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Kputepuu NIH 2014 no oueHKe XpoHunyeckom PTMX"2

I'O'I
i

OueHKa NpoBOAUNTCS MO BOBNEYEHUIO
N TAXKECTU NOPaAXKEHUS
8 opraHoB U1 YYaCTKOB

JTnxeHouabl B MONOCTU pTa
O6nuTepUpytoLLNM 6POHXMONNUT

NMuxeHouabl, NonKunogepma,
cKrepogepmms

CTPUKTYpPbI MULLEBOAbI

NTnxeHouabl Ha CAU3UCTbBIX
060/104Kax NOoBbIX NyTeN,
py6LueBaHMe BnaranuLla Unmv ypeTtpbl

DacLMUT, KOHTPAKTYPbl CYyCTaBOB
BCMleACTBME CKeposa

OueHkKa cteneHu Tsxectu XPTIX?

=3
A4

OueHKa BapbupyeTcs
oT O (oTcyTCcBME nopaXxeHus)
A0 3 6annoB (TsHkenoe nopaxeHue)

CyXOCTb, 3yA, KOHbIOHKTUBUT, KepaTonaTus
CyxocCTb, MyKoLierne, aTpodus, 93Bbl
BpoHxmnonut no gaHHbiM MCKT

JenurmMeHTauus, WwenyweHue, oHmxogmctodus,
NN3UC NNIAaCTUHOK, anoneuud, ce6opes

MNoBbleHMe obLero 6unupyeuHa,
wenoyHom pocdaTtasbl

pPOo3umKn, TPELLMHDI, A3BbI

Mwuo3uT, cnabocTtb

' Jlerkas O 1-2 opraHa (Mckn4Yasa Nerkme) ¢ mopaxkeHuem B 16ann

O =3 opraHoB c nopaxkeHuem B 1 6ann
1 opraH c NnopaxkeHmem B 2 6anna

(0]

YMepeHHad

O TMopaxkeHue nerkumx - 1 6ann (OMB1 60-79% mnu ogbilLKa NPV NogbeMe)

(o]
Tarxenaqa >] opraH c nopa)xeHmem B 3 6anna

MNoparkeHme nerkmx =2 6anna (OPB1 40-59% mnu oAblllKa Npu xoaob6e)

PTMX — peakums «TpaHcnIaHTaT-npoTue-xo3anHar; NIH (National Institutes of Health) — HaumoHanbHble MHCTUTYThI 3APaBOOXPAHEHMS; X — XpoHUYecKas; YXKT — »enyAouHO-KMULLEYHbIM TPAKT; 6/X — 6UOXUMUYECKIL;

ODB1 — 06beM GOPCHPOBAHHOMO BbIAOXa 3a NePBYIO ceKyHAy; MCKT — MynbTUCnnpanbHas KoMnbioTepHas ToMorpadus.
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PaHHSA19 nocTaHOBKAa AMarHo3a u cBoeBpeMeHHoe Ha4vano
Tepanuu urpaeT pewialoLlyto posb npu nepsuydHom Ml

MOXET AEBIOTUPOBATbL B JTIOBOM BO3PACTE

MepBuyHbIY 1T Yalle Bcero 4ebTrpyeT Ha NepBOM roay
XKM3HM, HO TaKXoke MOXET Pa3BUTbLCH Y MOAPOCTKOB 1 B3POC/IbIX™?

IFNy UTPAET KJ/TIOMEBYIO POJ1b
B NMATOIEHE3E NMEPBNYHOI'O '

IFNy — LueHTpanbHOe 3BEHO UMTOKMHOBOIO «LLITOPMa»,
NpY KOTOPOM HEKOHTPOIMPYEMOE BbICBOOOXAEHME
NPOBOCNANUTENbHBIX LUTOKMHOB MNPUBOANUT

K rmnepaxkTMBaLmnm MoOHoUMTOB / Makpodaros?

NMepBuyHbIN 1T 6bICTPO Nporpeccupyer
n 6e3 neyeHUa NPUBOQMUT K NieTaflbHOMY ncxogy'

MEPBUYHbIA I TPEBYET HESAMEJTUTE/IbHbIX AENCTBUA

Bes CBOeBpPeMeHHOIro guarHosa 1/ tepannm MmeguaHa BbDKMBaAeMOCTU MNalMeHTOB C NepBUYHbLIM rar
He npeBblllaeT 2 MeCSfILIEB1

MHOIOOBPA3ME CUMINTOMOB MNEPBUYHOI O NI BATPYAHAET MOCTAHOBKY AMATHO3A™

BbINMOJIHEHHWE 5 U3 8 KPUTEPUEB I'J1r HEOBXOA4WUMO A4/151 YCTAHOBJ/IEHUSI AUATHO3A>¢
v Nuxopapaka > 38,5° >7 gHei

VI CnneHomeranusa >3 cM U3-nof Kpas peGepHoin ayru

/I Liutonenus c BoBreYeHneM 2-x U 6o5iee POCTKOB KPOBETBOPEHUS

e remorno6uH <90 r/n
o TpomGoLmThl <100x 10%/n
o HerTpodbunbl <1x10%/n

MmnepTtpurnuuepungemus (=2 Mmmons/n) n/mnn runogunépuHoreHemuns (<1,5 r/n)
FemoharoymTos (KOCTHbIN MO3r, NIMKBOP, MMM aTnyeckme yanbl)
AkTnBHOCTb NK-K/1ETOK CHUXEHA MK He onpeaenseTca

[MoBbiweHWe ypoBHA heppuTmHa 2500 mkr/n

N N B ®H

MoBbiweHne ypoBHA sCD25 >2500 Ea/n (sCD25 = pactBopumas chopma peuentopa IL-2)

I = remocparoumTapHbIin TMMGOrMCTUOLUTOS

1. Jordan MB, Allen CE, Weitzman S, Filipovich AH, McClain KL. How | treat hemophagocytic lymphohistiocytosis. Blood. 2011;118(15):4041-4052. doi: 10.1182/blood-2011-03-278127. 2. Lehmberg K,
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Yeaxncaemvie koanecu!

ITpuMuTe HaIIM caMBle MCKPEeHHNE TTO3apaBIeHIsT ¢ MeXXIyHapOoIHBIM XXKeHCKUM JHEeM 8 MaprTa!

