTapHOE U Iporpec- [porpeccupyroiee Kuctbl simuka v
cupyollee pa3pactaHue Cocymucras paspactaHue cKeieTra MpUIaTKa SuyKa
TTOIKOKHOM ¥ BUCIIEPATb- Y (coxpaHeHHast apXUTEeKTypa) U ruaporedaius
. M MasibopManust
FH v HOIi HUOPO-KMPOBOIT TKAHU
FAO WHorna pa3pacranue TMonupakTunus PazpacraHue BHy-
DnuaepmabHble
ckenera TPEHHUX OPTaHOB
HEBYCbI
HenponopiimoHanbHoe JlunomarosHast 0e3 cesie3eHKH,/
JIMHEWHOe pa3pacTaHue MHOWIBTPALIMS MBILIIT TUMYCa
AcUMMETpUYHOE pa3pac-
TaHUE YaCTH TeJla WA
CerMeHTa Tesa MHOXeCTBEeHHbIe
HHML
Pa3pacranue MoxeT ObITh JIATIOMBI
CTaTUYHBIM UM YMEPEHHO
TPOTPECCUPYIOIIAM
BeHnoszHbie wim
. TuMbaTYeCKue Malb-
OIHOCTOPOHHUI
o . dopMalmy ¢ HU3KUM
M30BITOYHBIN POCT KOCTEH
KTS . KPOBOTOKOM
1/WIN MSITKMX TKaHei o
BuHHBIIT HEBYC
KOHEYHOCTH
(KanmuuIsipHbIe
Maibhopmanumn)
Cynoporu
TunoTtoHus
AYTUYHBIE YePTHI
KoxxHble cocynucteie Koxnas cungaktiaus Hapyiuenue nnresiek-
Meransnuedanus u HMEG YA o Py
. MabopMaIuu, 4acTo ¥ TIOCTaKCUAITbHAST TYaJIbHOTO Pa3BUTHS
MCAP wnun TeHepanm3oBaHHBII Hedpobnactoma o .
. «MpaMopHasi Koxa» MOJUAAKTUIINS LU JICTKOM U TSIKEION
M-CM Ype3MEpPHBI poCT (penxo)
U KalAJUISIPHBIE MaJTb- TTOJTUCUHIAK TSI CTeTIeHn
(MakpocoMust)
dopmauuu 1mua ITonkoXHBIE TUTOMBI [MoseneHueckue
TIPOOJIEMBI
CuMnTOMBI

MEHUHTHOMBI (PEIKO)

|
IIpumeuvanue. K7 (Klippel—Trenaunay syndrome, cundpom Kaunneas—Tpenone); M-CM (megalencephaly-capillary malformation, meearsnyeghpanus-

KAnuaAspHas Maibghopmauus,).

Cucremnas tepamusi PROS

1. CuctemHas JeKapcTBEHHas Teparusi peKOMEHIyeT-
cs mauKreHTaM ¢ Tsikenoi popmoit PROS:

*  HaJW4ue BBIPAXKEHHOTO 0OJIEBOTO CUHIPOMA WIIN

*  CHMITOMOB 3a00ieBaHMsI, HapyLIaommux
TMOBCEIHEBHYIO XMU3Hb WIM HECYIIMX BBIPAXKEHHBIN KOC-
MeTUYeCKUi NeeKT WM yrpo3y pa3BUTHUS TOJOOHBIX
CHMIITOMOB/Ie(eKTOB Ha (hOHE TTPOIOJIKAIOIIETOCS YBe-
JIMYEHUST pa3MEPOB OYaroB NP YCIOBUU, YTO 3TU OYaru
HE MOTYT OBITh YIaJeHbl IPKU MOMOIIM MaJoTpaBMaTU4-

HOM XMPYPTUM C YAOBJIETBOPUTEIbHBIMU (DYHKIIMOHAIb-
HBIMM TTOCTIEICTBUSMU.

2. CHUCTEMHYIO JIEKAPCTBEHHYIO TEPAIMI0 PEKOMEHITYeTCSI
MPOIOJIKATh 10 TeX MOP, ITOKA OHA He IepecTaHeT ObITh A(PdheK-
TUBHOM WJIX IO pa3BUTHSI HETIEPEHOCUMOI TOKCUYHOCTH.

Kommenmapuii. CuctemHast Tepanusi MOXET OBITh
MpeKpaiieHa, eclidi WCXOAHbIe TPOSIBICHUST  ObLIN
HeomnepabesibHbl, HO Ha (hOHE Tepanmuu COKPATWINUCh
¥ MOTYT OBITH yIaJIeHbl MAJIOTPABMATUYHO U C XOPOIITMMU
(YHKIIMOHAIBHBIMY PE3yJIbTaTaMU.
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3. B xauecTBe nmpernapara BbIOOpa CUCTEMHOI JieKap-
ctBeHHOI Tepanuu PROS pexkomeHayeTcs: MpUMEHSITh
unruoutop PI3K anmenucu® (TabiaeTku, MNOKPHITbIE
IUTIEHOYHO# 000JI0YKOI1) TTepopabHO, HEITIOCPEACTBEHHO
IocJie ebl, B OMHO M TO e BpeMsl CYTOK B CJICAYIOIIEM
pexume [8§—11]:

- netu ao 2 aet: 50 mr 1 pa3 B 2 1HS;

- netu 2—6 net: 50 mr/cyr;

- netu 6—18 j1eT: 50 MI/CyT C BO3MOXHOCTbIO IOBBILLIE-
HUS A03bI 10 125 Mr/cyT npu HepocTaToOuHOM 3 dexTe;

- B3pocibie: 250 MT/CyT.

Kommenmapuii. Ecivi naToreHHbIE BApUAHTBI (MyTaLIMN)
B reHe PIK3CA He oOHapyXeHbI, pellieHMe O Ha3HaYeHUU
anmnenvcuba TMauueHTaM ¢ KiIMHMYeckoil KaprtuHoit PROS
PEKOMEHIYeTCs IPUHUMATh Ha OCHOBAaHUH PEIIEHUST MEXIINC-
LUITIMHAPHOM KOMIMCCHM, BKJIIOYAOIIEH T'€HEeTHKa, OETCKOrO
OHKOJIOTa/TeMaTojIora U Xupypra u3 deaepagbHbIX IIEHTPOB.

IIpy HEBO3MOXHOCTM Ha3HAYWTb AJIMEJIUCUO IS
seyeHuss PROS pexkomeHayeTcss MPUMEHSATb WHTAOUTOP
mTOR (cuposaumyc) B cieayioieM pexume: 0,8 Mr/m?/cyt
MepopaibHoO B 2 MpuemMa ¢ MHTepBajgoM 12 4 [12].

Monutopunr 3¢ ¢eKTUBHOCTH Tepanuu

DbGEeKTUBHOCT CUCTEMHON Tepanvu  aJeucu-
OOM WM CUPOJMMYCOM PEKOMEHIYeTCsl OLICHUBATh
1 pa3 B 3—6 Mec, MPUMEHSsISI METO/IbI PEHTTEHOJIOTUYECKOTO
WUCCIEIOBAHUSI, MAarHUTHO-PE30HAHCHYIO ToMorpaduio,
KOMITBIOTEPHYIO TOMOTpahuIo IS OTIEHKU pa3MepOB 0YaroB.

D(PPeKTUBHOCTH XMPYPrudecKoro 1 MaIoMHBa3UBHO-
O JIeYeHUs] peKOMEeHIyeTcsl OolleHUBaTh 1 pa3 B 3—6 Mec.
[Mpu BeIsIBIEHWM pelauBa 3a00JIeBaHUSI WJIM BO3BpaTa
KIMHAYECKOUW CUMITTOMATUKN PEKOMEH/IYETCST BEPHYTHCS
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PROS
BeHO3HbIN, NuMbaTUUECKNiA, N36bITOUHBIN POCT

!

| 3KCnEpTHaH oueHKa |

N

| Y/qaneHme HEBO3MOXHO |

.

KpoBoTteueHus
OyHKLUMOHanNbHble HapyLueHuA
BoneBoit cuHapom
HekoHTponupyembin poct

B

YpeckoxHble
ManouHBasnBHble
BMeLLaTeNnbCcTBa

| y,qaﬂeHI/IeBO3MO>KHO |

Xupypruyeckoe
ynaneHue

CuctemHas Tepanua

- HeoaAblOBaHTHaA
- aAbloBaHTHaA
- HeonpepeneHHo fonro

N

Puc. 4. Aneopumm npunsmus peuieHus 0 NpoeedeHUU XUPYpPeUuHeckKozo
sneuenuss PROS. YpeckoycHbie ManrouneasusHole emeuamenscmea (Mukpo-
NeHHOe CKAepo3UPUPOsanUe, MUKPONEHHOe CKAePO3UpO8anue noo cyompar-
YUOHHBIM PEHM2eHOCKONUYECKUM KOHMpPOAeM, 3HO08A3AAbHAS NA3EPHAS
Koazyasyusi, IH008a3aAbHASE PAOUOHACIOMHAS KOARYAAUUS, CeACKMUBHbLIL
omomepmonu3s, pomoxoazyasiyus, 31eKmpockiepomepanus, opyeue 8uobl
decmpykuuii)

K 3KCHCDTHOﬁ OLCHKC IJIA IPUHATUA pEILICHMA O IIOBTOP-
HOM XMPYPTHUICCKOM NI MAJJIOMHBA3MBHOM JICHCHWU U NI
0 CICTeMHO TEparumu.

CyOBeKTUBHBIE CUMIITOMBI (00JIb, C1a0OCTh) pPEKO-
MCHAYETCA OUCHUBATD ITO BPI3yaJ'IBHO—aHaI[OFOBOI71 HIKaJIe.
YHOBHCTBODI/ITCHBHBIM pPE3YJIbTaTOM CUCTEMHOI TCpannmn
1 OCHOBAHUEM 1Jid €€ IPOIJOJKCHUA ABJIAIOTCA crabunm-
3a1Ms] WIN YIy4YIIEHUE COCTOSTHMS (YMEHBIIIEHUE pa3Mepa
o4aroB, CH2KCHHNE OOMMM U T. H.).

PROS |

Bepywmin natonornyecknin
naTTepH

}

BeHo3HbIN

lmnepTpoduryecknin poct
TKaHen

Numoatmueckmnin

|

1. Ypnanerue (pesekuyus) BeHO3HOW ManbdopmaLm

2. OnebaKTOMUA

3. DHAoBa3anbHas flasepHan Koarynauusa

4. SHpoBa3sanbHasA pagnoyacToTHas Koarynauma

5. MukponeHHas cknepoobnmtepauus (MonnaoKaHon,
TeTpageunncynboat HaTpMA, BO3MOXHO

B COYETaHNU C 61eOMULIHOM)

6. MrKponeHHas cknepoobamTepaLys ¢ ylbTpa3ByKoBbIM
HaBe[leHVIeM 1 PEHTTeHOCKONMYECKUM CyOTPaKLMOHHbIM
KOHTponem (MonnaoKaHos, TeTpageumncynbdat HaTpus,
BO3MOXHO B COYeTaHUM C 61eoMULIMHOM)

1. YnaneHue (pe3ekuyms)
numdatnyeckoi Manbdopmaummn
2. lekomnpeccmBHaa NyHKLMA

3. CkneposumpoBaHue
(6neomnuVH, NonngoKaHoN,
TeTpageuuncynbat HaTpua,

95 % 3TaHoON)

4. ipyrvie meTofbl 4eCTPyKLUA

1. PEKOHCTPYKTUBHO-
nnacTuyeckas onepauus
(nebankuHr, pasgeneHune
CNHOAKTUNWK, yoaneHmne
[06aBOYHOrO NanbLa,
0oCTEeOTOMUA U Ap.)

2. BpemeHHbIn anudusmoges
npw BblpaxeHHON pa3HuLe
LJIMHBI HYXKHUX KOHEYHOCTEN

7. DoTOKOAarynauma aHrmokepaTosa

8. CeneKkTUBHbIN GOTOTEPMONU3 KanuanapHon manbdopmanmn
9. DneKkTpocknepoTepanua

10. ipyrne metoabl fecTpyKumum

Puc. 5. Bosmoscrnocmu XUpypeuuecko2o N1e4eHusl 6 3agucumocmu om seéymeeo namoaoeu4ecKkoeo nammepHa



m POCCUIACKNIA XXYPHAT

POAOr JETCKOW FTEMATONOIWN u OHKOMOT W // Russian Journal of Pediatric Hematology and Oncology

Kontaktbl IleHTpoB A/ KOHCYJIbTAIMM TANKMEHTOB
¢ PROS

MonekynsipHO-TeHeTUYeCcKass IMarHOCTUKA CUHIpOMa
PROS Yy neteit B Mockse npoBoautcs B PI'BHY «Meauko-
TreHeTUYeCKU I HaydyHbI# LeHTp uM. akaza. H.T1. boukoBa»,
B Cankr-Ilerepoypre — Ha 6a3ze ®I'BY «HMUII oHko10-
run uM. H.H. TlerpoBa» Munsapasa Poccun.

B ®IBHY «Menuko-reHeTUYeCKUii  Hay4YHbIi
neHtp um. akaa. H.I1. boukoBa» MOXHO 3amnucaTb-
Ccs Ha MEIUMKO-TEHETHYECKYI0 KOHCYJIbTAIUMIO W/WIN
mnmepegayy oOpas3lloB TKAaHM M3 odyara ITIOpaXkeHUs II0
e-mail: semenova@med-gen.ru K  Bpady-T€HETHUKY
Haranuu AnexkcangpoBHe CemeHoBoii. KoHcynbranus
U MOJIEKYISIPHO-TEeHETUYECKOE TECTUPOBAHUE MJIsI TPaXK-
naH Poccuiickoit @egepaiiyy MpoBOAATCS OECIUIaTHO.

g onpenenenus myranuu reHa PIK3CA B Cankr-Ile-
TepOypre HEOOXOAMMO CBsSI3aThcs ¢ pedepeHC-LIEHTPOM
MaToMOp(OJIOTUIECKUX, MMMYHOTHCTOXUMUYECKUX,
MOJIEKYISIPHO-TEeHETUYECKUX U JTYYeBbIX METOIOB HCCIIe-
noBaHuii ®I'BY «<HMMUII onkomoruu um. H.H. ITerpoBa»
Munsnpasa Poccuu 1o tenedony: +7 (812) 439-95-28
nnu 1o e-mail: mol.oncology@gmail.com 1 coriacoBatb
BpeMsl Mpue3ga Kypbepa IJis 3abopa mnapadUHOBOTO
0l0Ka ¢ TKaHbIO M3 oyara mopaxeHus. McciaemoBaHue
MMPOBOIUTCS OECIJIATHO B paMKax HayYHOM IPOrpaMMbI
Lentpa. JIoctaBKka 1 BO3Bpar oOpaslia TKaHU KypbepoM
MPOBOISATCS OECIUIaTHO I0 Beeit Tepputopuu Poccun.

s koncyavmauyuu, npoeedeHust OuazHOCIMUKU U Ae4eHUs
nauuenmot ¢ nodospenuem na PROS mozym 6vimv nanpag-
AeHbL 6 410001l U3 CAeOYIOUWUX UCHMPOB:

1. ®I'bY «<HMUI ATI'OU nm. Amutpust Porauesa»
MunsznpaBa Poccumn. Ilo mnpeaBapuTenbHO 3amucu
yepe3 perucTparypy KOHCYJBTaTUBHOTO OTIEICHMS IO
tesnedony: +7 (495) 287-65-70 MOXKHO 3aIMcaThCs K Bpa-
yaM-JeTCKUM oHKosoram Onuu MuxaiinoBHe MapeeBoii
nnmu AHactacun CepreeBHe CaloMaTHHOM.
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Koncynpramus Bo3moxHa B pamkax OMC (HampaB-
JneHue 1o dopme 057/y). Takke MOKyMEHTHI TalleHTa
(Bxumrouast Busyanuzauuio B ¢popmare DICOM) MoxkHO
HampaBuTh o e-mail: info.archive@fnkc.ru ¢ KoMmmeH-
TapueM B TeMe nucbMa «/nsg KO.M. MapeeBoii» uiu 1mo
3alIMIIeHHOMY KaHany cBsa3u B PI'BY «<HMUI ATOU
uM. Imutpus PoraueBa» Mun3npaBa Poccuu ais npo-
BEIEHUS TeJIeMEIULMHCKOM KOHCYIbTalliN.

2. HUM perckoil OHKOJOTMM U Te€MaTOJOTUU
M. akag. PAMH JI.A. [dypuosa ®I'BY «HMMUI]
onkojiorun uMm. H.H. Bnoxuna» MunsgpaBa Poccun.
[MonuknuHUYEeCKOe OTHeJAeHUEe, IIPUEeM Bpada-aeT-
ckoro oHkomiora Cenumbl Anxa3ypoBHbl CapnanoBoii
OCYLIECTBIISIETCSL B ACHb oOOpalleHMsi, 0e3 IpeaBapu-
TEJbHOM 3anmucu. MOXHO TakKXe HalpaBUTh JTOKYMEH-
Tel Mo e-mail: orgmetodniidog@ronc.ru, ¢ KOMMEH-
TapreM B TeMe nucbMa: «Jisg AMUHBI MaromenroBHBI

CyneiimaHoBoi» wunu  «/[ns Tapuka bapucoBuua
CarostHa».
3. Poccuiickass jgerckad KiIMHUYECKass 0OOJIb-

nuna ®IAOY BO PHUMY wm. H.U. Iluporosa
MunsapaBa Poccuu. 3anuch Ha KOHCYJIBTAIIAIO B OTJIE-
JIEHUE PEHTTCHOXUPYPIrUYeCKUX METOAOB AUArHOCTUKU
u sedyeHust Kk FOputo AnexcanmpoBuuy [lonsieBy mim
Pomany BsuecnaBoBuuy ITapOy3oBy mo TenedoHy:
+7 (495) 936-90-25.

4. TBY3 JII'KB um. H.®. ®unarosa JI3M». 3anuch
Ha KOHCYJIbTalliIO B OTAEJeHUE MUKPOXUPYPIUU K TOK-
Topy Pycnany AcianoBuuy XarypoBy uepe3 perucrpary-
py no Tenedony: +7 (499) 254-10-10 nubo yepe3 cailT
o6onpHMLBL https://filatovmos.ru.

5. OrtmeneHue XUMMOTEpAllMM OHKOI'€MaTOJIOTH-
YecKUX 3a00JieBaHUII M TPAHCIUIAHTAllMM KOCTHOIO
mosra ms gereit PI'BY «<HMMUIIL um. B.A. AamaszoBa»
MunsapaBa Poccun. O6paliieHure BO3MOXHO 10 Tejiepo-
Hy oTneneHust: +7 (963) 249-68-52 k 10.B. JIUHUKUHOIA.
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The PIK3CA-related overgrowth spectrum (PROS)
is characterized by vascular malformations, lipomatosis,
and a variety of other congenital abnormalities caused by
somatic mutations in the PIK3CA gene. PROS is a syndrome
that combines macrodactyly, polydactyly, hemihyperplasia,

syndactyly, hallux varus, muscle hemihypertrophy,
facial infiltrating lipomatosis, CLOVES syndrome,
megalencephaly, vascular malformations (capillary,

venous, lymphatic, and arteriovenous malformations and
their combinations), skin lesions, epidermal nevi, and
other conditions (Fig. 1) [1, 2].

‘When making a diagnosis, the code of the International
Classification of Diseases, 10™ revision, Q87.3 “Congenital
malformation syndromes involving early overgrowth”
should be used. The diagnosis can be supplemented with
diagnoses from the Q00—Q99 group, as well as D18 and
D18.1 “Lymphangioma, any site”.

Pathogenesis

Mutations in the PIK3CA gene cause hyperactivation
of phosphoinositide 3-kinase (PI3K), which regulates cell
growth and division. Spontaneous somatic mutations of
the PIK3CA gene typically occur during the early stages
of embryogenesis, from days 20 to 56, and, depending on
the time of occurrence, result in the development of foci

of hypertrophied tissue growth with varying localization
(Fig. 2).

Molecular genetic diagnosis of PROS

PROS combines a spectrum of tissue overgrowth
syndromes caused by a heterozygous somatic mutation in
the PIK3CA gene that occurs during embryogenesis (usually
between days 20 and 56).

To confirm the diagnosis of PROS, a molecular genetic
study of the PIK3CA gene is recommended in patients with
characteristic clinical manifestations (Table 1).

Mutations in PROS are postzygotic and mosaic. This
determines the requirements for analysis and interpretation
of its findings; it may be necessary to test several tissues
to detect a mutation. When interpreting the data, it is
necessary to take into account the mosaicism of the
activating PIK3CA mutation, i.e., its presence only in
a small percentage of cells.

It is important to note that even if pathogenic variants
(mutations) in the PIK3CA gene are not detected, the clinical
diagnosis of PROS can be established. This is due to technical
difficulties in identifying mosaic mutations, particularly when
the affected focus is not accessible for safe biopsy.

If pathogenic variants (mutations) in the PIK3CA gene
are not detected, it is recommended to perform differential

PROS |

/\

Group of syndromes associated
with overgrowth

CLAPO

CLOVES

DCMO

DMTG

FAO/HHML

FAVA

FIL

Muscle hemihyperplasia
HMEG

Klippel-Trenaunay syndrome
LON

MCAP

Vascular malformations
- Simple vascular malformations
-lymphatic malformations
- venous malformations
- Combined vascular malformations
- lymphovenous
- capillary-lymphovenous
« Combined lymphatic malformations
- generalized lymphatic abnormality

Non-vascular lesions

+ Benign lichenoid keratosis
« Epidermal nevi
« Focal cortical dysplasia

- Seborrheic keratosis

Fig. 1. PROS classification. CLAPO — capillary malformation of the lower lip, lymphatic malformation of the face and neck, asymmetry, and partial/generalized
overgrowth; CLOVES — congenital lipomatous overgrowth, vascular malformations, epidermal nevi, and scoliosis/skeletal/spinal anomalies; DCMO — diffuse
capillary malformation with overgrowth; DMTG — dysplastic megalencephaly; FAO/HHML — fibroadipose hyperplasia or overgrowth/hemihyperplasia-
multiple lipomatosis;, FAVA — fibroadipose vascular anomaly; FIL — fibroadipose or infiltrating facial lipomatosis;, HMEG — hemimegalencephaly;
LON — lipomatosis of the nerve; MCAP — megalencephaly-capillary malformation. Adapted from [2]
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The time and location of PIK3CA mutations determine the phenotype

Growth
factor receptor

Neural tube formation
Palpitation

Somite formation
Bowel anlage

Formation of hemispheres
Rudiments of hands and feet
Metanephros

Hematopoiesis
P Fetal development

Nerve plate

Blood islets Limb buds
Endocrine buds
Lung buds

Fig. 2. PROS pathogenesis. Adapted from [3, 4]

Table 1. Molecular genetic diagnosis of PROS

Continuation
of vasculogenesis
and angiogenesis

Mosaicity of PIK3CA mutations

It is preferable to use tissue biopsy material or post-operative lesion material. It is best to use a biopsy sample of skin taken above
the point of tissue overgrowth. Following the biopsy, the material should be immediately immersed in a 10 % solution of neutral

Material

buffered formalin, followed by the standard procedure for preparing a paraffin block

Comments. The use of liquid biopsy (cell-free fraction of blood, i.e., plasma) is not recommended because it has extremely low
sensitivity (information content) in PROS. IntactRNA reagent can be used for fixation. In this case, the samples should be
delivered to the laboratory for molecular genetic analysis within 24 hours

It is recommended to use NGS (next generation sequencing) with deep coverage to analyze the entire coding region of the
PIK3CA gene (minimum coverage of each gene region is at least 350x, average coverage is at least 500x)

Method

Comments. The use of digital drop PCR (ddPCR) for “hot” codons is permitted as an initial stage, but the results of this method
can only be considered if they are positive. A negative result of this test cannot be interpreted and indicates the need for NGS.

Exome/genomic sequencing cannot be considered the method of choice for DNA diagnosis of PROS due to the low sequencing
depth of individual genes

Validation of
results

Because some regions of the PIK3CA gene contain pseudogenes, it is necessary to provide for the validation of results using an
alternative method for rare mutations found in exons 10—14 [5]

Interpretation of A clinical diagnosis of PROS can also be established if the PIK3CA mutation study yields a negative result. This is because mosaic

a negative result

mutations are technically difficult to detect, especially when the affected focus is not accessible for safe biopsy

diagnosis with Proteus syndrome, tuberous sclerosis,
MPPH (megalencephaly-polymicrogyria-polydactyly-
hydrocephalus syndrome), LNSS (linear nevus sebaceous
syndrome), SKS (syndrome Smith—Kingmore), basal
cell nevus syndrome (Gorlin syndrome), and PTEN
harmatoma tumor syndrome (PTHS) [6].

Aninterdisciplinary commission comprised of a geneticist,
a pediatric oncologist/hematologist, and a surgeon from
federal centers makes the decision to establish the diagnosis
of PROS in the presence of a specific clinical picture and the
absence of mutations in the PIK3CA gene.

Clinical diagnosis

Clinical signs of PROS include congenital or early onset
of segmental/focal overgrowth with or without cellular
dysplasia.

Tissue overgrowth foci can be found in the brain,
limbs, trunk, and on the face, usually with an asymmetric
distribution.

Vascular malformations can be capillary, venous,
lymphatic, arterial, or mixed (capillary-lymphatic-venous

or arteriovenous). Lymphatic malformations can occur
in a variety of locations and result in a variety of clinical
manifestations, including swelling, pain, and, in some
cases, local bleeding secondary to injury.

Lipomatous overgrowth can be located ipsilaterally or
contralateral to a vascular malformation, if any.

The degree of mental development disorder
appears to be related to the presence and severity of
seizures, cortical dysplasia (e.g., polymicrogyria), and
hydrocephaly.

Endocrine disorders are seen in a few patients. The
most common are hypoglycemia (mostly hypoinsulinemic
hypoketotic hypoglycemia), hypothyroidism, and growth
hormone deficiency.

PROS is diagnosed based on clinical symptoms
and the presence of the PIK3CA gene mutation (Fig. 3,
Tables 2, 3) [7].

If the PIK3CA mutation is not detected, the diagnosis of
PROS can be established by a decision of an interdisciplinary
commission comprised of a geneticist, a pediatric oncologist/
hematologist, and a surgeon from federal centers.
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PROS diagnosis criteria

The following signs are required:
PIK3CA mutation*

Sporadic and mosaic growth
Presence of criteria from category A and/or B

AN NN

Manifestations from birth or in the first years of life

At least two criterialare required:

: 1. Overgrowth of adipose, muscle, I
; nervous, or bone tissue ;
i 2. Vascular malformations: capillary, !
i lymphatic, venous, and arteriovenous
© 3. Epidermal nevus :
! 1
! 1
! 1
! 1
! 1
1

At least one criterion isirequired

e

1. Large isolated lymphatic malformations

2. Isolated macrodactyly or overgrowth of the feet, hands,
and limbs

3. Overgrowth of adipose tissue in the body

4. Hemimegaencephaly (bilateral)/dysplastic
megaencephaly/focal cortical dysplasia

5. Epidermal nevus

6. Seborrheic keratosis

7. Benign lichenoid keratosis (solitary lichen planus)

* — if the PIK3CA mutation study yields a negative result? the diagnosis of PROS can be established by a decision of an interdisciplinary
commission comprised of a geneticist, a pediatric oncologist/hematologist, and a surgeon from federal centers.

Table 2. Manifestations of an isolated form of PROS

Phenotype

Hemimegalencephaly, cerebral dysplasia

Focal cortical dysplasia
Brain/head

Focal brain overgrowth with cortical
dysplasia; cortical dysplasia can be bilateral

Cognitive and developmental disorders
Facial asymmetry
Seizures
Focal neurological disorders
Types I, 11, 11T
Overgrowth is less pronounced than in hemimegalencephaly
Epilepsy uncontrolled by drugs
Cognitive impairmen
Developmental delay
Severe epilepsy in the first few months of life
Focal neurological disorders

Unilateral hypertrophy of the soft tissues of the face (most often the cheeks) with

Facial infiltrating lipomatosis

Isolated lymphatic malformations: dilated
vascular channels lined with lymphatic
endothelial cells

Lymphatic tissue

Vascular tissue Vascular malformations

Vascular malformations
Benign lichenoid keratosis
Epidermal nevi
Seborrheic keratosis

Skin

fatty infiltration
Bone hypertrophy

Fluid cysts usually grow in proportion to the growth of the patient; there may be

pain and/or soreness if they are infiltrative

Capillary, venous, or mixed malformations

Skin lesions, usually benign

Surgical treatment of PROS
The decision-making algorithm and surgical treatment
options for PROS are shown in Fig. 4 and 5.

Systemic PROS therapy

1. Systemic drug therapy of PROS is recommended for
patients with severe PROS:

*  severe pain syndrome or

+  symptoms of the disease that disrupt daily life or
cause a pronounced cosmetic defect, or pose the threat
of similar symptoms/defects against the backdrop of
the lesions' ongoing growth in size, provided that these

lesions cannot be removed by low-traumatic surgery with
satisfactory functional outcomes.

2. Systemic drug therapy should be continued until it no
longer works or until intolerable toxicity develops.

Comment. Systemic therapy can be discontinued if
the initial manifestations were inoperable, but decreased
during the therapy and can be removed with little trauma
and with good functional outcomes.