Bamr Bkyag B 3mpaBooxpaHeHHWe HeolleHUM. BEI IposiBIisseTe BhICOYAMINNIT TTPOMECCUOHAN3M, IMITATHIO U TIpe-
JIAHHOCTb JIeJTy, €XKeTHEBHO 00eCTieunBasi KaYeCTBEHHYIO MEAMIIMHCKYIO ITOMOIIb 1 criacast )ku3HKu. COrIaCHO TaHHBIM
MunuctepcTBa 3apaBooxpaHeHust Poccuiickoit @enepanun, 6ojiee 70 % Bpadeil B cTpaHe COCTABISIOT XKEHIIUHBI, YTO
MOAYEPKMUBACT Ballly KJIIOYEBYIO POJIb B CUCTEME 31PAaBOOXPAHEHMSI.

BbI He TOJIBKO YCIEIIHO CIIPaBIsieTeCh C MPOGhECCUOHATIbHBIMU 00SI3aHHOCTSIMU, HO U SIBJISIETECh 0OPa3LIoM MYyIpO-
CTH, TePIICHUS W 3a00THI, BIOXHOBIISISI BCEX HAC CBOMM IIPUMEPOM.

[To3BoJIETe BBIPA3UTH TITYOOKYIO TIPU3HATEIBHOCTD 3a Balll CAMOOTBEPIKEHHBIN TPYI M MPEeIaHHOCTh TTPOdECCUN.
ZKenaeM BaM KpEINKOTO 3M10POBbsI, 0J1aronory4dust, mpodecCuoHaNIbHBIX YCIIEXOB U HEMCCIKaeMoi sHepruu!

C nHauaywwumu noxcesanuamu,
pedaxuus PKJ[Tu0O
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(PIK3CA related overgrowth spectrum)

CnekTp CMHAPOMOB U3BLITOYHOTO PA3PACTAHMUS TKAHEH,
accounmposaHHbix ¢ mytauneint PIK3CA

PROS BKAIOHAET COCYAUCTbI€ MAABCOOPMALUU U APYTHME€ MHOTOYUCAEHHbIE NOPOKHU
pPAasBUTUSA, PA3BUBAIOLLLMECS B pe3yAbTaTe MyTauum B reHe PIK3CA. MyTauum reHa
PIK3CA BO3HMKAIOT HQ PAHHUX CTAAUAX SMOPUOHAABHOIO PA3BUTUSA U MPUBOAAT

K NOBbILLEHHOMK aKTUBALMU POCPHATUAUAUHOZUTOA-3-kuHa3bl (PI3K), koTopas

CTUMYAUPYET POCT U AEAEHHUE KAETOK'.
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NCUXOAOTMYECKHUE MPOBAEMDbI
KPOBOU3AUAHUA U DMBOAUS

COCYAUCTBIE MAAbPOPMALLUU

HEBPOAOTUM4ECKUE HAPYLLEHUA
XPOHUYECKAS BOAb
3AAEP)XKA PA3BUTUA
$PYHKUNOHAABHbIE HAPYLUEHUSA
CKEAETHbIE HAPYLUEHUA

MNOBEPXHOCTHbIE UHPEKLLUU

MoAeKyAIpHO-reHeTu4eckas AMArHocTuka cuHapoma PROS y aeTen npoBoautcs B PIBHY «Meau-
KO-FTeHeTUYECKUMA HAYYHbIA LLeHTP umeHu akasemuka H.M. boukosan u B PrbY «HMULL, oHKOAOrMU UM.
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CocTosnue oHkonoruyeckoii nomowu B Poccuu:
BbXuBaemocTtb feteil (0-14 nert). MonynauuoHHoe nccneaoBaHune
Ha ypoBHe theaepanbHoro okpyra. Yacto li

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

Axmyaavnocmo. B 2021 .  yeaom no Poccuu 6viau yumenwvt 2998 demeii (0— 14 a1em) ¢ duaenosom «310KauecmeeHHoe H08000pa308anue»
(3HO), 6 Cesepo-3anadnom gpedepanvhom oxpyee (C3P0O) — 290. [lokazamenu 3a6oresaemocmu demeil 6 yeaom no cmpane u 6 C300
oauzku — coomeememeenno 11,6 u 12,7 na 100 000, umo no3eonsem nam HaAwiu pactemsl GbIICUBAEMOCMU Oemell no 0aze OAHHbIX
(Bl) nonyasyuonnoeo paxoeoco peeucmpa (IIPP) C3DO pacnpocmpanumse na ecto Poccuro. C3PO Poccuiickoi Pedepayuu (PD) —
eduHcmeeHHblll 8 cmpane, ede cozdan [1PP, pabomarowjuii no mescoyHapooHsim CManoapmam u UCHUCASuUN NoKasameau Habawdaemoi
U OMHOCUMENbHOU 8bIICUBACMOCTU.

C 1994 2. Mmbl noay4uAU 603MOJNICHOCHb UCHUCAAMb NOKA3ameau vlcueaemocmu 60avubix co 3HO moavko no Cankm-Ilemepbypey na
ocHose bJ[ cozdoannoeo namu nepsoeo 6 Poccuu I1PP, pabomaroueeo no mexcdynapoonvim cmandapmam.

K ¢hespanio 2019 . ovina cpopmuposarna yoce eounas bJ] IIPP ecex aomunucmpamuernvix meppumopuii C3®0 PD, umo no3eoruno
CYUeCmBeHHO PACUUPUMb B03MONCHOCMb U3YHEHUsl 3AKOHOMEPHOCHell PACAPOCMPaHeHHOCmU U dpgexmusHocmu neveHusi 60AbHbIX CO
3HO (8 mom uucae u no peokum noxaruzauusm 3HO), k komopvim omuocumes: u demckoe Hacenerue (0—17 aem), ocobenro, Koeda
MblL NbIMAEMCS UCCAe008aMb OeMANbHYH) A0KAAUSAYUOHHYIO U 2UCTNOA0SUMECKYI0 CIMPYKIYPY onyXxoaell omdeavHo oas demeil (0— 14 nem)
u noopocmiog (15—17 nem).

1leaw uccaedosanus — uzyuumeo 3¢hghpekmueHOCMb NPOBOOUMBIX 8 CIPAHE NPOMUBOPAKOBLIX MEPORPUAMULL nymeM pacuema 006eKmUeHbIX
nokazameneii o MedCOYHAPOOHbIM CIMAHOApmMam — 00HO- U S-nemuell eviicueaemocmu demeii (0— 14 nem), 3a6oreéuux 3HO, no écem
8UOAM HOB000PA308AHULL U NO OMOCAbHBIM AOKANUZAUUSM ONYXOACI.