3. It is recommended to use the PI3K inhibitor alpelisib
(film-coated tablets) as the drug of choice for systemic drug
therapy. It should be administered orally with food in the
following regimen [8—11]:

0
<
2
=
S
=
S
@
b5
oc
~
~~
=
=
=
=]
=
=]
@
@
[~




Pe3ontouun // Resolutions

) POCCUIACKII YKYPHATT

POAOr [ETCKOM FTEMATONOIWN w OHKOMOT W // Russian Journal of Pediatric Hematology and Oncology

Table 3. Syndromic PROS phenotypes

2’2023

TOMNVOL. 10

Malformations/abnormalities

Phenotype Overgrowth type
. Low lymphatic flow in Scoliosis Agenesis/
AESTHOTIEITE areas of overgrowth Spina bifida hypoplasia of the
R Chest deformation kidneys Hemimegalencephaly,
Congenital lipomatous Linear epidermal nevus Hallux varus cerebral dysplasia
CLOVES overgrowth of the limbs or P ) | ysp
trunk, arms and/or legs . . Sty iogs . Sl .
’ Painful paraspinal Macro-, poly-, and involvement Seizures
lesions with high flow syndactyly
Flantar-palmar overgrowth and varicose veins Dislocated knees Nephroblastoma
Capillary malformation
of the lower lip without
progression
Partial/generalized lesion of
CLAROC soft tissues and bones Lymphatic
malformation of the
face/neck and upper
body
Progressive overgrowth of Testicular or
Segmental and progressive the skeleton (preserved epididymis cysts
overgrowth of subcutaneous . architecture) and hydrocephaly
. . Vascular malformation
FH or FAO and visceral fibrous tissue
Skeletal overgrowth . . Polydactyly Overgrowth of
. . . Epidermal nevi .
Disproportionate linear internal organs,
overgrowth Lipomatous muscle except for spleen/
infiltration thymus
Asymmetric overgrowth of a
body part or body segment . .
Al The overgrowth can be static Multiplelipomas
or moderately progressive
Venous or lymphatic
Unilateral overgrowth of malformations with low
KTS bones and/or soft tissues of blood flow
the limb Portwine stain (capillary
malformations)
Seizures
Hypotension
Chiziaeors vamolar Cutaneous syndactyly and Autistic traits
Megalencephaly and HMEG  malformations, often ous sy el .
MCAP or b « 0 postaxial polydactyly or Nephroblastoma  Mild to severe mental
Generalized overgrowth marbled skin” and .
M-CM R . . polysyndactyly (rare) development disorder
(macrosomia) capillary malformations . -
Subcutaneous lipomas Behavioral problems
of the face S
Meningioma symptoms
(rare)
Note. KTS — Klippel—Trenaunay syndrome; M-CM — megalencephaly-capillary malformation.
PROS

- children under 2 years of age: 50 mg once every 2 days;

- children aged 2—6 years: 50 mg once daily;

- children aged 6—18 years: 50 mg once daily, with the
possibility of increasing the dose to 125 mg once dailyin
case of insufficient effect;

- adults: 30 mg once daily.

Comments. If pathogenic variants (mutations) in
the PIK3CA gene are not found, it is recommended
that the decision to prescribe alpelisib to patients with
a clinical picture of PROS be made by an interdisciplinary
commission comprised of a geneticist, a pediatric
oncologist/hematologist, and a surgeon from federal
centers.

If it is impossible to prescribe alpelisib for the treatment
of PROS, it is recommended to use an mTOR inhibitor
(sirolimus) in the following regimen: 0.8 mg/m2/day orally
in 2 doses with an interval of 12 hours [12].

Monitoring of therapy efficacy
It is recommended to evaluate the efficacy of systemic
therapy with alpelisib or sirolimus once every 3—6 months

Venous, lymphatic, overgrowth

!

| Expert evaluation |

N

| Removal is not possible |

.

Bleeding
Functional disorders
Pain syndrome
Uncontrolled growth

| Removal is possible |

/

Surgical
removal

Systemic therapy
- neoadjuvant Minimally invasive
- adjuvant N percutaneous
- indefinitely long \ interventions

Fig. 4. Algorithm for making a decision on PROS surgical treatment. Minimally
invasive percutaneous interventions (microfoam sclerotherapy, microfoam
sclerotherapy with subtraction radiography, endovasal laser coagulation,
endovasal  radiofrequency  coagulation, selective  photothermolysis,
photocoagulation, electrosclerotherapy, and other types of destruction)
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PROS

Leading pathological
pattern

Venous

Lymphatic

Hypertrophic growth
of tissues

2. Phlebectomy
3. Endovasal laser coagulation

1. Removal (resection) of the venous malformation

4. Endovasal radiofrequency coagulation
5. Microfoam sclerotherapy (polidocanol, sodium tetradecyl
sulfate, possibly in combination with bleomycin)

1. Removal (resection) of the
lymphatic malformation

2. Decompression puncture

3. Sclerotherapy (bleomycin,
polidocanol, sodium tetradecyl
sulfate, 95 % ethanol)

|

1. Reconstructive surgery
(debulking, separation of
syndactyly, removal of an
additional finger,
osteotomy, etc.)

2. Temporary epiphysiodesis

6. Micropenic sclerotherapy with ultrasound guidance

and subtraction radiography (polidocanol, sodium tetradecyl
sulfate, possibly in combination with bleomycin)

7. Photocoagulation of angiokeratosis

8. Selective photothermolysis of capillary malformation

4. Other methods of destruction

with a pronounced difference
in the length of the lower
extremities

9. Electrosclerotherapy
10. Other methods of destruction

Fig. 5. Possibilities of surgical treatment depending on the leading pathological pattern

using X-ray examination, MRI, and CT to assess the size
of the lesions.

It is recommended to evaluate the effectiveness of
surgical and minimally invasive treatment once every
3—6 months. If a relapse of the disease or recurrence
of clinical symptoms is detected following surgical or
minimally invasive treatment, it is recommended to
perform expert evaluation to decide whether to pursue
further surgical or minimally invasive treatment or systemic
therapy.

It is recommended to evaluate subjective symptoms
(pain, weakness) using a visual analogue scale.

A satisfactory outcome of systemic therapy and the
basis for its continuation is stabilization or improvement
of the condition (decrease in the size of foci, reduction in
pain, etc.).

Contacts of centers for consultation of patients with
PROS

Molecular genetic diagnosis of PROS syndrome in
children is performed in the Research Centre for Medical
Genetics named after Academician N.P. Bochkov in
Moscow and in the N.N. Petrov National Medical
Research Center of Oncology, Ministry of Health of Russia
in St. Petersburg.

At the Research Centre for Medical Genetics named
after Academician N.P. Bochkov, you can book a medical
genetic consultation and/or transfer of tissue samples from
the lesion by e-mail: semenova@med-gen.ru (geneticist
Natalia A. Semenova). Consultation and molecular genetic
testing for Russian citizens are free of charge.

To determine the PIK3CA gene mutation in
St. Petersburg, please contact the Reference Center for
Pathomorphological, Immunohistochemical, Molecular
Genetic, and Radiation Research Methods of the

N.N. Petrov National Medical Research Center
of Oncology, Ministry of Health of Russia by phone:
+7 (812) 439-95-28 or by e-mail: mol.oncology@gmail.com,
to coordinate the arrival of the courier to collect the paraffin
block with tissue from the lesion. The study is carried out
free of charge as part of the Center’s research program.
Delivery and return of the tissue sample by courier is free of
charge throughout Russia.

Patients with suspected PROS may be referred to any of the
Jfollowing centers for consultation, diagnosis, and treatment:

1. Dmitry Rogachev National Medical Research Center
of Pediatric Hematology, Oncology and Immunology,
Ministry of Health of Russia. Through the appointment
desk of the Advisory Department, by phone: +7 (495)
287-65-70, you can make an appointment with pediatric
oncologists Yulia M. Mareeva and Anastasia S. Salomatina.

Consultation is possible within CHI (referral according
to form 057/u). Also, the patient’s documents (including
visualization in DICOM format) can be sent by e-mail:
info.archive@fnkc.ru, with a comment in the subject line:
“For Yulia M. Mareeva”, or via a secure communication
channel at the Dmitry Rogachev National Medical
Research Center of Pediatric Hematology, Oncology
and Immunology, Ministry of Health of Russia, for
a telemedicine consultation.

2. Research Institute of Pediatric Oncology and
Hematology named after Academician of the Russian
Academy of Medical Sciences L.A. Durnov at
N.N. Blokhin National Medical Research Centre of
Oncology, Ministry of Health of Russia. The Polyclinic
Department; the appointment of a pediatric oncologist
Selima A. Sardalova is carried out on the day of the visit.
You can also send documents by e-mail: orgmetodniidog@
ronc.ru, with a comment in the subject line: “For Amina
M. Suleymanova” or “For Garik B. Sagoyan”.
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3. Russian Children’s Clinical Hospital of the
N.I. Pirogov Russian National Research Medical
University, Ministry of Health of Russia. You can book
a consultation at Department of X-ray Surgical Methods of
Diagnosis and Treatment with Yuri A. Polyaev or Roman
V. Garbuzov by phone: +7 (495) 936-90-25.

4. Children’s City Clinical Hospital named after
N.E Filatov of Moscow City Health Department. You
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can book a consultation with Dr. Ruslan A. Khagurov by
phone +7 (499) 254-10-10, or via the hospital website:
https://filatovmos.ru.

5. Department of Chemotherapy for Hematologic
Diseases and Bone Marrow Transplantation for Children of
the Almazov National Medical Research Centre, Ministry
of Health of Russia. You can contact Yulia V. Dinikina by
phone +7 (963) 249-68-52.
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K 30-netuio Llentpa gerckoi oHKONOruu U remaTonoruu
r. Ekatepunébypra

Llentp nerckoii oHkosioruu u rematojoruu (LleHTp)
O6nacTtHolt aetckoil kinnHu4Yeckoir 6oapHULBI (OKDB)
B CBepioscke (ExatepuHOypre) oTkpbiics B mae 1993 &
Ha 0a3e cyliecTBylolero 40-Koe4yHoro reMaToJa0rn4ecKo-
TO OTHeJIeHUsT OOJIbHUIIBI, TJe TPAJAWIIMOHHO TTOTydaan
JIeYeHUE NETH C TSKETBIMY HEOHKOJIOTMUYECKMMU 3a00J1e-
BaHUSIMU KPOBU U OITyXOJISIMA KPOBETBOPHOI CUCTEMBI —
Jieiiko3zamMu, TuMboMaMu, KOaryJaonaTusiMu (reMopmwin-
eil u 6one3Hblo BuinebpaHna), TSXKeJAbIMU arjlacTuye-
CKUMM W TEMOJIMTUYECKUMU aHeMUusiMU. [lalimeHTsl co
3JI0KAYECTBEHHBIMU OITYXOJISIMU JIPYTUX JIOKAJIU3AINN —
MSITKUX TKaHel, KOCTel, HEPBHOW CUCTEMBI U PETTPOIYK-
TUBHBIX OPTAaHOB — TOCTIUTAIM3UPOBAIACH B XUPypruye-
ckue otaesieHus1 60abpHUL CBepUIOBCKOM 0bJlacTu, rie
MOJTyYay OYeHb CKPOMHOE C TIO3UIIMY HACTOSIIIETO Bpe-
MEHU XUPYPTUUIECKOE JIeUeHNE U HU3KOIO3HYI0 XUMUOTE -
panuto (XT). JlyueBas ramMmma-Tepanusi MpOBOAUIACH HA
KOOAJTBTOBBIX TMYyIIKaxX B cTapoM 31aHnu CBepIIOBCKOTO
OHKONMcTaHcepa. PesynbraThl JjiedeHMs BCEX KaTero-
puii OOJIBHBIX OBLTIM HWYTOXHBI: BBDKMBAIM He Oosee
10 % nereii, octaabHbIE TOTMOAIN B TEUEHHUE TOCTATOYHO
KOPOTKOTO BPEMEHM, a YaCThIe PELIMINBBI ObIITN MTPAKTH-
YECKU HEU3JICUNMBI.

Omxkpoimue Llenmpa 6 mae 1993 e. K. Heavonep KIP-Ilepmanuu, dokmop
M. @pudpuxc u nayuernmeot ¢ podumensmu

Takoe noJyioxxeHue e He yCTparuBajao KOMaHIy MOJIO-
NIBIX Bpayel u MelcecTep, padoTallIUX B reMaToJIOTUH,
C MeIMKaMHu ObUIM COJMAAPHBI U POAWUTEM MaJ€HbKUX
MauueHToB. B aTuX yCclIOBUSIX Bpauyud HE TOJLKO JEUWUIU
JieTeit, Ho U MOpaJbHO MOAAePKUBAI POAUTENEH, a poan-
TeJIM Bcerna ¢ 00JIbIIoM 3a00TOM OTHOCUIIMCH K MEMKaM.
W3 aroro «bparctBa» Aeteil, poauTeseit U Bpaueil poau-
Jack PeruoHanbHast oOecTBeHHast accouunauust «Hane-
XKIIa», B KOTOPYIO Cpa3y IOCJE €€ PETUCTPaIliu BCTYITUIIO
OOJIBIIMHCTBO MEAUKOB U POJIUTENECH.

OtkpbiTuio LleHTpa mpeniecTBoBaId BaXKHbIE COObI-
Tust: BecHoil 1991 1. Ha KoHdbepeHuMo B MUHCKe, MOCBSI-
ILIEHHYIO 5-JIeTHel rogoBiMHe YepHOOBUILCKON aBapuu,
ObLIY MPUIJIALIEHBI JTIyYIlIMe MHOCTPAHHbBIE CITeLIUAIUCTHI,
KOTOpBIE B CBOMX JOKJIaAaX paccKa3biBaan O HEBEPOSITHBIX
ycrexax AeTCKOWM OHKOJIOrMM Ha 3amnaje. Bpauu, cbexas-

muecs B bemopyccrio co Bcex YroKoOB CTpaHbl, BIIEpPBbIE
YCIIBIIIATM UCTOPUIO co3nanus potokoia bOM u ore-
HWIM €T0 YCIIeX — B HEMELIKUX KJIMHUKAaX BbI3I0PABINBA-
au 10 70 % peteit ¢ ocTpbIM JTMMGOOIACTHBIM JIEIKO30M
(OJIJI), uTo OKa3ajoCh BO3MOXHBIM OJilarofapst IJIUTeb-
Hoit XT 1 MHTEHCUBHOMY COTTPOBOUTEIBHOMY JICYCHUIO.

KotoueByto poiib B pa3BUTUN COBPEMEHHBIX TEXHOJIO-
Ui TUAarHOCTUKU U JICYCHUST ChITPaIi HeMelKast OJ1aro-
TBOopUTesibHasA opranusauus “Care Deutschland” u Bce-
MHWPHO WM3BECTHBIN Bpauy-JeTCKUI OHKOJIOT, TIpodeccop
Tuccenckoro yHuBepcureta @puir Jlammept, KOTOpbIit
¢ 1992 r. Ha npoTsxeHuu 15 et momoran ooyJarthb Crelu-
QJMICTOB ¥ BHENPSITh paHee HeJOCTYITHBIC B HAIlIEl CTpaHe
MeaulMHCKUe TexHojioruu. Ilpodeccop Jlamnept nHu-
IIMUPOBAJT U JIMYHO YJ4acTBOBAJT B 3 0JIATOTBOPUTEIBHBIX
Bestonpoderax TOUR-Peiper Ha rpanuity EBpomna-Asus
1 K HeBbsiHCKOW Manmatolieit GailiHe, CpeicTBa OT KOTO-
PBIX OBUTM HATIpaBJIeHBI HA CO3/IaHUE CTIEIINATN3UPOBAH -
HBIX JIabOpaTopuii M JIUArHOCTUUYECKUX HATPaBICHUMH,
BOLIEAIINX HapsAy C KIMHAYECKUMU OTAEJIeHUSIMU

JI.T. Peyuna na yuebe ¢ Yuusepcumemcioi kaunuke luccena, 1992 e.

Yueba ¢ Ynueepcumemckoii kaunuxe Iuccena. Ilpogheccop D. Jlamnepm
u JI.B. Baxonuna, 1992 e.
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B cocraB lleHTpa: maGopaTopuy KiIacCUYECKON IIUTO-
TCeHETUKM; IaTOMOP(OJOrud M HUMMYHOTUCTOXUMUU,
MOJIEKYJISIpHOI OMojioruu oryxosjei. Yactb coOpaHHBIX
CpencTB ObUTa MOTpayeHa Ha CTAXKUPOBKHU CBEPAJTOBCKMX
Bpaueil 1 01oj0roB. B 61aroTBOpUTENBHBIX BEIOIPOOE-
rax ®puia JlammnepTra TpaaAULIMOHHO Y4aCTBOBAIM BEJIO-
CUTIeIUCTHI U MeauKu CBepaIoBCKOI 001acTu, UX IO/~
nepxxuBaiu oonactHoit CIIOPTKOMUTET U PETMOHAIBHOE
[IpaBurensctBo. C 1995 1. LleHTp AETCKOI OHKOJIOTUU
u remarojoru OKb ¢ ropaocTbio HOCUT UMST 3HAMEHM -
Toro npodeccopa.

baaecomeopumenvhuiii 6enonpodee TOUR-Peiper, 1993 . B uyenmpe —
npogheccop D. Jlamnepm

IIpogheccop D. Jlamnepm na 6Gnacomeopumenvriom eenonpodece TOUR-
Peiper, 1993 e.

Bempeua npogpeccopa . Jlamnepma c epauamu Llenmpa, 1995 .
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Hns ocHallleHUsI OETCKUX OHKOJOTMYECKUX OTaesie-
Huit No 1 1 No 2, opraHn30BaHHBIX B anipeie—mae 1993 r.,
B paMKaX COBMECTHOI'O POCCHUICKO-HEMELKOro Ojaro-
TBOPUTEIBLHOTO IPOEKTa OTeYeCTBEHHOTO (poHIa « MuJio-
cepaye U 3I0pOBbe» M HeMelKoi opraHumsaunum “Care
Deutschland” 611 mproOpeTeHbl B [epMaHuM 1 JOCTaB-
JneHbl B EkarepuHOypr HOBoe MeIUIIMHCKOE 000pyI0Ba-
HUe, JeKapcTBa U U3ACIMS MEIULIMHCKOIO Ha3HAuYeHUS
Ha TUTAHTCKYI0 cyMMYy 3,5 MJTH HeMelKux Mapok. C 1992 .
netr ¢ OJIJI Havanu mojydyaTh JieueHUe 1Mo MOAUGUIIN-
poBaHHOMY HeMelkoMmy IipoTokoiny ALL-BFM 90m,
pe3yabTaThl HE 3aCTaBWIM JTOJITO XKAaTh — Ha MPOTOKOJIE
ctanu BbKUBATh 10 70 % paHee HeKypaOeabHBIX IaLlM-
€HTOB.

Henp3s mepeolieHUTh posib MEPBOro TIydbepHaTopa
CBepmI0BCcKOIi obact Dayapaa DpraproBuya Poccerns,
npuHsaBliero B Havyaie 2000 . McTopuyeckoe pelieHue
0 CTPOUTEILCTBE COBPEMEHHOM KIMHUKM LleHTpa ¢ MoriI-
HOM  KJIMHUKO-AWATHOCTUYECKON  MHOPacTpyKTypoit
Y OTJIMYHBIMU TEXHUYECKUMU BO3MOXHOCTSIMU, TIO3BOJISI -
IOIIIMMM BBITIOJIHSITh CAMbI€ CJIOXKHbBIEC BUIBI TMaTHOCTUKU
U JIEYCHUs 3JI0KaYeCTBEHHBIX HoBooOpaszoBaHuii (3HO)
y neteii. HoBoe 3manue LlenTpa OBIJIO MOCTPOEHO U caa-
HO B BKCIUTyaTalliio HeMelKoil kommaHuei Transumed
GmbH Medizintechnik 3 deBpana 2006 . B HOBeiileM
TEXHOJIOTMYEeCKOM ucnojHeHuu. B Hostope 2006 1. Tam
ObLIa IMpOBeIeHa TiepBasi ayTOJIOTMYHAsI TPAHCILIAaHTALIUST
koctHoro mo3ra (TKM) pebenky ¢ capkomoii FOuHra.

Bempeua ¢ eybepramopom B.5. Pocceaem u munucmpom 30pasooxpanerus
C.0. Ckaspom, aueaps 2000 e.

B cocraBe llenTpa B Hactosiee BpeMs pa3BEepHYTO
4 crieaIM3MPOBaHHBIX KITMHUYECKUX OTIEICHHS C KPYTJIO-
CYTOYHBIM M THEBHBIM CTallMOHapamMu U BTopas B Poccuii-
ckoii Denepanuy crienuaan3MpoBaHHas pedepeHc-1a00-
paTopusl, 3aHMMAIOLLASICS TUATHOCTUKOM OITyXOJIEH.

C 1993 . mo Hacrosiee BpeMs: LleHTpoM pyKOBOIUT
Bpay-JeTCKUIA OHKOJOI, 3aciy:KeHHbIii Bpau Poccuii-
ckoit Penepaunu, K.M.H. Jlapuca TennanpeBHa Meunna,
paboTel ¢ yyactueM kotopoii neaxasl B 2009 u 2015 rr.
ObUIM OTMEUYEHBl HAIIMOHAJbHON TpeMueil JydIlIuM
BpayaM Poccum «IIpuszBanue» 3a modemy B HOMUHALIUKA
«3aco3gaHne HOBOTO METOIa ISYCHUST»; TUTLTIOMaMu AMe-
pukaHckoro o6iectBa rematojoroB (ASH) «3a 3Hauu-
TeJIbHBIN BKJIaJ B 00J1aCTU AETCKOM reMaToI0Tu» 1 Mex-
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IYHAPOIHOTO OOIecTBa IeTCKUX OHKojoro (SIOP)
«3a KJIMHMYECKHE HCCACHOBaHMSI B OO0JACTU NETCKOM
OHKOJIOTUM»; TIpodeccuoHanbHOil mnpemueili Hanmo-
HaJIbHOTO OOIlIeCTBa AETCKUX IeMaTOJIOTOB M OHKOJIOTOB
(HOII'O) «3a BepHOCTh Ipodeccur» U LEePKOBHO-00-
LIECTBEHHbIMM Harpagamu. [Ipuka3zom MMHHCTpa 31apa-
BooxpaHeHusi Poccuiickoit ®enepaunu Jlapuca IeH-
HaIbeBHAa Ha3Ha4yeHa IJIAaBHBIM BHEILUTATHBIM IETCKUM
CIELMAIUCTOM OHKOJIOTOM YpajibcKoro enepabHOro
okpyra. B 1995 r. no ununmaTtuse JI.I. @eunHoii 1 ¢ coria-
cUsl BCeX COTPYAHUKOB OTIEJICHUs AETCKOW OHKOJIOTUU
Lentp Bmecte ¢ xnmHukamu Coum u HoBoky3Helka
BCTYIIMJI B IIEPBOE OTEYECTBEHHOE MHOTOLICHTPOBOE
KOOIIEpAaTUBHOE PaHAOMU3MPOBAHHOE MCCIIEAOBAHUE I10
CpaBHUTEJIbLHOMY M3y4yeHUI0 pe3yabraToB gedyeHus: OJIJT
y neteit 1o mpoTokoiaM MockBa—bepnun 91 mpotus
ALL-BFM 90m (pykoBomuTeab IpPOTOKOJA — [I.M.H.,
npodeccop A.M. KapauyHckuii).

Pykosodumens Llenmpa, k.m.n. JI.I. Deuuna

JI.T. @ewuna u A.U. Kapauynckuii na naepaxcoenuu npemueil «Ilpuzea-
Hue», 2015 2.

OtneneHue neTckoil oHKojiorun No 1, B KOTOpoM
Jleyarcsl MalMeHTbl ¢ COJMAHBIMU OIyXOJISIMU pPa3jiny-
HBIX JOKalu3aluii, ObUI0 OTKpHITO B 1993 1. Gmaromaps
POCCUIICKO-HEMELIKOMY IIPOeKTy «Mmutocepaue U 3710-
poBbe», HeMmelKoil opraHusamuu “Care Deutschland”
1 WHULMATHUBE TIepBoro rybepHaropa CBepmIoBCKOM
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obmactu D.9. Poccens. B coctaBe otneneHus 30 meTckux
OHKOJIOTMYECKUX U OHKOXUPYPIruyeckux Koek. I[lepBbiM
3aBEIYIOIIMM OTIEJeHUEM ObLI Ha3HAYeH Bpay-IeTCKU
oHkoutor, K.M.H. Erop BanepreBuu IllopukoB. B Teuenne
nociaenHux 7 JeT oTaeaeHueM 3aBenyeT ApreM Hukoma-
eBnY 3aitunkoB. HemaBHO mpuUCTynuia K CBOMM O0sI3aH-
HOCTSIM cTaplliasi MeIuunHcKas cectpa Bepa BacunbeBHa
[ITapabanoBa, cmeHuBIIasg Ha nocTty BetepaHa OJIKbBb
Wpuny Muxaiinony IletpoBy.

Tpogeccop D. Jlamnepm c O.11. Xnebnuroeoii u E.B. lllopuxogvim, 1995 e.

Bpauu Llenmpa, 1997 e.

MyabTUAMCHMIUVIMHAPHBIA KOJJICKTUB Bpadeil oTae-
JICHMSI BBIIOJHSICT BCE BUIAbI MHOIOKOMIIOHEHTHOM
npoTtuBoonyxojieBoii XT u JieueHHe COBpPEeMEHHBIMU
TapreTHbIMU TIpernapaTtamu, LeJEeHANpPaBIeHHO BO3IEH-
CTBYIOIIMMHM Ha OITyXOJIEBbIE KIETKHA C pPa3IuIHBIMU
FeHeTUYECKMMM IepecTpoiikaMu. B apceHasne xupypros
OT/Ie/IeHUsT 00bEMHbBIE XMPYPrUUECKUE BMEILIATEIbCTBA 10
yIaJIeHUIO OIyXOJIeli Ha OpraHax IpyIHOM KJIeTKU, OPIOII-
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HOI1 MOJIOCTH, 3a0PIOIIMHHOIO IPOCTPAHCTBA U MajJoro
Ta3a; dHIOCKONMMYECKNE MaJOMHBA3MBHBIC XUPYpIrUye-
CKMe BMeEIATeIbCTBA Ha HOBEMIIEM 3HIOCKOIIMYECKOM
obopynoBanuu Karl Storz 4K. BHeapeHBI B MpPakTUKY
CJIOKHEMIIIKE OIepalliy B COCTaBE MEXKIMCIIUILIMHAPHbBIX
XUPYPTUUECKUX OpUTan: JeTCKUE OHKOJIOTU, COCYIUCThIE
XUPYPTHU, B3POCIIBIC XUPYPTU-TPAHCIUIAHTOJIOTY U HEeMpo-
xupypru. B 2012 r. nerckuii xupypr Cepreii HukonaeBuy
TyrmoHOroB B cOCTaBe MYJIBTUAUCIIATUIMHAPHON OpUTaabl
XUPYProB U3 Hallel 60abHULIBI 1 CBEpIIOBCKOM 001aCcT-
HOM KJIMHUYECKON OOJIbHUIIBI HArpaxkKaajics peruoHaib-
HOM mpemueil npodeccuoHalbHOro Mpu3HaHus «Menu-
HMHCKU OJIMMIT» 32 TEXHOJIOTHUIO YIAJIeHHUsI OITyXOJIEBBIX
TpoMOOB mpu Hedpobiaactome u mnpemueit HIT Menu-
MHCKOM manatsel CBepanoBckoii obnactu «IIpodeccus
Bpay: OT cepilla K cepaly» B HomuHauuu «Haiia onopa»
B 2017 r. detckuii onkojyior Onsra BanagumupoBHa Jleme-
1IeBa cTaja JYYIIUM JeTCKMM OHKOJIOTOM «YpalOHKO»
B 2020 r. CoTpyIHUKU OTACICHUS 00X aaIu U B Hedop-
MaJIbHBIX COPEBHOBAaHUSIX, OPTaHN30BaHHbBIX OOJbHUIICH:
nerckuii onkonor Maiis TaiipatoBHa fAkymoBa Oblia
BoiOpaHa MenJlenn OJIKbB B 2021 1. Pyka 006 pyky B oTae-
JICHUM TPYISATCS OIBITHBIE W MOJIOABIC BpauM: METCKUE
onkosiorn mutpuit ButanbeBuu YycoButun u Enena
Pycnanosna CaneeBa; HeTCKMiI XUPYpr-OoHKOJIOT AHHa
BanepneBHa UBaHoBa, Koropass coBmecTHO ¢ CepreeM
HMBanoBuueM OTHEBBIM YCIICIIHO BHEApHUJA B MPAKTUKY
BUICO9HAOCKOMMMYECKIE METONIBl XUPYPIUHU, YCTAaHOBKY
racTPOCTOM JETSIM C TSKEION OeTKOBO-3HEPreTUYeCKOMi
HEIOCTaTOUHOCTBIO.