Mamepuaaot u memoodst. Mamepuanom uccaedosanus 6vira cozoannas bJ 6oavrvix co 3HO C3D0 PP obsemom b6oaee 1 man 450 moic.
Habaro0eHuil, 8 MoM uucae eka4as demckuil konmuneenm — 6oaee 5000 ucmopuii 60ae3uu, cobpannsix 3a nepuod ¢ 1995 no 2021 e.
C3D0 PP pacnonaeaem uucaennocmoto Hacenerus 13,9 man uenosex, umo boavute, yem Hacenerue beaopyccuu, Jlameuu u dcmonuu emecme
83amoix. Yucaennocms demckoeo nacenenusi cocmagasem oonee 2,5 man. Boiycusaemocmu noopocmkos (15— 17 nem) 6yoem nocesujena
Hawa caedyowas cmamos. Hcnoav3oeans: cmanoapmusie Memoosl pacdema nokasamenei, pekomeHoosanHvle MescdyHapodHoi
accoyuayuetl paKoswix pecucmpos 045 dnudemuosoeudeckux uccaedosanuii (npoepamma Eurocare).

Pesyasmameot. [Iposedennoe uccredosanue nokazaro pocm nokazamens 00HoAemHel @vicusaemocmu 00abHbix Oemetl (0—14 aem)
¢ 82,400 89,0 % c 2000 no 2021 a., uau na 8,0 %, 5-nremueii — ¢ 66,7 do 70,5 % c 2000 no 2017 2., uau na 5,7 %, ¢ 6o1ee 6bicokuM yposHem
014 desouek. B HAUUOHANbHBIX UeHMPAX pe3yabmamyl Aevenus demeil, 6oavhbix 3HO, ewe viuie, 00HAKO HAM 8AXICHA OOCMYNHOCHb
K CO8DEeMEHHbIM Memo0am AeveHus oemeil 1000 AaOMUHUCMPAMUBHOL MEPPUMOPUL.

Boteodst. Bnepsvie 6 Poccuu nokaszana sggexmuernocnms nposooumblx npOMUEOPAK08biX MepONpUIMULL 8 OPeaHU3AUUU OHKOA0UHECKOLL
nomowu demsam Ha yposre gedepanvroeo okpyea bonee yem no 10 rokaruzayusm 3HO 3a dnumenvhbiii nepuod Hadaroderus.

KioueBble cioBa: 3j0KauecTBeHHbIe HOBOOOpasoBaHust, netu (0—14 jeT), BbIKMBAEMOCTb OOJIbHBIX, CTanusl 3a00JieBaHUS,
JIOKaJTM3a1Ksl OITyXO0Jn, 6a3a MTaHHBIX MOMYJSIIIMOHHOTO paKoBOro peructpa, CeBepo-3ananHblii denepaibHbIi OKpyT Poccuiickoit
Denepanyn

Jnga nurupoBanusi: Mepa6uiBuwin B.M. CocrosiHue oHKoOJOrMyeckoil momouiu B Poccun: BbDkuBaeMocTh aeteit (0—14 ner).
[MonynsimoHHOE UcciefoBaHMe Ha ypoBHE (eaepaibHoro okpyra. Yacts 1. Poccuiickunii xxypHal 1€ TCKO# reMaToJIOTMy U OHKOJIOTUH.
2025;12(1):14-9.
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B.M. MepabuiiBuin: 3aciayXeHHbI AesaTelb Hayku Poccuiickoin Denepaiiuu, 1.M.H., Tpodeccop, 3aBeAyolInii OTAeIOM OHKOJOTUYEeCKOM cTa-
Tuctuku HMUWL onkonoruu um. H.H. TletpoBa, pykoBoauTesb MOMYJISIIMOHHOTO pakoBoro peructpa CeBepo-3araaHoro dheaepajlbHOTO OKpyra
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The state of oncology care in Russia: children’s survival (0—14 years old).
Populated study at the federal district level. Part II

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. In 2021, 2998 children (0— 14 years old) with a diagnosis of malignant tumors were registered in Russia as a whole and 290 in the
Northwestern Federal District of the Russian Federation. The incidence rates of children in Russia and in the North-Western Federal District
of Russia are close — 11.6 and 12.7 per 100 000, which allows to expand our calculations of child survival according to the database of the
Population cancer registry (DB PCR) of the Northwestern Federal District. The Northwestern Federal District of the Russian Federation is the
only federal district in Russia where a PCR has been created that works in accordance with international standards and calculates observed
and relative survival rates.

Until now, since 1994, we have had the opportunity to calculate the survival rates of patients with malignant tumors only in St. Petersburg on
the basis of the DB created by the first PCR in Russia, operating according to international standards.

In February 2019, a unified DB of the PCR of the Northwestern Federal District of the Russian Federation was formed, which significantly
expanded the possibility of studying the patterns of prevalence and effectiveness of treatment of patients with malignant tumors, including rare
localization of malignant tumors, which include the child population (0— 17 years old), especially when we are trying to investigate a detailed
localization and histological structure of tumors separately for children (0— 14 years) and adolescents (15— 17 years).

The purpose of the study is to study the effectiveness of anti-cancer measures carried out in the country by calculating objective indicators
according to international standards — the one- and 5-year survival rate of children (0— 14 years old) with malignant tumors for all tumors
and for individual localizations.

Materials and methods. The material of the study was a DB of patients with malignant tumors of the Northwestern Federal District of the
Russian Federation with a volume of more than 1 million 450 thousand observations, including a children’s contingent — more than 5,000
observations collected from 1995 to 2021. The Northwestern Federal District of the Russian Federation has a population of 13.9 million
people, which is more than the population of Belarus, Latvia and Estonia combined. The number of children is more than 2.5 million.
Survival rate of adolescents (15— 17 years) our next article is dedicated to. Standard methods of calculating indicators recommended by the
International Association of Cancer Registries for Epidemiological Studies (Eurocare program) were used.

Results. The study showed an increase in the one-year survival rate of sick children (0— 14 years) from 82.4 to 89.0 % from 2000 to 2018,
or by 8.0 %, 5-year from 66.7 to 70.5 % from 2000 to 2017, or by 5.7 %, with a higher level for girls. In national centers, the results
of treatment of children with malignant tumors are even higher, however, accessibility to modern methods of treatment of children of all
administrative territories is important to us.

Conclusions. For the first time in Russia, the effectiveness of anti-cancer measures in organizing oncological care for children at the federal
district level has been demonstrated for more than 10 localizations of malignant tumors over a long observation period.

Key words: malignant tumors, children (0—14 years old), patient survival, disease stage, tumor localization, database of population
cancer registry, Northwestern Federal District of the Russian Federation

For citation: Merabishvili V.M. The state of oncology care in Russia: children’s survival (0—14 years old). Populated study at the
federal district level. Part I1. Russian Journal of Pediatric Hematology and Oncology. 2025;12(1):14—9.
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Bgenenue

3nokayectBeHHbIe HOBooOpazoBanus (3HO) cpeamn
nerckoro Hacenenusi (0—14 ner) BcTpedaloTcsl Kpaid-
He penko. Ha 100 000 meTeil COOTBETCTBYIOIIETO IT0JIa
peructpupyercst 12,25 cnayuas 3HO cpenn ManbumKoB
n 10,9 — cpemm meBouek. B 2021 . B MaragaHckoit oba-
ctu, Yykorckom U HeHellKkoM aBTOHOMHBIX OKPYTax ObLIO
3apeructpupoBato 1o 1 ciydao 3HO cpenu nereit (0—14
niet), B Pecriyonuke Anraii u Anpiree — 1o 2, B EBpetickoit
aBTOHOMHoOI obsactu — 4 [1]. Ha Takux oObekTax HEBO3-
MOXHO OCYILIECTBJISITh aHAJIU3 PACTTPOCTPAHEHHOCTH,  TEM
0oJiee pacCUMTHIBATH BHIKMBAEMOCTh 3a00seBiumx. [1omy-
YeHWe HaJEXHBIX JTaHHBIX IS aHAJU3a 1eJ1ecoo0pa3Ho
OCYIIECTBJISITh HA YPOBHE (heiepaibHBIX OKPYTOB, PAcTio-

JIaralonIuX yXe COTHSIMU CJIy4aeB TEPBUYHO YUTEHHBIX
nereil ¢ guarHosomM 3HO. B 2017 r. HaMu COBMECTHO
¢ n.M.H., mpodeccopom C.A. Kynesoit Obuta 3aBepiieHa
pabota, npoBeneHHas no 3agaHuto Munsnpasa Poccuu
o teme «Pa3paboTka MEeTOmOIOTUYECKUX OCHOB CO3/a-
HUSI IETCKOTO TOTMYJISIIIMOHHOTO PAKOBOTO PerucTpa Ha
OCHOBE MEXIYHAapOJIHBIX CTAHIAPTOB». DBBIIM CO3MaHbI
MpOorpaMMHBIe TTPOAYKTHI, KyJa BKIIIOUEHBI BCE KJIACCU-
(bukaTophbI 1151 perucTpanunu AeTeil ¢ OHKOJIOTUYECKUMU
3a00JIeBaHUSIMUM 1 pacyeTa MoKa3aTeyieil BBDKMBaeMOCTH
[2]. TIpencraBneHHBIN OTYET OBLT MPUHSIT MUHUCTEP-
CTBOM, HO JdaJibHelilliee BHeApeHUEe pa3paboTaHHOM
CHUCTEMBbl B TIPOMBIIIJIEHHYIO SKCIUTyaTallUl0 HE OCYy-
LIECTBJICHO.
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B deBpane 2019 . MBI, Kypupysd OHKOJOTMYECKYIO
cnyx0y CeBepo-3amnagHoro denepanbHoro okpyra Poc-
cuiickoit ®eneparuu (C3PO PD), chopmupoBaiu
6a3y nanHbix (b/l) momyasIIMoHHOrO pakKOBOIO perucrpa
(ITPP) ¢ 6oxom getckoro peructpa [3]. DTo MO3BOJNUIO
HaM pacIIUpUTh PaOOTHI IO aHAJIM3Y AeSITeIbHOCTH OHKO-
JIOTUYECKOU CIIy>KOBI, BKJIIOYAsl PEIKO BCTpEUaroIIrecs
3HO, takue kak pak cepiua, TUMyca, TOHKOWH KUIIKHU
U Ip., C YIETOM JeTeil U MOAPOCTKOBOIO KOHTMHIEHTA
[4, 5].

Ilea» Hamero mcciaenoBaHuss — U3YYUTh 3PdeKTHB-
HOCTh INPOBOIMMBIX B CTpaHE MPOTUBOPAKOBBIX MEpO-
MPUITUIL TIyTeM pacyeTa OOBEKTUBHBLIX ITOKa3aTeseil
M0 MEXIYHApOAHBIM CTaHAApTaM — OTHO- M S5-JIeTHeM
BbKUBaeMocTu neteit (0—14 net), 3adoneBmmx 3HO, mo
BCEM BUIaM HOBOOOPa30BaHUIA U 110 OTACIbHBIM JIOKATH -
3aLMIM OIyXOJICH.

MatepuaJjsl 1 METOIbI

Boiwcusaemocmo

Mpu1 BrnepBeie B Poccum TipencraBisieM  JaHHbBbIE
o BepkuBaeMocTu aetreit (0—14 net) co 3HO Ha ypoBHe
denepaabHOTO OKpyra.

B Tabn. 1 mokazaHa muHaMUKa IOKas3aTeseil BBIKM-
Baemoctu aereir C3PO P® ¢ 2000 o 2021 r. Oobiuee
yucao HabmoaeHuit coctaBuwio 5501, B Tom yucie 2979
MaJIbuuKOB U 2522 nmeBouku. B 1eqom (Ha oba 1osa)
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oKa3aTeIb OJHOJIETHEN BIXKMBAeMOCTH Bo3poc ¢ 82,3 1o
89,0 %, wiu Ha 8,1 %, y MmaibuukoB — ¢ 79,9 no 87,0 %,
win Ha 8,9 %, y neBouek ¢ 6oJiee BBICOKMM U3HAYaIbHBIM
ypoBHeM (85,9 %) aTOT mokaszaTesb AOCTUT BEJIUYMHBI
91,3 % — poct Ha 6,3 %. IlsaTuaeTHSISI BbIKMBAEMOCTh
Ha o6a nosa gocturia K 2017 . 70,5 %, y MaJIb4UKOB —
68,2 %, y neBouek — 73,0 %. [11s1 Bcex JieT HaOIIOACHNSI,
MPEACTaBACHHBIX B Tabja. 1, Mbl MCUMCIWIM BEIUYMHY
CTaHJAPTHOI CpeHEeN OIIMOKM, KOTOpasi HAXOAUJIaCh s
OIHOJIETHEN BBLKMBAEMOCTH B mpelenax *+ 1,4—1,6 %,
st S-netHet — * 2,9—3,1 %. 1ns MaIbYMKOB BeIMUMHA
cpeaHeit ommbku cocrtasisiia £ 1,9—-2.3 % nna ogHo-
JleTHeil BbKMBaeMoctd M £ 3,7—-3,9 % nnsa S5-ymetHeid.
st neBoyek 3Ta olnbKa Obuta B mipenenax + 1,9-2.1 %
u *4,7-4.9 % COOTBETCTBEHHO.