OtneneHue 1eTCKOM OHKOIOTHMM N2 2, BKOTOPOM ITOJTYy-
JaloT JICUCHUE IETU C TeM00JIacTo3aMH (3710KaueCTBEHHbI-
MM OITyXOJIIMU KPOBETBOPHOI CHCTEMBI), — CTapeiiliee
noapasaeneHue LlenTpa, oTkpoutoch B Mae 1993 1. Ha 6aze
MPEXHETO OTACICHUS TeMaTOJIOTUM, CO3AAaHHOTO C OTKPbI-
tusanepBorokopmnyca OJIKbHayn. Cepadpumbl [IepssonHoit
B 1979 1. Tak ke, KaK M OTAEIeHUE IETCKO OHKOIOTUM N 1,
ero IepeoCHallleHWe M MOAECPHHU3ALMS TMPOBOIUINCH
Ha cpeacTBa OJaroTBOpPUTENIbHOM opraHuzauuu “Care
Deutschland” B pamMKax COBMECTHOTO TIPOEKTa C POCCHUII-
ckuM dhoHIoM «Mwutocepaue 1 3M0poBbe». [1epBoii 3aBe-
IymoIIeil oTmeleHMeM Obula Bpad-remaTojior CycaHHa
HukonaeBna MamaeBa, B HacTosIiee BpeMsl OTAeJeHUEM
3aBenyer Oner PancoBuu ApakaeB, KOTOPBIN SBJISIETCS
[JIABHBIM BHEIITaTHBIM IETCKUM CHEIMAIMCTOM OHKO-
noroM Mun3snpaBa CaepajioBckoit obmactu. Crapiuas
MenuiHcKas cectpa — SlHa FOpbeeBHa Illymkona. [dau-
TEJbHOE BpeMsl OTIEJeHHE BO3IJIABIISUIM 3aBeAyIOIast
Onpra [TaBnoBHa Xj1eOHMKOBA M cTapllast MeIUIIMHCKAs
cectpa Jlapuca AnekcannpoBHa KyTkuHa, Bcerma 6e3y-
MPEYHO BBHITTOJHSBIINE CBOU TMpodheCCUOHAIbHbBIE 00sI-
3aHHOCTU. KoJiekTuB coTpyaHUKOB oTaeneHus B 1990-x
rogax ObLI MMMOHEPOM BHEIPEHUS JIEYCHUST OCTPBIX JIeHi-
KO30B U 3JI0KaY€CTBEHHBIX TUM(OM IT0 MEXKITyHAPOIHBIM
npotokojamM ALL-BFM 90 u UKALL. Bpaun otneneHus
MMPOXOAWIN MEXIyHAapOAHbIE CTaXKMPOBKU B BEIYIIMX
3apy0ekKHbIX KIMHUKaX: OputaHckoM KoposieBckoMm
rocnurage MaHyecTepa, B JETCKOM OHKOJIOTMYECKOM
OTAENEHUN YHUBEPCUTETCKONW KIMHUKM Tropona Iuc-
ceH. Jlerckue onkomoru otaeneHusi Onbra IlaBmoBHa
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XneonukoBa u Oxbpra BaamumupoBHa MakapoBa cTanu
MOOeAUTENSIMU  TIPECTMKHOM HALIMOHAJIBHOM TpeMUM
JydymuM BpayaM Poccuy MuHMCTEpCTBa 3apaBOOXpa-
HeHus U colmanbHoro pa3putusi PO u IlepBoro kaHaia
«IIpu3Banue» 3a mobemy B HOMUHAIUU «3a cO3MaHUeE
HoBoro Meroma JedeHus» B 2009 r. Obe onu B 2021
1 2022 IT. HarpaxXkIaJuch B HOMUHAIUM «JIy4llne geTckue
oHkoyiorn» YpanOnko. O.I1. XneOHMKOBa cTaHOBUJIACH
nobeauTeseM B MEXIYHAPOIHOM KOHKYPCE HayIHBIX
paboT IO 3710KaYeCTBEHHBIM JIMM(pOMaM.

Hoxrtop Onbra Hukomnaesna I[Tormosa — BetepaH oTie-
JICHUSI NIeTCKOW OHKojoruyu No 2, ONBITHEHIIWIA Bpay
¥ HacTaBHMK, TpopaboTaBiast B orpacau 6onee 40 Jer,
ObLIa YIOCTOEHA MOYETHOro 3Haka «OTIMYHUK 3IpaBoO-
oxpaHeHusi» B 2017 . B aToM oTAeneHMN HaYMHAaJIa CBOIO
pa6orty B 1985 . u @apuna lanumoBHa [lepuHa — crapeii-
mmii cneuunanuct LleHTpa, mocBsITUBILAs BCIO TTpodeccu-
OHAJIbHYIO XKU3Hb IETSIM C TSKEIBIMU FeMaTOJIOTUYeCKU -
MU 3a00JIEBAHUSIMM.

Bemepan demckoii onkocemamonoeuu O.H. ITonosa 3a pabomoii

Koeunblii hoHI OTHEIeHUS COCTaBIsIET 25 KoeK. 31ech
Jieyatcsl HauboJiee CI0XKHbIe 00IbHBIE C pe(paKTepHBIMU
Jieiiko3aMu, TMMGOMaMM U peluauBaMU TUMOOTIPOI-
(bepaTUBHBIX 3200JI€BaHUIT U3 Pa3IMIHBIX perMOHOB Poc-
cun: oT JlanpHero BocToka g0 caMbIx 3amagHbIX TEPPUTO-
puii crpaHbl. Bpaun oTneneHus B COBEPIIICHCTBE BIaACIOT
TEXHOJIOTUSIMU BBICOKOJ03HOI MHOTOKOMITOHEHTHOM XT,
OCYIIECTBJISIOT JICUCHUE COBPEMEHHBIMU UMMYHOOMOJIO-
TUYeCKMMU areHTaMu. OTaesieHue IETCKOl OHKOJOTUM
No 2 gaBnsieTcst 6a30BBIM MOApa3AeIeHUEM 10 TTOATOTOBKE
nauueHToB K TKM. BpaueOHBbIii cocTaB OTaeIeHUS TIpe/ -
CTaBJIeH TaJaHTJIMBBIMU MOJIOIBIMM BpadyaMu — OETCKU-
mu onkosioramu KOnueit HukonaeBHoit 2KykoBoii 1 AHa-
cracueii JImutpueBHoit TapacoBoii, a TAKXKe TeMaTOJIOTOM
AnpapeeMm Bnagumuposuuem HazapoBbiM.

OtneneHre NeTCKOM OHKOJIOTUM M TeMaTOJIOTUU ObLIO
OPTraHM30BaHO Ha CTHIKE ABYX 3I0X, B IIEPUO OTKPBHITUS
HOBOTO COBPEMEHHOTrO 3MaHMSI IETCKOr0 OHKOIICHTpa
B (peBpasie 2006 I. 1 SABJISIETCS OMHUM U3 CAMbIX MOJIOIBIX.
C camoro Havaja OTIeJeHME BO3IIaBUIN 3aBEAyIOIIas —
Bpay-JeTCKUii OHKOJOI, K.M.H. Onbra BrmagumuposHa
CrpeHeBa UM cTapiiasi MeAuIMHCKas cecTpa AjleHa Allek-
ceeBHa bparuna. OtaeneHue BMeCTWIO B ceOs1 OOJIbIIOE
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KOJIMYECTBO PA3IMUYHBIX MEIUIIMHCKUX TEXHOJIOTHIA:
OT JIeYEHUS] TeMOOJIACTO30B O TSIKENbIX 3a00JeBaHUN
KPOBU, TUCTUOIIUTO30B U CJOXHBIX aHOMaJIMI JTuMa-
TUYECKOU CUCTeMBI. B oTneneHuu coBmelieHbl (hyHKINU
KPYIJIOCYTOYHOTO cTaloHapa Ha 10 Koek u 5-KoeuHoro
JMTHEBHOTO CTallMOHAapa, padOoTaIoIIero Mo AByXCMEHHOMY
rpacduky. B oTneneHnu nmpoBoasTCS BCe 3Tarbl KOHCOJIM-
Iupyloleil u noaaepxkusawouieii Tepanuu 3HO, monHas
MpoTrpaMMa JIeueHUsI 37T0Ka4YeCTBEHHOM TUMMOMBI XOIK-
KMHA M TUCTUOIIMTO30B, a TaKXe TapreTHas Teparus
WHHOBAIIMOHHBIMU areHTaMU PsiIa CJIOKHO MOAIA0IINX-
cs JIeYeHUIo oryxoseit. JApy>KHbIil KOJJIEKTUB OTACICHUS
€XErOHO BBIMOJTHSIET KOJIOCCAIbHBIE 00BEMBI rocyaap-
CTBEHHOTO 3aJaHMs U Ha TIPOTSKEHUN MHOTMX JIET SIBJISI-
eTcsl HelocsTaeMbIM JUAepoM cpenu otneiaeHuii LlenTpa
10 KOJIMYECTBY MPOJICYCHHBIX OOJbHBIX.

O.B. Cmperesa — 3asedyioujas omoeneHuem 0emcKoll OHKOAOUU U 2eMd-
monoeuu Llenmpa

Onpra BmagumupoBHa CTpeHeBa B COCTaBe TPYIIITBI
Bpaueil ObLIa yIOCTOeHa HallMOHaJbHOM mpemuu «I1pu-
3BaHME» 3a CO3JaHME HOBOIO MeETola JICYCHMS] MJa-
JIeH4yecKux Jseiiko3oB. Onbre BragnMupoBHE aKTHUBHO
IMOMOTaeT KOMaHa MOJIOABIX CIIeIIMaJUCTOB B COCTaBe
Bpaueii-neTckux oHkosoros Jlapeu CepreeBHbl [yceBoii,
BukTopun AnekcaHapoBHBI BepeMeituyk u Bpaua-re-
matosiora Baguma Cepreesuua AxumoBa. Ha 6a3e atoro
OTIEeJICHUS YCIIeITHO paboTaeT Bpau-HyTpuioaor Hame-
xna HuxkonaesHa HoBroponckasi, koTopasi 3aHUMAaeTCs
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OKa3aHWeM KOHCYJIbTaTUBHOM MOMOIIM C TIPUMEHEHUEM
MeToaa OMOMMITeIaHCHOM TMAarHOCTUKU BCEM TallueHTaM
LleHTpa ¢ KIIMHMYECKM 3HAUMMOM U CKPBHITOM OEJIKOBO-
9HEPreTUYeCKON HETOCTaTOYHOCThIO — BCEM MM Ha3Ha-
yaeTcs JieueOHOe SHTepaabHOe WM/WIM MapeHTepalbHOE
MUTAaHUE C KCIIOJIb30BAaHUEM COBPEMEHHBIX JIeUCOHBIX
cMeceii. JlucnaHcepHbIil TIpueM BeeX AeTeli-peKOHBaIeC-
neHtoB 3HO B kabuHeTe Bpaya-IeTCKOrO OHKOJIOra Ha
0a3ze KOHCYJIbTaTUBHO-IMATrHOCTUYECKON IMOJUKIMHUKU
OIKDB Bener onbITHBIN crieuuanvct TaTtbsaHa HukomnaeB-
Ha Penpeena.

C munucmpom 30pasooxparerus u couypaszeumusi Poccuiickoii Pedepayuu
T.A. Toauxoeoii na Haepaxcoenuu npemueil «IIpuzeanue», 2009 e.

OtneneHre aHECTE3UMOJOTUM, peaHMMAlluM, WHTEH-
cuBHO# Tepanuu 1 TKM Ha 12 Koek ObLJIO cO3AaHO Ha
0a3e manaThl MHTeHcUBHOM Tepanuu Llentpa B 2003 T
IlepBoiIM  BpayoM-aHECTE3MOJIOTOM-PEaHUMATOJIOTOM,
MOXeJIaBIIMM OKa3bIBaTh CIICLIMAIM3UPOBAHHYIO ITIOMOIIb
JETSIM ¢ OHKOJIOTUYECKMMU 3a00JIeBaHUSIMU, ObLT AJIeK-
ceit @enopoBry CUTHUKOB, a PYKOBOIUTEIEM OTACIACHUS
C MOMEHTA €0 OTKPBITHSI CTaJl MPEeKPacHBIN Ipodeccro-
HaJl, OTJIMYHBIN Bpad U 3aMevaTte/bHbIN yenoBek — Uropnb
HuxkonaeBnu BaTtkuH, 6e3BpeMEeHHO yIIEAIINM U3 KU3HU
B okTs10pe 2019 1. [TepBoii MEAUIIMHCKOI CecTpoii OT/e-
Jienud owvuta Hatanbst HukonaesHa XanuHa, B HacTosllee
BpeMsI 3TU TToJTHOMoYMs BeinonHsaeT Oabra BukTropoBHa
KpomnotoBa. MHorme TeXHOJIOTUM OTACIACHUS BHEIPS-
Jmch BepBbie He ToJIbKO B OJIKbB, Ho 1 B CBepa1oBcKoit
obsactu u Poccuiickoit @enepaunu: armnapaTHbIA TPOM-
ooumnTodepe3; 3aroToBKa TeMOITO3TUYECKUX CTBOJOBBIX
KJIETOK KOCTHOTO MO3ra U Iepudepudeckoil KpOBH;
CBEPXIUTUTENIbHAsST MCKYCCTBEHHAs BEHTUJISIINS JICTKUX
(MBJI) B couyetaHuU C TaHIEMHOI MPOTUBOOITYXOJIEBOM
XT, moctaHOBKa TJIYyOOKMX LIEHTPAJIbHBIX COCYIUCTBIX
muauii (Hickman, Broviac, Port-Cath, PICC); 6poH-
XOaJIbBEOJIIPDHBIN  JlaBaXK; YJbTpareMoauradIsTpalius
Ha armnapate «MyJabTUILIEKC»; ogHoaerouHas MBJI npu
oIepalusIX Ha JISTKUX U Ip. MHOTUX MallMEHTOB C XXU3He-
YIPOXKAIOIIMMM OCIOXHEHMSIMU YIAJI0Ch CacTu OJaro-
Japsi BHICOKOMY IMpoeCCUOHAIU3MY U TPYI0II00MI0 Bpa-
yeil. B oTnenenuu paboTaeT BeJIMKOJICITHbBIN CIIeIINaINCT,
Typy JETCKOIl aHeCTEe3MOJIOTUM M peaHuMaluu AHApeit

Hawa uctopus // Our history
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AnexcaHnpoBu4 MrymeHIneB, Ha CYeTy KOTOPOTO COTHU
CITACEHHBIX XXM3HEH 1 BHEAPEHUE CaMbIX ITEPEIOBBIX METO-
UK, HAUMHAS ¢ YCTAaHOBKU TTOJTHOCThIO MMITIAHTUPYEMbBIX
LIEHTPAJIbHBIX BEHO3HBIX KaTeTEPOB U IMOYEUHO-3aMECTHU-
TEJIbHON Tepaluu IPU CEICHCe JO0 3arOTOBKM T'€MOITO3-
TUYECKUX CTBOJIOBBIX KJIETOK U ayTOJIMMOIIMTOB, 2KC-
TpakopriopajbHOro dorodepesa NMpu TIKEJIONH peakluu
«TpaHCIUIAHTAT MPOTUB XO3siMHa». B Hacrosiee Bpems
otneneHueM 3aBenyeT Cepreit Bnagumuposuu bopoBckux,
KOTOPBII CMEHMJI Ha 3TOM IOCTy AJleKcess AHATOJIbeBUYa
Kunemesa. Bce onu TpynsiTcst Ha CBOEM CII0XKHOM TOTIPUILIE
C IPYyrMMHU BpadyaMM-aHECTe3MOJoTaMU-peaHnMaToIora-
mu otaeneHuss MBanom BsuyecmaBoBuuem CMHPHOBBIM
n Anekcanapom MUropeBudem AKOBIEBBIM.