BaxHo o0OpatuTh BHMMaHME Ha 3 MOCIETHUX
roma (2019-2021). K 2019 r mnoka3areab OIHOJIET-
Heil BBDKMBAeMOCTH Ha o0a I10JIa JOCTUT BEJIMYMHbI
92,9 % 3arem B 2020 . B CBSI3M C MaHIEMUE KOPOHABH-
pyca SARS-CoV-2-6eTakopoHaBUPYC pe3KO CHU3MJIACH
BBISIBJIIEMOCTD OOJIBHBIX — € 346 MepBUYHBIX Cy4YaeB 10
239 (=53 cnyuas, wiu —15,4 %), cHUKeHUE ITOKa3aTe-
JIg OIHOJIETHEN BBIKMBAEMOCTH 3a roj Ha 6,6 % MOXHO
O0OBSICHUTH TOJIbKO YMEHBIICHUEM IOJIM JIUILI, YYTEHHBIX
¢ ToKanu3alrmoHHbIM npoueccoM 3HO. DToT ke nmpoluecc
MbI HaOIomanu, mo gaHHbeiM perucrpa C3MO PO, u mig
B3POCJIOTO HACEICHUS.

Tabmma 1. Kymyasmuenas nabaodaemas sviicusaemocms demeit (0— 14 2em) 6 C300 PD. bJ[ [1PP C3D0 PD

Table 1. Cumulative survival of children (0— 14 years old) in the Northwestern Federal District of the Russian Federation. Database of the Population cancer
registry of the Northwestern Federal District of the Russian Federation

Ton 00a noaa
YCTAHOB- Both genders

nepuoo nabaro0enus

JICHUSA

a0c. Yuciio a0c. YuCio

Manb4uKu

JleBoukn
Girls

abc. yncio nepuoo nabarooenus

Boys
nepuoo Habarooenus

AuarHo3a | 3a6o.eBumx observation period 3200J1€BIINX observation period 3200J1€BINX observation period
| e
2000 190 82,4 74,7 71,3 67,9 66,7 110 79,9 71,6 659 62,1 60,2 80 85,9 79,1 79,1 76,3 76,3
2001 201 82,9 72,0 68,1 652 61,8 110 86,7 74,7 71,6 68,6 62,3 91 78,3 68,7 63,7 61,2 61,2
2002 193 78,4 70,8 68,0 65,8 64,7 109 77,7 70,0 68,1 67,1 65,1 84 79,3 71,7 67,9 64,1 64,1
2003 167 76,8 68,5 66,6 64,6 63,9 92 78,8 67,0 65,8 63,4 63,4 75 74,3 70,2 67,4 66,0 64,5
2004 178 77,7 70,1 68,3 67,1 65,8 9 79,4 70,9 68,7 67,6 654 79 75,6 69,1 67,7 66,4 66,4
2005 196 80,5 73,2 70,4 70,4 68,6 101 71,7 67,2 66,1 66,1 65,0 95 83,5 79,9 75,0 75,0 72,6
2006 220 85,7 79,6 74,0 70,4 69,3 114 85,4 80,6 75,7 70,8 70,8 106 86,1 78,6 72,1 69,9 67,7
2007 219 89,3 83,9 79,5 78,9 74,9 114 90,5 82,0 78,7 78,7 75,4 105 87,9 85,8 80,2 79,0 74,4
2008 218 848 79,8 79,3 76,6 75,5 112 83,3 79,4 79,4 77,3 75,2 106 86,3 80,2 79,2 759 759
2009 233 80,1 73,5 69,6 66,7 65,7 124 81,9 73,3 69,7 66,1 64,3 109 78,0 73,9 69,6 67,5 67,5
2010 209 87,9 81,9 79,7 78,0 76,3 116 91,9 82,3 80,3 79,3 77,2 93 82,8 81,5 79,0 76,4 75,1
2011 257 86,2 80,4 77,7 754 749 134 84,6 77,2 74,6 72,0 71,2 123 87,9 84,1 81,2 79,2 79,2
2012 231 87,8 82,0 79,1 77,6 75,0 136 83,3 76,1 72,8 71,2 69,4 95 94,4 90,8 88,4 87,2 83,3
2013 255 87,5 80,8 76,9 759 75,9 138 86,6 81,9 77,1 76,2 76,2 117 88,6 79,5 76,6 75,6 75,6
2014 294 91,2 82,7 79,9 78,3 77,0 153 91,9 82,1 79,0 78,1 76,9 141 90,4 83,4 80,8 78,6 77,2
2015 273 92,9 87,8 82,2 78,6 77,0 161 91,1 86,1 80,5 78,1 76,9 112 95,4 90,3 84,7 79,0 76,9
2016 338 93,3 85,8 80,8 75,4 70,8 189 92,6 85,6 80,1 76,1 69,7 149 94,2 86,1 81,6 74,7 72,5
2017 331 89,8 80,5 77,0 72,9 70,5 166 89,4 77,8 74,2 68,2 68,2 165 90,1 83,2 79,8 77,2 73,0
2018 342 90,8 86,1 82,0 76,5 188 91,0 89,0 87,8 80,2 154 90,7 82,7 74,9 72,3

2019 346 92,9 86,8 77,6 192 93,1 86,5 75,6 154 92,6 87,2 80,4

2020 293 86,8 81,4 149 86,1 80,1 144 87,6 82,8

2021 317 89,0 172 87,0 145 91,3
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Pacueram BekuBaeMoct 6onbHBIX 3HO Ha momyJs-
LIMOHHOM U TOCIUTAJIbHOM YPOBHE IOCBSILIEHO OOJIbIIIOe
YUCJIO MCCaeAoBaHUN [6—8], meTaJbHO METOI0JIOTHUS
pacueTa BeKMBaeMocTH 00JbHBIX co 3HO npencraBieHa
B OTE€YECTBEHHBIX U 3apyOeKHBIX MyOIuKauusx [7—24].

M3BecTHO, YTO B CIEMAIN3UPOBAHHBIX CTOJTUYHBIX
KJIMHUKAX IOOCTUTHYTHI 0OoJjiee BMEYAT/ISIONINE WTOTU
u3jaedeHus: neTckoro koHtuHreHta co 3HO. Ho Ham
XOTEeJIOCH OBbI, YTOOBI JTyUIINE JIeYeOHbIe CXeMbI 1 TTepeio-
BOI OMBIT KOJIJIET ObUT JOCTYIIEH BCEM OHKOJIOTaM, XOTS
OBl B TIpeaenax (peaepanbHOTO oKpyra [23, 24].

Ha pucynke u B Tab:1. 2 peacTaBiaeHO pacrpenesieHue
rnokasaTeyieii BbKMBaeMocTu aeteid, 0oabHbIX 3HO, no
YETBIPEM S5-JIETHUM KOTrOpTaM C Y4eTOM CTaauu 3aboJie-
Banus 3a nepuona ¢ 2000 mo 2014 r. OToOpaHBI TOJBKO
cragupyeMble ciiydau 3a00J1eBaHmii — 2446 HaOIIOAEHNA.

Junamuxa Habnodaemoii S-nemueii evincusaemocmu demeii 6 C300 PO,
bonbubix 3HO (0— 14 nem, oba noaa), ¢ yuemom cmaouu 3aboneéanus. bJl
IIPP C3®0 PD (cmadupyemvbie 3a601e6anst)

Dynamic of 5-year observed survival of children in the Northwestern Federal
District of the Russian Federation with malignant neoplasms (0— 14 years
old, both genders), taking into account the stages of diseases. Database of the
Population cancer registry of the Northwestern Federal District of the Russian
Federation

BaxxHo oOpatuTh BHUMaHWE Ha YPOBHU BBIKUBAEMO-
¢ty 6obHBIX AeTeil o cragusim 3HO, KoTtopble onpene-
JISIIOTCS TIocie o0cnenoBaHus. Mbl BUAUM, YTO B TIepBOIi
koropte (maHHbIe 32 1997—2001 rr.) yaensHbiit Bec 11 u 111
CTaJMil TIOCJIE PACYETOB MOKAa3aTejJel BBIKUMBAEMOCTU
ObUT 3aBbIlIeH, HO K nepuony 2012—2016 IT. BBISIBIEHO
3aMETHOE YJIydllleHHe. B 11eJloM OTMEYeH IOJIO0XUTEb-
HBII CABUT U B 5-JIETHEH BBDKMBAEMOCTU JETel 3a BECh
repuoz Hadmoneuus — ¢ 67,1 no 75,1 %, win Ha 11,9 %.

[To BceM cTagusm omyxoJIeBOro Ipoliecca yCTaHOBIIE-
Ha TOJIOXKUTEeIbHAsl TMHAMUKa IT0Ka3aTessd BbLKMBAaeMO-
CTH.
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Taomuua 2. 1997—2016 ee. bJI [TPP C3®P0

Table 2. 1997—2016 Database of the Population cancer registry of the
Northwestern Federal District of the Russian Federation

- CTamm
Stages
Ilepnox Ges
Period . . . . cmaduu
without
stage
KonunuectBo
Dty 191 599
= % 88 21,7 205 17,0 32,0 100
SI 1 98,1 91,4 86,1 69,2 822 842
= 2 96,2 85,1 79,4 529 73,6 75,8
= 3 942 82,0 727 457 692 710
4 92,2 78,7 71,0 44,6 66,6 68,8
5 92,2 77,9 67,5 414 66,0 67,1
KonnuecTBo
sty 42 113 78 81 212 526
= % 8,0 21,5 14,8 154 40,3 100
SI 1 97,6 97,3 78,9 61,5 83,5 83,5
g 2 97,6 90,7 69,4 439 75,3 74,6
5 3 97,6 86,0 68,0 42,7 72,2 71,9
4 92,6 82,1 68,0 414 70,4 69,7
5 92,6 80,2 68,0 40,2 69,1 68,6
Konunyectso
Gty 83 135 108 112 174 612
= % 13,6 22,1 17,6 18,3 28,4 100
SI 1 97,5 96,2 89,5 66,8 86,3 87,0
= 2 96,1 93,7 855 53,2 80,6 81,5
S 3 94,8 92,9 84,5 49,2 78,0 79,5
4 93,4 91,2 82,5 452 77,1 77,5
5 93,4 90,3 784 452 75,3 76,1
KonnuecTBo
Dt 117 170 116 158 148 709
° % 16,5 23,9 16,4 223 20,9 100
gl 1 100,0 95,0 93,7 80,6 93,1 91,9
Q 2 100,0 92,1 87,7 60,9 83,4 83,6
Q 3 100,0 88,7 86,5 49,9 80,0 79,1
4 98,4 87,8 82,5 448 80,0 76,5
5 96,4 85,5 80,9 4438 78,2 75,1

B tab. 3 npencraBieHa iMHAMKMKA CTPYKTYpbI 3a00J1€-
Baemoctu aeteit (0—14 ner) 3HO u ogHoNeTHSSA HaOII0-
JaeMasli BBDKMBaeMOCThb. Beero oro6pansl 6452 GOJBHBIX,
CTPYNIMPOBAHHBIX TI0 3 BpeMEHHBIM KOTOPTaM.

TlepBoe MecTo Bech mepuoj HaOMOAESHUST 3aHUMAIU
neiikossl (30,7-32,3 %), 2-e — 3HO rosoBHOro Mo3-
ra (15,7-17,4 %), 3-e — 3710Ka4eCTBEHHbIC JTUMQPOMbI
(10—14 %), 4-e — msarkue tkanu (7—10 %), mocieayroiiue
Mecra pacnpenenmich Mmexay 3HO mouku (C64), riasa
(C69), muroBuaHOM Xemeswl (C73), meuenu (C22), cepi-
ma (C38), suunuka (C56) u suuka (C62).

Bnepseie B Poccun mosiBuiiach BO3MOXHOCTb OlIle-
HUTh 2(G(MEKTUBHOCTh TMPOBOIUMBIX TTPOTUBOPAKOBBIX
MEpOTIPUSITUIA B OPTraHU3aIIMU OHKOJIOTUYECKOM TTOMOIITN
netsm (0—14 stet) Ha ypoBHE heaepaibHOTO OKpyra boJiee
yeM 110 10 OCHOBHBIM JIOKAJTM3AIIUSIM OITyXO0JIeil B Iepro-
nb1 ¢ 1995—2004 rr. o 2015—2019 rr. OgHoneTHsIst HabJTI0-
naeMasi BbpkrBaeMocTh neteit (0—14 sner) x 2015-2019 &
JOCTUTJIA JUIsl TTallMeHTOB ¢ 6oje3Hblo XomkkuHa (C81)

OpuruHanbHble uccneposanus // Original studies
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Ta6muma 3. Cmpykmypa u o0nosemuss gviucugaemocms demeii (0— 14 1em, ooa noaa) ¢ C300 PD. BJI [IPP C3P0 PO

Table 3. Structure and one-year survival rate of children (0— 14 years old, both genders) in the Northwestern Federal District of the Russian Federation.
Database of the Population cancer registry of the Northwestern Federal District of the Russian Federation

Konx no MKB-10

aoc.