B 2006 r. Ha 6a3e peaHMMALIMOHHOTO OTAEJIECHUST ObLIO
pa3BepHYTO HOBEilllIee HAaMpaBIeHUe — OJIOK TpaHCILIaH-
Tallud TeMOMNOATUYECKUX CTBOJOBLIX KieToK (TIT'CK).
TpaHcIUIaHTAlLIMOHHBIE TEXHOJIOTMH T10 Tepecaake KOCT-
HOTO MO3ra JIeTSIM SBIIsioTcst OpeHaoMm He Toiabko OKB,
Ho M Bcero Ypana. Hamr LleHTp — enmHCTBEHHAsT peruo-
HaJIbHas KJIMHUKA B CTPAHE, TAE BBIIOJHSIOTCS BCE BUILBI
tkaHeBoi TI'CK: ayTojornyHblie TpaHCIUIAaHTALMU AETSIM
C COJIMIHBIMU 3JI0KAYECTBEHHBIMM OITYXOJISIMU U JIUMDO-
MaMM; aJUIOTeHHbIe POACTBEHHbBIE M HepoacTBeHHble TKM
U Tiepu@eprudecKrx CTBOJIOBBIX KJIETOK AETSIM ¢ pedpak-
TepHbIMU (OopMaMM U PeUUIMBAMU TeMOOJACTO30B.
Bonee 50 % Bcex ciiydaeB COCTaBJISIOT HaMOOJIEe CIIOX-
HbI€ TaIUIOUACHTUYHBIC TPaHCIUIAHTAIlUM OT YaCTUYHO
COBMECTUMBIX POICTBEHHBIX MOHOPOB. s TOro dro-
Obl M30eXaTb OIACHBIX OCJIOXHEHUH — OTTOPXKEHUIA
W HETIPYDKUBJICHMS (HEIOCTaATOYHOCTH ) TPAHCTUIAHTATOB —
HCIIOIb3YIOTCSI YHUKAIbHBIC TEXHOJOTMU MX OYUCTKU OT
HeXeJaTeIbHBIX KJICTOYHBIX ITOMyJISLUMA, B TOM YHUCIE
ex vivo IMMYHOMAarHUTHAs CeJIeKIIUs/NeTIeInsl 3arOTOB-
JIEHHOTO KJIETOYHOTO MaTepualia WU in vivo JNeTUielus
¢ BBeJIeHUeM LuKIogochamuaa B 1HU +2—3 1ociie mpo-
LIeayphl TpaHCIUIaHTaluu. Bpayamu Oj10Ka BBITIOJIHEHO
6osiee 350 mepecamok CTBOJIOBBIX KJIETOK, Oosee 60 %
JeTel ¢ HeOIaronpusITHBIMU (pOpMaMM OHKOJIOTUYECKUX
3a00JIeBaHUI BEpPHYJIMCh K HOPMAaJIbHOM XU3HU. TpaHC-
IUTaHTallMOHHas KiauHuKa lleHTpa 3apeructpupoBaHa
B EBponeiickom peructpe TKM (EBMT), eit npucBoeH
yHuKanabHbIi HoMep CIC 884. [maBHBIM crnielMaaIlCcTOM
LlenTpa, oTBewaromMM 3a TpaHCIUIAHTAIIMOHHBIE TEX-
HOJIOTMH, SIBJISIETCS] OMBITHBIN Bpad-AETCKUI OHKOJIOT
Jlapuca BanentunoBHa Baxonuna. ITox ee pykoBoacTBOM
YCIIELIHO TPYAUTCSI MOJIOJIEXb: IETCKHUE OHKOJIOTU AHHA
AnekceeBHa BnacoBa, JIMmutpuit Dnyapaosuy KineBakuH,
remaTosor Mapus CepreeBHa byrycoBa u KTMHUYECKUA
nMmmyHosior Hapesg EBrenbeBHa KocrteHko. Bboibinoit
BKJIaJl B CTAHOBJIEHNE TPaHCIUIAHTALlMOHHOTO HaIpaB-
JICHUSI KIMHUKYA ¢ MOMEHTA OTKPBITUS BHECIAa aHECTE3U-
onor-peannmaroJiior Haranbsa [enHanbeBHa Maiilena.

ImaBHBIM KagpoBbIM pyHIamMeHToM LleHTpa SIBISIIOT-
¢sl BBICOKOIPO(ECCUOHAIbHbIE MEIULIMHCKUAE CECTPhI.
C 1995 1. cecTpuHCKUM KOJUIEKTUBOM OECCMEHHO PYKO-
BoautT CBetinaHa HukonaeBna benkaHoBa, mpodeccro-
HaJIbHBIN TPyH KOTOPOUl OTMEYEH MHOTUMU Ojaromap-
CTBEHHBIMM ITMUCbMaMM U BEAOMCTBEHHBIMU HarpagaMH.
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Jlaboparopust MONIEKYIIPHOM OMOJIOrMU, UMMYHO(E-
HOTUIIMPOBaHUS U MmaroMopdosoruu. B 1993 r. mosBu-
JIOCh TIEpPBOE ITMArHOCTUYECKOE HaIlpaBJIIeHUEe — MMMY-
HOMEHOTUIIMPOBAHNUE OCTPHIX JIEIIKO30B, KOTOPOE CTaIo
YCIIEIITHO pa3BUBAThCs Oiaromapsi IepBoMy Bpauy J1abo-
paropuu LlenTpa k.mM.H. Tarbsine FOpbeBHEe BepxOuiikoii,
YIOCTOEHHO# MOYeTHOTo 3HaKa «OTIIMYHUK 31paBOOXpa-
HeHUsI». BTOpBIM BaxKHBIM JMArHOCTUYECKUM HaIlpaB-
JleHueM, oTKpbIThIM B 1993 . B LleHTpe Ha cpencTBa OT
nepBoro OjaroTBopuresbHOro Benornpodbera TOUR-
Peiper, oprannzoBanHoro npodeccopoM @. Jlammneprom,
ObLIa KJIaccuuecKkasi IMTOreHeThKa. Torma ke mpuHSIT Ha
paboTy U TIepBBI LUTOTeHeTUK Maprapurta Bmagumu-
poBHa CtpuraneBa. OmHUM U3 TIEPBBIX MOJIEKYJISIPHBIX
reHeTukoB Llentpa 6bu1 1.6.H. Cepreii FOpreBuu Kopa-
JIEB, OH 3aHUMAJICA HE TOJBKO JUATHOCTUKOWM JIEMKO30B,
HO U BUPYCHBIMM TrerniaTuTaMu, UMY B 1990-e ronsl ObuIH
3apaXkeHbl MHOTHE JETU C OHK03a00JeBaHUSIMU B CBSI3U
¢ Hebe3omacHBIMUM TemoTpaHchy3usMu. B ator mepuon
J1abopaTOpUIO BO3IJIABISUIA K.M.H. AnekcaHnap EBreHne-
By KombuioB; bopuc Ie6oBuy ApxaHreabCcKuii; Ipo-
deccop Anekcanap IpuropreBuu Ceprees, 3alIUTUBLINIA
B 1998 1. Ha MaTepuaax 1abopaTOPUN JOKTOPCKYIO THUC-
CepTallio, MOCBSIICHHYIO MOJICKYJISIPHO-TEHETUUECKOM
MHUarHOCTUKE OCTPHIX JIEMKO30B y AeTeil; 1.M.H., Ipodec-
cop Cepreii BnagumupoBuy Ca30HOB, IPY y4aCTUHN KOTO-
poro Ha cpexactBa Broporo Benornpodoera TOUR-Peiper
B 1995 . ObUIO cO3MaHO HAaIlpaBlieHME MMMYHOTHCTO-
XUMMYECKOM NMArHOCTUKU 3J0KAaUYeCTBEHHBIX JUMMOM
U Apyrux coiuaHbix omyxosneit. C 2006 mo 2015 . 1a6o-
paToOpuIo BO3IJABISUI K.M.H., TOLEHT Kacdeaphl KIMHU-
YeCKOil J1abopaTOPHOIl AMATHOCTUKM U OaKTEPUOJOTUU
VYI'MY Jleonun Mocudosuu CaBenbeB, B 3TO AeCATUIIC-
THE YHUKaJIbHas TabopaTopHas 6a3a Obljla 3HAYUTEILHO
yCUJICHA 3a CYET BHEAPEHUS IMEePedOBbIX TUAarHOCTUYEC-
KMX HaIlpaBJieHuli B HOBOM 31aHuM LleHTpa.

Konghepenuus «Jleiikoswt evicokoti epynnst pucka». A.M. Ilonos,
M. Jleopucak, T.IO. Bepxucouykas, 2007 e.

Co cTyneHYeCcKoil cKaMbM B J1abopaTOpHOE OTaese-
Hue LleHTpa npuuuiM 2 TaJaHTIMBBIX MOJIOABIX YYEHBIX
Anexkcanap Muxaiinosuu ITonoB n Anekcanap EBrenbe-
Bu4 Jlpyii, B HacTrosiiliee BpeMsl BO3IJIABJISIOLINE BEIY-
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mue HaydyHbele jJaboparopun B ®I'BY «HMUIL ATOU
nM. Imutpus PoraueBa» Munsnpasa Poccuu. C 2015 .
JrabopaTtopueii MONEKYISIPHONM OMOJIOTUN, UMMYHO(MEHO-
TUIHAPOBAHUS U MaTOMOPMOJIOrMY YCIEITHO PYKOBOIUT
n.M.H. Ipuropuii AnatonbeBuu llayp — Bwimarommiics
OpraHu3aTop U TaJaHTIUBLIN cnienmanuct! Ha cuety Ipu-
ropusi AHaTOJIbeBMYA OTPOMHOE KOJMYECTBO HAyUHBIX
myonukamuii, 6onee 90 craTeit B JydImnmx 3apyOesKHBIX
U OTEYECTBEHHBIX XXypHayiaX, Y4eOHbIe TOCOOUS, BBICTY-
IUICHUs ¢ JOKJIaZaMM Ha BEAYIIUX MEXKIYHAPOIHBIX KOH-
depenuusx; paspadborka coBmecTtHo ¢ A.M. TTonmoBbIM
KOHLEMNUIUU MOHUTOPUHIA MWUHUMAIBHOW OCTaTOYHOU
6ose3Hu 111 IpoTokoaoB MLL-Baby u Mocksa—bepnuH.

T.A. Llayp u A.E. Jlpyii 3a pabomoii, 2015 e.

B Hactosiiee BpeMsi B J1abOpaTOpUM HUCIIOJIb3YeTCS
0OJIBIIION aCCOPTUMEHT COBPEMEHHBIX B3aMMOIOIOJIHSI-
IOIIKX JTaOOPATOPHBIX METONOB, TaKUX KaK UMMYHO(de-
HOTUMHMPOBaHUE JICHKO30B U JUM@OIpoandepaTUBHBIX
3aboneBanuit (T.}O. Bepxouukas u 2K.B. Ilepmukun),
MPYDKU3HEHHBIE MAaTOJOrOaHATOMUYECKHEe U MMMYHO-
ructoxumudeckue uccaengoanus (T.B. 3acmaBckas,
I0.A. CutnukoBa u H.J. CopokuHa), KapuOTUIIHPO-
BaHUE KJIETOK KOCTHOTO MO3ra M OITyXOJIEBBIX TKaHEM
(E.A. Hoxpuna u M.B. Crpuranesa), HLA-tunupoBaHue
BBICOKOTO PAa3pelleHUs TOTeHIUAJBHBIX JOHOPOB U Maly-
eHToB (A.C. [leMuHa u Ap.), npeacTaBieHa BO3MOXHOCTb
OLIEHKN 3(P(HEKTUBHOCTU TPVKUBICHUST TPAHCIJIAHTATOB
in vivo METOIOM KalWUISIPHOTO 3JeKTpodopesa; ¢ IOMO-
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LIBIO Pa3JIMYHBIX MOJEKYISIPHO-OMOJIOTMYECKUX METO-
JIOB, BKJIIOYAIOIIMX CEKBEHMPOBAHME HOBOIO MOKOJCHUS
(NGS), usyyaroTcsl TeHeTUYeCKUe BapMaHThI, aCCOLIMM-
POBaHHBIE C JIEMKO3aMU U 3JI0KAYECTBEHHBIMU COJIUIHbI-
MM OITyXOJISIMU Y JeTeil U B3POCIBIX; TPOBOIUTCS OIICHKA
MMHUMaJIbHOM ocTtatouHoit 6o1e3nu (T.O. Purep u mp.)
u MHoroe apyroe. CpelHUM MEIUIIMHCKUM TEPCOHATIOM
JabopaTopum pykoBoaut MapuHa AnekcaHnpoBHa Illar-
KUHA.

BaxHpIM  HampaBieHUEM  SgBJIsSeTCS  0O0paboTKa
TPaHCIUIAHTAllMOHHOIO Marepuajlla B COOTBETCTBUU
¢ MexayHaponHbIMM craHmapTamu GMP. o 2022 t
MPOBOIMJIACH MMMYHOMArHUTHasI OYMCTKA TPaHCIUIAH-
TALMOHHOTO MaTepuaja OT HeXeJaTeJbHbIX IpuMeceit
MMMYHOJIOTUYECKHU aKTUBHBIX KJIeToK (A.W. [ToHomapeB
n XK.B. IlepmMukuH). BoinosHsieTcss mporpaMMupoBaHHasK
HU3KOTeMIIepaTypHasi 3aMOPO3Ka FeMOIIO3TUYECKUX CTBO-
JIOBBIX KJ1IeTOK. OpraHM30BaHO XPaHWIHILIE IS [JUIUTEIbHOTO
M HaJIeXXHOTO XpaHEHUsT TPAHCIUIAHTATOB MPY CBEPXHU3KKUX
TeMIIepaTypax B XKHIKOM a30Te, (PyHKIMOHUPYET OMOOaHK.

IleHTp HAXOAUTCS B TOCTOSIHHOM JBMKEHMU — HOBBIM
TEXHOJIOTMYECKHUM 3TAIIOM €r0 Pa3BUTHSI CTAHET 3aBepliie-
HUE CTPOUTENIbCTBA JHEBHOIO CTallMOHApa U 4-3TaKHOIO
3MaHUsI MAHCHMOHATa JOJIeYMBAHUS I JeTeld C OHKO-
JIOTUYECKMMU U TeMATOJOTMYECKUMU 3a00JIeBAHUSIMMU.
JlaHHOE€ CTPOUTENBLCTBO CTaJI0 BO3MOXKHBLIM OJiarogaps
MOIIePXKKe yupeauTeaei pernoHaabHoro ¢dbonma CBs-
Toil EXaTeprHbBI U CTPOUTENILHOI KOMITAHUM MUTCTPOIA.
OTKpBITUE IMaHCHMOHATAa ITO3BOJUT OPraHU30BaTh KOM-
(opTHOE U BMUAEMUOJIOTMYECKU Oe30macHoe IpedbiBa-
HUE JeTeil BMECTe C POAUTE/ISIMU Ha IIEPUOJ HEOOIbIINX
ray3 B MHTEHCMBHOM IIPOTHBOOITYXOJICBOM JieueHUU. Psin
MalUEeHTOB, KOTOPBIM pa3pelieHo GoJiee CBOOOIHOE Ipe-
ObIBaHUE, CMOTI'YT JIECYUTHCS B YCIIOBUSIX THEBHOTO CTALIM-
OHapa C opraHu3aleil HOYHOro OTIbIXa B TaHCHUOHATE.

Cemunap HOIITO «/lanvhue pecuono», 2021 e.