ICD-10 code "ucao

abs.
number

700

rate

C91-95. Jleiiko3bl 31.7
Leukemias ’
C71. 3HO rosioBHOro Mo3ra

Malignant tumors of the brain
C81—85. Jlumdombl, B TOM yucIe:
Lymphomas, including:
C81. bonesunb XomKkKnHa
Hodgkin’s disease
C82—85. HexomkuHckue TUMQGOMbI
Non-Hodgkin’s ymphomas
C40, 41. 3HO kocreit
Malignant tumors of the bones
C45—49. 3HO markux TkaHeu
Malignant tumors of the soft tissues
C64. 3HO mouku, KpoMme MOYeYHO# JIOXaHKU
Malignant tumors of the kidney other than the
renal pelvis
C69. 3HO m1asza u ero rnMpuaaTovyHOro arra-
pata 80
Malignant tumors of the eye and its appendag
C73. 3HO wuTOBUAHOI Kee3bl 34
Malignant tumors of the thyroid gland

378 17,1

310 14,0

164 7.4

146 6,6

139 6,3

154 7,0

122 5,6

3,6 93,7

1,5

C22. 3HO neyeHu ¥ BHyTPUIIEUEHOYHBIX
JKEJTIHBIX TPOTOKOB 25
Malignant tumors of the liver and intrahepatic

bile ducts

C38. 3HO cepiia, cpeloCTEeHUS U TJIEBPBI
Malignant tumors of the heart, mediastinum and 14
pleura

C56. 3HO simunuka
Malignant tumors of the ovary
C62. 3HO sinuka

Malignant tumors of the testicles

0,6 92,3

39 18

12 0,5
[Tpouue
Others

Bcero
Total

201 9,1

2208

100,0

1,1 75,5

97,4

100,0

1995—-2004 2005—-2014 2015-2019

00HOAemHAA
eblLICUBACMOCHTD
one-year survival

aoc. o0HonemuAA aoc. o0HoremuAA
uucio evicueaemocms | uucio 8blLiCUBACMOCY
abs. one-year survival | abs. one-year survival
number rate number rate

790 30,7 88,2 539

448 17,4 78,6 263 15,7 83,1

240 9,3 91,7 168 10,0 94,7

109 4,2 98,0 76 4,5 100,0

131 5,1 86,6 92 5,5 90,5

119 4,6 93,1 75 4,5 92,2

213 8,3 87,1 170 10,2 90,0

200 7,8 93,8 113 6,8 93,4

97 3,8 93,5 53 3,2 97,3

49 1,9 100,0 44 2,6 100,0

38 1,5 82,9 32 1,9 96,0

57 2,2 87,2 24 1,4 94,9

34 1,3 97,0 23 1,4 94,3

8 0,3 100,0 21 1,3 94,3

280 10,9 146 8,7
2573 1671

100 %, 3HO wuroBuaHoii xene3nl (C73) — 100 % u 3HO
rnaza (C69) — 97,3 %.

ITo Bcem octanbHbIM Jokanuzauusim 3HO onHo-
JIETHSIT BbIKMBaeMocTh TipeBbiiana 90 % (ot 93,4 %
st 3HO nouku 1o 96,0 % nns 3HO meuenn). [To 3HO
SUYHUKA U SIMYKa HE BBISBICHO YJIYYIIEHUST OTHOJETHEN
BBIKMBAEMOCTH, XOTSI CaM ToKa3aTeb MpeBbiiacT 94 %,
YTO MOXHO CBSI3aThb C KpaifHe MaJIbIM YHCJIOM €XKeTOo[-
HO BO3HUKAIOLIMX cliyyaeB 3aboyeBaHust (5—6 ciydaes
B TeyeHue roga Ha teppuropuu C3PO PD, HacuuThIBaro-
ero 6osiee 13,9 MJIH XXuTeJeil, B TOM UMCe aeTeit Ooiee
2,5 MJIH YeJIOBeK.

BriBoabl

Takum o6pa3om, MpOBeAeHHOE Ha MOIYJSLIMOHHOM
YPOBHE HCCJIEOBAHUE BBISIBUJIO MOJOXUTEIHHYIO JMHA-
MMKY TlOKa3zaTesiel OJHO- U S5-JeTHel BbIKMBAEMOCTU
nmereir (0—14 ner), 6oapHBIX 3HO, B C3D0O PO, nmero-

UX OJIM3KWE K cpeTHUM 1o Poccru ypoBHU CTaHIapTH -
30BaHHbIX TMOKa3areseil 3a007eBaeéMOCTU U CMEPTHOCTU
HaceJeHus.

Brnepssie B Poccun noka3zana 3chheKTuBHOCTb TPOBO-
JIUMBIX IIPOTUBOPAKOBBIX MEPONPUITUIA B OpraHU3alliN
OHKOJIOTMYECKOI MOMOIIM JETSIM Ha ypoBHE (eaepasb-
Horo okpyra 6ojee yem mo 10 jmokanuzauusm 3HO 3a
JUTUTEbHBIN TTepUOJ HAOIIONECHNS.

TlonTBepxxaeHa HEOOXOAMMOCTb CO3AAHUSI JETCKUX
TTPP Ha ypoBHe (enepaibHbIX OKPYIOB, B MEPBYIO OYe-
pelb TOTOBBIX K 3TOMY METOAMYECKU M TEXHUYECKU IS
oxBaTa BceX Jie4eOHO-MPOMDUIAKTUUECKUX YUpexXIe-
HUIA, OCYLIECTBISIONIMX JeueHue aeteit, 6onbHbix 3HO.
CosznaHue MepBOro TaKoro JETCKOTO PaKOBOTO PErMCTpa
Ha ypoBHE (deaepabHOrO OKpyra MO0 ObITh MOJOXEHO
B OCHOBY I MpoBeneHus: GyHAaMEeHTaIbHBIX UCCeNO0-
BaHUI pucka Bo3HUKHOBeHUs 3HO Bo 2-M u 3-M Mmoko-
JIGHUSIX 3200JIeBIIUX.
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Axmyaavnocms. Koauuecmeo yseanvhvix meaanom (YM) 6 cmpykmype MeaanoMm OpeaHa 3peHus U e2o npudamo4Hoz2o annapama
cocmaeasiem npumepHo 85 %. Dmo 310KauecmeeHHOe SHYMPUSAA3HOE HO8000pA308AHUE NOPANCAEm NPEUMYUeCMEEHHO B3DOCA0e
Haceaenue. YM 00601bHO pedkoe siénenue cpedu demeil u cocmaeasem, no OaHHLIM pasHuix asmopos, auuts 0,5—1,3 % ecex YM.
AkxmyansHocms paccmompenus memovl YM 'y demeli u noOpocmKoé 3aKaiouaemcs 6 U3yHeHuU 60npoca AeveHus 8 0PeaHOCOXPAHAUUX
yeasix, max Kaxk smom acneKm umeem mMeouKo-coyudanbHy 3Ha4UmMocme.