MHororpanHas aesTeabHoCcTh LleHTpa n claxkeHHas
paboTa Bcero KOJUICKTHBA Tal0T MOJIOKUTEIbHbIE Pe3YyIb-
TaTbl B JICUYCHUM NIETEH W SIBJISIIOTCS TOPHOCTBIO OTeue-
CTBEHHOM MEIUIINHBI.
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Kondepenuusa «FLORES VITAE. leanatpus n HeoHaTtonorus»

7—8 ampena 2023 1. cocrostack XI O6mepoccuii-
ckag koHpepennuss «FLORES VITAE. Ilemmatpusa
1 HEOHATOJIOTHST». B paMKax ceccuu Io AeTCKOM OHKO-
JIOTUM ¥ TEMAaTOJIOTUH TPOILIN BRICTYILUICHUSI BEIYIIIUX
CIIELIMAJIUCTOB I10J PYKOBOICTBOM akameMuka PAH

B.T". [TonsikoBa. COpyKOBOAMTEH MPOrPAaMMHOIO KOMHU-
teta KoHndepenuun — 3aciayxXeHHBI Bpad Poccuiickoit
Ddenepanuu, npodeccop M.H. 3axapoBa oTMeTHIa, 4TO
JIeTCKasi OHKOJIOTMSI M TeMaToJIOTUSl SIBJSIETCS KpaiiHe
BaKHbIM pa3fesioM TMeIuaTpUuu.

Il Likona no AnarHocTuKe U NevYeHu0 peaKkunx onyxonen y aerei

14 ampensa 2023 1. cocrosnace Il Illkoma mo
IWATHOCTUKE U JICYCHUIO PEIKUX OIMYyXOJel y meTeit.
IIIxona mpouna Ha 6aze PI'bY «<HMMUIL onkosornu
uMm. H.H. bnoxuna» MunsgpaBa Poccum B rubpumn-
HOoM opmare. B MepompusITUM TIPUHSUIM ydacTHe
35 moKJIamUYMKOB, B TOM YKCJIE CTICIIMAINCTHI 13 Benmmko-

oputanuu u Kazaxcrana. Bcero B lllkoje yuacTBoBaiu
260 yenoBek (13 HuUX — 117 ouHo). HayuHast nmporpam-
ma Ilxkosnbl Obl1a MOCBSIIEHA OOCYXIEHWIO acMEeKTOB
IWATHOCTUKM, JIEUCHUSI PEOKUX OITyXOoJiell y mIeTe,
BKJIIOYAs TpeACTaBIeHNe MHHOBAIIMOHHBIX XUPyprude-
CKUX TTIOIXOH0B.

Yneuo! POAOI npunsnu yyactue B Cumno3nyme OHKONOros
Pecny6onuku TagXuKucrtaH

28 ampens 2023 . B8 Jdymran6e mpomren CHMIIO3UyM
oHkoJsioroB PecnyOosnuku TamkKuKucTaH ¢ MeXIyHapoa-
HBIM y9acCTHUEM <«AKTyaJbHBIC IIPOOJIEMbI OHKOJOTUM»,
KOTOPBHI OBLIT TTOCBsIIEH 50-1eTrio Kadheapbl OHKOJIOTUHN
oy «ITIMY wum. Abyanmu nouu Cuno», 60-neturo 'Y
POHLI u 90-netuto mpodeccopa b.I1. Axmemnosa.

Mepornpusitue Tpoluio B ruOpuaHoM ¢opmare, OT
yineHoB POJOIN mpo3Bydano 15 ycTHBIX mokiamoB. Ha
CuMIio3myMe OOCYXKIAINUCh BOIPOCHI, TIOCBSIICHHBIC
NUArHOCTUKE U JIEYEHUIO OCTPBIX JEWKO30B, COJMIHBIX
OMyXOoJieil, HEKOTOPBIX HE3JIOKaueCTBEHHbIX 3a00JIeBaHU A
y IETEN.

Yneno! POAOI npunsanu yyactue B Kourpecce SIOP Asia 2023 B EpeBane

15-ii KoHrpecc aszuarckoro rnoapasnejieHus: Mex-
IyHAPOOHOTO oOIecTBa meTckoil onkojornu (SIOP
Asia Congress) cocrosiicst 18—21 mast 2023 . 8 EpeBane
(Apmenust). B 2016 1. mogo6HOE MepONpUSITUE IPOXOIAUIIO
B Mockae. B atom roay ot uieHoB POJIOT npo3syyaio 26

YCTHBIX TOKIAan0B. Takke ObUT MpeacTaBieH OOLIMPHBIN
OIIBIT JIEYEHUS U €r0 OPTaHU3alUU OT BEAYIIUX CIIeIH-
aJIMCTOB TI0 IIUPOKOMY CIEKTpy 3abojieBaHuii. OTBeT-
crBeHHbIi cekperapb POOI ILB. Carosit 6611 y1ocToeH
crunieHnuu «Mononomy yueHomy STIOP».
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IV Hay4Ho-npakTuyeckasa KoHjepeHuus «NHHOBaLUNOHHbIE METOADI
NeYeHns OHKONIOru4ecKux U remaTonorn4yeckux 3abonesaHunii y perei»

19—20 mag 2023 . Ha 6aze HUW JOIuT um. P.M. Top-
6auesoii (1. CaHKT-IIeTepOypr) cocTosutach KOH(MEPSHITNS
«MHHOBaIIMOHHBIE METOABI JICUEHMS] OHKOJOTUYECKUX
U TeMaTOJIOTUYEeCKUX 3a00s1eBaHuli y aeteil». Mepomnpu-

SATHE TIpol1o B rubpuaHom gopmare. Ha Kondepenuuun
00CYKIATUCh BOIPOCHI, MOCBSIIEHHbIE IUArHOCTUKE
U JICYEHUIO OCTPBIX JIEKO30B, COJMIHBIX OMYXOJIeH, psaa
HE3JI0KAaYeCTBEHHBIX 3200JIEBAaHUN Y AeTEH.

Boie3gHoi cemuHap «HoBble TEXHONOruM B AETCKOW OHKONOrUN
U rematonorun: Cuéupckuii heaepanbHblil OKpyr»

25-26 mas1 2023 1. B . KpacHOSIpCK COCTOSLICS BbIE3/I-
Holt cemuHap «HoBBIC TEXHOIOTUM B IETCKON OHKOJIO-
run 1 reMatosiorun: Cudbmpckuit peaepaabHBII OKPYT».
MeponpusTte Tponuio B TUOpumHOM Qopmare Ha
6aze KpacHOAIpCKOTro KpaeBoro KIMHUYECKOTO IIeHTpa
OXpaHBI MaTePUHCTBa W AeTcTBa. B pamkax CeMmHapa

Benymue criermuanuctel HUW JOul” um. akan. PAMH
JILA. lypnoBa HMMII onkonorun um. H.H. biaoxu-
Ha 1 HUM JOIuT mm. P.M. TopbadueBoil BBICTYIIIIN
¢ Hay9HBIMH JokjagaMu. COCTOSTNCh OOCYXKICHME
M KOHCYJIbTalluy MallMeHTOB B oTAeaeHus1X LleHTpa.

EBpasuiickas LLikona geTckoro oHKonora u remarosnora

POIOI' mpomomkaer paboty EBpasmiickoit Illko-
Tl getckoro oHkosora u remaroniora (ELLIJIOT). Lens
EIIJIOI' — oObeauHeHUe crienquanuctoB EBpasun
B 00J1aCTH IETCKOI OHKOJIOTMHI ¥ TeMaTOJIOTHI, 00CYXIe-
HHE CIIOXHBIX KITMHNYeCKUX cirydaeB. C ¢deBpang 2023 .
[Ixoma mpoxoouT OHMAMH 1 pa3 B HeAe IO Ha TIaThopMe
POJOTI. Ecau Bel xoTuTE TIpeACTaBUTh M OOCYIUTH KT -
HUYECKUIA CiTy4yait, mpuchliaiTe 3asBKy Ha mouty POJOT

rodog2020@yandex.ru. Bupmeosamnucek Illkonbl moctymHa
Ha catite POJ1OI" (www.rodog.ru).

OTMeTUM, 4YTO OfHA W3 TMOOEMUTETHHUII KOHKypCa
kmmHMYecKux cirydaeB B 2022 1., Bpau JJOKB (r. PocTos-
Ha-llony) Enena MuxaiioBHa [onoBuHa moceTuna

Konrpecc SIOP Asia B EpeBare B paMKax TpeBell-TpaHTa
ELNAOOT.
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lpaBuna ans aBTOpOB COCTaBNEHbl HA OCHOBE U C yueToM «benoii KHUrK
(oBeTa HayuHbIX pefakTopoB 0 COOJI0AEHNI MPUHLMNOB LIENOCTHOCTH NybnmMKa-
LIl B HayYHbIX XypHanax, o6HoBneHHas Bepcua 2012 r.» (CSE's White Paper on
Promotion Integrity in Scientific Journal Publications, 2012 Update), «EguHbix
Tpe6oBaHUil K pyKonucaM, NpesocTaBnAemMbiM B OMOMEMLMHCKIE XypHaNbl»
(Uniform Requirements for Manuscripts Submitted to Biomedical Journals), pas-
paboTaHHbIx MeXayHapoaHbIM KOMUTETOM pefiakTOpoB MeAMULMHCKIX ypHa-
nos (International Committee of Medical Journal Editors), n «PekomeHgaunit no
NpoBefeHIt0, ONUCAHMIO, PeLAKTUPOBAHMIO U NY6NNKALM Pe3yNbTaToB HayuHOIA
paboTbl B MeJMUMHCKMX XypHanax, Aekabpb 2016» (ICMJE Recommendations
for the Conduct, Reporting, Editing and Publication of Scholarly Work in Medical
Journals, December 2016).

Mpn odopmnennu ctateit ana nybnukauum B «Poccuiicknii xypHan feTckoit
remMaTonorue 1 OHKONOTUW» ClefyeT PYKOBOACTBOBATHCA HUDKECNEAy LM
npasunamu.

1. (ratba fomKHa ObITb Npe/iCTaBneHa B NEKTPOHHOM Buze (TEKCT CTaTby Co
CNUCKOM IUTEPaTypbl, TabnuLbl, rpadukm, pUCYHKI, NOANNUCK K PUCYHKAM, pe3iome).

LWpndT — Times New Roman, 14 nyxkToB, yepe3 1,5 uHTepBana. Bee cTpanuupl
JAOMKHbI ObITb NPOHYMEPOBaHI.

2. Ha nepBoii cTpaHuLie JOMKHO BbITb YKa3aHO: Ha3BaHWe CTaTbU, UHULMANbI
1 Gamunum BCex aBTOPOB, NONHOE Ha3BaHUe yupeXxaeHua (yupexxaeHnit), B KoTo-
pom (KoTopbIX) BbiNoNHeHa paboTa, ero (Mx) NONHbIA aApec € yKa3aHMeM UHAeKca.
0643aTenbHO yKa3bIBALTCA, B KaKOM yupex<ieHni paboTaeT Kax blii 3 aBTOPOB.

(raTba JOMKHA ObITb NOANKCaHa BceMu aBTopamu. 0653aTenbHo NpesjocTaBe-
Hue uHdopmaum 060 Bcex aBTopax Ha Pycckom M aHINIACKOM A3bIKaxX: Gamunns,
UM, 0TYECTBO MONHOCTbIO, KOHTAKTHbIE TeneoHbl, paboumii appec ¢ ykasaHuem
UHAEKCA, GaKC, afpec INEKTPOHHON MOYTbl, 3aHUMaemble JOMKHOCTY, yueHble
creneHn 1 38aHua, ORCID, ResearcherlD, SPIN-kop. Mpu otcytcTBum Homepa ORCID
ero HeoOXoANUMO MONYYMTb, 3aperucTpUpoBaBLUMCh Ha caiite https://orcid.org/.
OTpenbHo HeobXoAnMMO OTMETUTb aBTOpa (aBTOPOB), C KOTOPbIM pefakuua bymet
BeCTU nepenucky. Takxe HeoOXOANUMO 3anonHUTL pasfen «Bknap aBTopoB» (paspa-
60TKa u3aiiHa CTaTbi, CO0P AAHHDIX, aHANM3 HAYYHOrO MaTepuana, aHanu3 nony-
YeHHbIX laHHbIX, 0630p Ny6nMKaLyil No Teme CTaTby, NOAFOTOBKA CMIACKA NUTEpaTy-
pbl, HanKcaHue TeKCTa pyKONUCK, COCTaBEHIe Pe3ioMe, HayuHaA pefakLma CTaTby,
MOATOTOBKA BU3yaN3aLlv NALMEHTOB 1 T. [1.), a TaKXKe NPeAOCTaBUTb UHHOPMALIo
0 KOH(IMKTE UHTEPECOB M GUHAHCMPOBAHMN — HA PYCCKOM 1 QHTIINIACKOM A3bIKaX.
B pasgene «bnarogapHocTi» MOXHO YKa3aTb JItoeid, KOTopble y4acTBOBaNM B pabo-
Te Hafj CTaTbeil, Ho He ABNAKTCA ee aBTOPamu.

3. 06bem cTateil: opuriHanbHaa CTatbA — He Gonee 18 cTpaHuy; onuca-
Hue OTAeNbHbIX HabniofeHuii, 3aMeTKI U3 NpaKTUKM — He 6Gonee 7 CTpaHuL;
0630p nutepatypbl — He Gonee 25 cTpaHul; KpaTkue co0bLieHMA W MUCbMA
B PEAAKLMI0 — 3 CTPaHWLbI.

(TpyKTypa OpUrMHANbHOIA CTaTbU: BBEAEHNE, LeNb UCCNEL0BAHNA, MaTepHabl
1 MeTOZbI, pe3ynbTaTbl UCCNIEA0BAHIA U X 0OCYKAeHNe, 3aKNtoueHme (BbIBOABI).

K cTatbam J0mKHO ObITb NPUNOXKEHO pe3tomMe Ha PYCCKOM UM aHTNiicKom
A3blKax, OTpaxalolee cofepxaHue paboTbl; ANA OPUTUHANBHBIX CTaTell — CTPYK-
TYpMPOBaHHOE pe3ioMe (BBeAeHUe, MaTepuanbl U MeToAbl, pe3ynbrathl U T. f.).
06vem pesiome — 1500—-5000 3HakoB ¢ npobenamu. KonuuecTo KioyeBbix (OB
JIOMKHO COCTAaBNATL 0T 5 Ao 12.

3anpelyaetca ny6nukoBatb Niobyio MHGOPMALMIO, MO3BONAILLYI0 UAEHTUOM-
LMpoBaTb 601bHOTO (yKa3blBaTb €ro MA, UHULMANbI, HoMepa UCTopuii GonesHn Ha
dotorpaduax, npu cocTaBneHNN oNUCaHNiA KNMHUYECKX CTyYaeB), 3a UCKNHOYEHN-
eM Tex ClyyaeB, KOTa OHa NpefCTaBnAeT GONbLUYI0 HAYYHYIO LieHHOCTb W 6onb-
Hol (ero pouTeNy UKW ONeKyHbI) AN Ha 3T0 NUCbMEHHOE Cornaciie, 0 Yem cefyet
€0061LaTb B TEKCTe CTaTbl.

4. WnniocTpaTuBHbIiA MaTepuan:

+ doTorpadum AoMKHbI ObITb KOHTPACTHBIMI; PUCYHKI, TPAdUKK 11 Anarpam-
Mbl — YETKUMY;

« QoTorpaduu npeacTaBAANTCA B OpUrMHaNe WAW B NEKTPOHHOM BuAe
B dopmarte TIFF, JPG, CMYK ¢ pa3peLueHunem He meHee 300 dpi (Touek Ha Atoiim);

« BCE PUCYHKM JOMKHbI ObITb NPOHYMePOBaHbI U CHabXeHbl NOAPUCYHOUHbI-
MU MOANMCAMU Ha PYCCKOM M QHTTIMIACKOM (10 BO3MOXKHOCTH) A3bIKax. Ha pucyke
YKa3bIBAIOTCA «BEPX» U «HU3»; ParmeHTbl pUCyHKa 0003HAUaIOTCA CTPOYHBIMA
bykBamu pycckoro andasuTa — «ax, «6» u T. . Bce cokpalyeHus un 0603HaueHus,
MCNONb30BaHHbIE HA PUCYHKE, AOMKHDI ObITb pacluMdpoBaHbl B MOAPUCYHOUHOIA
noanucy. TekCT pUCyHKa AoMmKeH ObiTb NepeBe/ieH Ha aHTMACKNIA A3bIK;

+ Heo6X0ANMO NpefoCTaBUTL COracke PoauTeNeii/naLneHTa Ha UCMoNb3o-
BaHWe MHOpMaLMK, B TOM uucie oTorpaduii pebeHKa/mawneHTa B HayuHbix
NCCNefoBaHNAX u nybauKauuax;

« BCe Tabnuubl JOMKHbI ObITb MPOHYMEpOBaHbI, UMeETb Ha3BaHue. Bce
COKpaLLieHna pacumdpoBbIBaloTCA B NpuMeyaHnm K Tabnuue. Ceayet nepesectu
TEKCTOBbIE JJaHHbIe Ta0ANLbI HA AHTTUACKNIA A3bIK;

2023

+ CCHUTKM Ha TabnuLibl 1 pUCYHKVM NPUBOAATCA B HAANEXALLWUX MeCTax no TeK\
CTY CTaTbU B KPyrAbIX ckobKax (puc. 1, 7abn. Tu . 4.).

5. EquHunupl uamepennii aatorca B CU. Bee cokpalyeqns (ab6pesuatypbl) B Tek-
(Te CTaTby AOMKHbI ObITb NOAHOCTbIO PaClLMPOBAHBI MIPU NepBOM ynoTpedneHuy.

Ha3BaHuA reHoB BbIAeNAKTCA KYPCMBOM, Ha3BaHUA O€NKOB NULLYTCA 06bIY-
HbIM LWpUhTOM.

6. K cTatbe pomkeH ObiTb MPUNOXKeH CMNCOK LUTMPYEMOIl NuUTepaTypbl,
B KOTOPbIil BKNIOYAIOTCA TONBKO PeLieH31pyeMble UCTOYHMKN (CTaTbi U3 HayYHbIX
XKYPHAI0B 1 MOHOTPaduu), ynoMuHaloLneca B TekcTe. HexenatenbHo BK0YaTh
B CTIMCOK IUTepaTypbl aBTopedeparbl, Ancceptauym, yuebHukm, yuebHble nocobus,
[0CTbl, maTepuansl, ony6nukoBaHHble B pasnnuHbix COOPHUKaX KOHdepeHLuil,
Cbe3/0B U T. ., MHPOPMALMIO € CAINTOB, CTAaTUCTUYECKIE OTYETbI, CTaTbi U3 raser,
610roB 11 pa3nnyHbIX CaiiToB. 0GOPMAAIT CNUCOK CnedytoLLnm 06pa3om:

* CIMCOK CCbINOK MPUBOANTCA B NOPAAKE LUTPOBAHNA. Bce NCTOUHNKM AOMKHDI
ObITb NPOHYMepOBaHbl, @ WX HyMepauua — CTPOr0 COOTBETCTBOBATb HymepaLuy
B TekcTe cTaTb. (Cbinky Ha HeonybaMKoBaHHbIe paboTbl He AOMYCKAKTCA;

« 1A KaXA0T0 UCTOYHNKA He0OX0AMMO YKa3aTb GaMuani 1 MHULMANbI BCeX
aBTOPOB;

« NPV CCbISIKE Ha CTaTbU U3 XYPHAJIOB YKa3blBAOT TakKe Ha3BaHue CTaTbl,
Ha3BaHue XypHana, rof, Tom, HOMep Bbinycka, Homepa CTpaHuL. Bce ccbinku
Ha XypHanbHble nybaukaunm gomxHbl cofepxatb DOI (Digital Object Identifier,
YHUKaNbHbIA LUdpoBoii naeHTudukatop cratbin B cucteme CrossRef) unn PMID
(kog cTatbi B PubMed). MpoBeputb Hanuume DOI cTaTbk MOXHO Ha caiiTax
https://search.crossref.org unu https://www.citethisforme.com. [lna nonyyexua
DOI Hy»Ho BBECTYU B NOMCKOBYIO CTPOKY Ha3BaHWe CTaTbll Ha aHTNCKOM A3bIKe;

« NP CCbINKe Ha MOHOrpaduy yKa3blBAKT Takke MOMHOE Ha3BaHWe KHUTW,
MeCTO U3[aHNA, Ha3BaHWe N3aaTenbCTBa, rof U3faHus;

* PV CCbITKe Ha fiaHHbIe, NOyYeHHble U3 HTepHeTa, YKa3biBakoT 31eKTPOHHbIIA
afpec LMTMpyeMoro UCTOYHIKa, Hanpumep: fleTckan oHKkonorus: 75 % fieTeli Bbi3A0-
paBnuBatT. [InekTpoHHblit pecypc]: https://www.rakpobedim.ru/forum/blog/38/
entry-19 (nata obpawenua 20.08.2018). [Pediatric oncology: 75 % of children
recover. [Electronic resource]: https://www.rakpobedim.ru/forum/blog/38/entry-19
(appeal date 20.08.2018). (In Russ.)].;

+ N0 npaBunam, yuntbialowmum TpeboBaHna Web of Science u Scopus,
6ubnuorpaduueckne CNUCKM BXOAAT B aHIMOA3bIYHbIA ONOK CTaTbin 1, COOT-
BETCTBEHHO, JOMKHbI ObITb MepeBefeHbl Ha aHMNIACKII A3bIK. AHFI0A3bIYHAA
yacTb 6MbnMorpaduueckoro oMMCaHNA CCbINKM pasMeLLaeTca HenocpeACTBEHHO
noce PyCcKoA3bIYHOM YacTi B KBajpaTHbIX ckobkax. Hanpumep: [Korman D.B.
Fundamentals of antitumor chemotherapy. M.: Prakticheskaya meditsina, 2006.
512 p. (In Russ.)] unu [Osipova A.A., Semenova E.V., Morozova E.V. et al. Efficacy
allogeneic hematopoietic stem cell transplantation with different conditioning
regimens in pediatric myelodysplastic syndrome. Rossiyskiy zhurnal detskoy
gematologii i onkologii = Russian Journal of Pediatric Hematology and Oncology.
2017;4(2):70-7. (In Russ.)].

« Bce ccbinkv Ha nuTepaTypHbIe UCTOYHNKN B TEKCTe CTaTby NeyaTaloTca apab-
CKuMK Ludpamu B KBaapaTHbIX ckobkax (Hanpumep, [7]).

+ Konnyecto uutupyemblx pabot: B OpurnHanbHbix CTatbax He Gonee 20—25
CTOYHIKOB, B 0630pax NuTepaTypbl — He 6onee 60, B nekuuax — He bonee 15.

7. MpepcTaBnexne B pefaKLmio paHee onmybanKoBaHHbIX CTaTedt He A0MYCKaeTCA.

8. Bce cTatbu, B TOM Ynciie NOArOTOBNEHHbIE ACMMPAHTAMU 1 CONCKATENAMM
yueHoli CTeneHn KaHAMAaTa Hayk no pesynbratam COBCTBEHHBIX CCIEAO0BAHMIA,
NPUHUMAIOTCA K neyaTit becnnatHo.

(tatby, He COOTBETCTBYHLME AaHHBIM TPeOOBAHNAM, K PacCMOTPeHUI0 He
NpUHUMAIOTCA.

Bce noctynatowme ctatby peuensupytotca. lpucnaxHble mMaTepuanbl 0bpar-
HO He BO3BPaLLATCA.

ABTopbI, Ny6AMKYIOLLMe CTaTbI B XypHane, COrNALLAKTCA Ha CepyloLLee:

+ aBTOPbI COXPAHAIOT 3a 060/ aBTOPCKMe NpaBa v NPeAoCTaBNAIT XypHany
npaBo nepBoil nybnukaumun pabotbl, KOTOpas No ucTeyeHnn 6 MecaLeB nocie
nybnukaumn aBTomaTnyeckn nuueHsnpyerca Ha ycnosuax Creative Commons
Attribution License, KoTopas no3BonsAeT Apyrum pacnpocTpaHATb faHHyt paboTy
€ 00A3aTeNbHbIM COXpaHEHMEM CCbINIOK Ha aBTOPOB OPUTHHAMBbHOI PaboTbl v opu-
TUHANbHYI0 NYONNKALMIO B 3TOM XypHane;

+ aBTOPbI MMeIOT NPaBo pa3meLlaTb cBoto paboTy B ceTn WHTepHeT A0 u BO
Bpems NpoLiecca pacCMOTPEHKA ee PefakLyeil XypHana, TaK Kak 3T0 MOXeT npu-
BECTU K MPOAYKTUBHOMY 00CYXaeHMI0 11 GoNbLLeMy KONMYECTBY CCbINOK Ha JaH-
Hyto paboty (cm. The Effect of Open Access).

Penakuua octaBnAeT 3a coboil NpaBo Ha pefakTMPOBaHue CTaTeli, NpeACTaBs-
NeHHbIX K mybaunkauum.

ABTOpbl MOTYT Mpucbinatb CBOM MaTepuanbl Ha 3NEKTPOHHbI aapec
info@nodgo.org c 0643aTeNbHbIM yKa3aHeM Ha3BaHUA XypHana. /
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HA ®OHE TEPANUU KOCEAYTO®:
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PROS

(PIK3CA related overgrowth spectrum)

CnekTp CMHAPOMOB M3BLITOYHOrO PA3PACTAHMUS TKAHEH,
accoumnporaHHbix ¢ mytauuen PIKSCA

PROS BkAIOMAET COCYAUCTbIe MAABCOOPMALUK U APYTUE MHOTOYUCAEHHDBIE MOPOKHU
pasBUTUSA, PA3BUBAIOLLLUECS B pe3yAbTATE MyTauuu B reHe PIK3CA. MyTauuu reHa
PIK3CA BO3HMKAIOT HO PAHHUX CTAAUAX SMOPUOHAABHOIO PA3BUTUSA U MPUBOAAT

K NOBbILLEHHOW aKTUBALMU pochATUAMAMHO3ZUTOA-3-KkuHasbl (PI3K), koTopas

CTUMYAUPYET POCT U AEAEHUE KAETOK'.

CumnTombl PROS!

MakpoAaKTUAUS

Femurunepnaasus

MbiWweYHas remurunepTpodcus

UHUALTPUPYIOLLUIA AMMIOMATO3 AMLLA

CLOVES

MeraaaHuedoaaus

CocyaucTtble MaAbchopMaLUmn

MopaxxeHue KoXu
3AnuAEepMaAbHbIi HEBYC
Ceb6opeiiHbiii kKepaTos
AobpokayecTBeHHbIN
AMXEHOMAHBIA KepaTo3

AnarHocTuka PROS

OcAoXxHeHusa PROS?

MNCUXOAOTU4HECKHUE NMPOBAEMbI
KPOBOU3AUAHUA U DMBOAUS

COCYAUCTBIE MAAbPOPMALLUU

HEBPOAOINYECKUE HAPYLUEHUSA
XPOHUYECKASf BOAb
3AAEP)XKA PA3BUTUA
PYHKLLUOHAADbHbLIE HAPYLUEHUSA
CKEAETHBIE HAPYLLEHUA

MNOBEPXHOCTHbIE UHPEKLLUU

MoAeKkyAIpHO-reHeTH4eCcKas AMArHocTuKa cuHapoma PROS y aeTeit npoBoauTca B PTBHY «Meau-
KO-reHeTM4eCKHii Hay4Hbli LeHTP umeHu akasemuka H.M. boukosan u B #TbY «tHMULL oHkoAOrUM UM.

H.H. NeTpoBan M3 P®.

B ®IBHY «tMeAUKO-reHeTUMEeCKMIH HayYHbIM LLEHTP UMEHM
akaaemuka  H.Ml. BboykoBan  MOXHO  3AMMUCATLCH
HQ MEAMKO-TEHETUHECKYIO KOHCYABTALLMIO U/UAM NEpeAQYy
oBpa3LLOB TKAHW M3 O4ara MOpaXeHws no e-mail:
semenova@med-gen.ru K Bpady-reHeTnky CemeHOBOM
HataAmm AAEKCOHAPOBHE.

KOHCYABTALMS 1 MOAEKYAIPHO-TEHETUHECKOE TECTUPOBA-
HUE AAS TPODKACQH PP BeCnAQTHDI.

A5 onpeaeAeHns mytaumm reHa PIK3CA B TBY «HMMUL,
oHkoAorum UM. H.H. NMetposan M3 PP HeoBXOAMMO CBA3ATh-
ca € pedepeHC-LEHTPOM  MATOMOPADOAOTMHECKMX,
MMMYHOTUCTOXMMMHECKMX,  MOAEKYAIPHO-TEHETUHECKMX
M AYYEBbIX METOAOB MCCAEAOBAHWUM MO TeAedOOHY
+7-812-439-95-28 1A no noyte: mol.oncology@gmail.com
M HO3HQYUTb BPEMS MPUE3AQ Kypbepd AAS 3a60pa napa-
OUHOBOTO BAOKQA C TKAHBIO M3 O4ArA MOPCXKEHMS.
MccAeAOBAHUE MPOBOAMTCS BECMAATHO B PAMKAX HAY4HOM
nporpammil LeHtpa.

AocTaska 1 Bo3BpaT 06pasu,a TKAHM KYpbepOM NPOBOAATCSA 6eCNAATHO No BCcel TeppuTopuu PP,

1. Canaud G. et al. Orphanet J Rare Dis. 2021 8;16(1):306. 2. Hughes et al., Curr Opin Pediatr. 2020;32(4):539-546.

TOABKO AAS MEAMLIMHCKMX M DAPMALLEBTUYECKMX PABOTHMKOB. AAS paCTPO-
CTPAHEHMA B MECTAX NPOBEAEHUA MEANLIMHCKUX AU CbOpMOLLeBTI/HeCKMX
BbICTOBOK, CEMWHAPOB M MHbIX MOAOGHbIX MEPOMPUATUIA.
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