Ileab uccaedosanus — npogecmu pempocneKmusHblil AHAAU3 KAUHUMECKUX U 2UCMOA0UMECKUX XAPAKMEPUCMUK, 0COOeHHOCMell meveHus
u Memodoe aevenus Y M y moao0vix atodeii 6 6o3pacme do 20 aem.

Mamepuaavt u memoovt. Bceeo 6 nepuoo ¢ 1992 no 2023 2. 6viau obcredosanst u npoaeuenst 29 nayuenmos ¢ YM 6 éozpacme do 20 asem.
Meouana eospacma 6oavhbix cocmasuaa 17 nem (om 10 0o 20 rem), npu smom 11 (38 %) nayuenmog 6viru 6 6ospacme om 10 do 14 nem;
18 (62 %) — om 15 do 20 nem. Qucao desouex (n = 16, 55 %) He3HauumMenbHO Npegblulano 4ucio maivuuxkos (n = 13, 45 %). Anaius
npogoodUACs ¢ yHemoM CAeOYIOUWUX OAHHBIX: 803DACH HA MOMEHM HOCMAHOBKU OUAeHO3A, NOA, 21ad3, 806AEHEHHbIH 8 NamoNoeuUecKull
npouecc, N0KAAU3AUUS U paA3Mepbl, A Makice opyeue KAUHUYeCKUe NPOSHOCMUYeCKUe XapakmepucmuKu onyxoau (8oeievenue oucka
3pumenvHoeo Hepéa, yuauaproeo meaa (L[T), sxecmpabyavbaphuiii pocm onyxoau) u Memoo Ae4erusl.

Pesyavmamut. Hauboaee uacmo YM 'y demeii nokaauzoeanace 6 xopuoudee (n = 17, 59 %), pexce cmpeuanucy MeaaHoMbl, 0X6AMbIEAKUUE
00HOBPEeMEHHO 6ce cmpyKmypbl yeeanvho2o mpakma (n =5, 17 %), eue pesce — menanomot padyxcxu u LT (n =4, 14 %), meranomor [T
u xopuoudeu (n =2, 7 %) u auww 6 1 cayuae (3 %) — meaanoma padyxcxu. Pacnpedeaenue no cmadusm coenacto kraccuguxayuu TNM
(AJCC) obin0 caedyrowum: T1 — 5 (17 %) enasz; T2 — 8 (28 %); T3 — 13 (45 %); T4 — 3 (10 %).

[Ipednoumenue omoasanocs opeanocoxpansuum memooam aevenus (n = 20, 69 %), doas sHykaeayuii 6vira cyujecmeenHo Huxce (n =9,
31 %). B kauecmee 0peaHOCOXPAHANWUX MemO006 NPUMEHSAUCH Xupypeuyeckoe yoaseHue onyxoau (n = 9), opaxumepanus (BT) (n = 6),
BT + mpancnynuanspnas mepmomepanus (TTT) (n = 1), uzoauposanno TTT (n = 3) u cmepeomakcuueckas paduoxupypeus «lamma-
Hooie» (n = 1). B pezyavmame nposedennozo opeanocoxpansroueco aeverus ¢ 10 (34 %) cayuasx mol Haba00anu paziuuHble 0CAONCHEHUSL:
MakyasapHolil omek (n = 4), 3a0Hekancyaapras kamapakma (n = 3), Hetiponamus (n = 2), cybampoghus enaza (n = 1).

Ilo dannvim  eucmonoeuueckoeo uccae008anus OMMeHasocy npeobaadanue eepemenoxaemounoeo (50 %) muna onyxoau Hao
osnumenuodnoxksemounvim (7 %), y 6 (43 %) nayuenmoe onpedensincs cmewanusiii mun onyxoau. Cpok HabaooeHus cocmasun om
6 mec 0o 21 200a (6 cpednem — 68 mec). 3a OauHblii nepuod HAOAOeHUS AemanbHbIX Ucx0008 He Obi10. Y 1 (3 %) nayuenma gvisieneno
npoepeccuposanue npoyecca — MemacmamuyecKoe nopajycenue neuenu uepez 18 mec nocae ocHoHoeo aeuenusi. Tpex- u S-nemuss
beccobbimuiinas avlycueaemocns 60avHbix cocmasuna 94 %.

3axarouenue. YM y demeil demoncmpupyem Kaunu4ecKkue pazauyus no cpasnenuro ¢ YM 'y e3pocavix nayuenmos. Ilpoenos y demeil ayuuie,
Yem y 83p0CabiX, 0OHAKO €20 NPUYUHbL mpedyom 0anbHellue20 uyHeHus.

Kmouesbie ciioBa: yB€ajibHasd ME€j1aHOMa, 1€TU, BbDKMBAEMOCTh, KIMHUYCCKasd KapTUHA, JICHCHUC
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Uveal melanoma in children and adolescents: clinical features and treatment approaches according to 30-years’
experience

A.A. Yarovoy, A.S. Alekseev, D.P. Volodin, A.D. Matyaeva, V.A. Yarovaya
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

Relevance. The number of uveal melanomas (UM) in the structure of melanomas of the visual organ and its adnexa is approximately 85 %.
This malignant intraocular neoplasm affects mainly the adult population. UM is a rather rare phenomenon among children and, according to
various authors, accounts for only 0.5—1.3 % of all UM. The relevance of studying the topic of UM in children and adolescents lies in studying
the issue of treatment with an organ-preserving purpose, since this aspect has medical and social significance.

Purpose of the study — to analyze clinical and histological features, course of disease and treatment approaches in the children and adolescents
under 20 years.

Materials and methods. The study includes 29 patients with UM, treated and observed from 1992 to 2023. Median patients’ age at the
time of treatment was 17 years (from 10 to 20 years old). 45 % patients were male, 55 % — female. The analyzed data included age at the
time of treatment, gender, affected eye, tumor’s localization, size and other characteristics (optic nerve and ciliary body (CB) involvement,
extraocular spread) and the treatment method.

Results. Mostly, UM had choroidal localization (n = 17, 59 %), fewer UM had panuveal localization (n = 5, 17 %), iris and CB melanoma
took place in 14 % (n = 4), CB and choroidal melanoma — in 7 % (n = 2) and in only 1 (3 %) case we observed iris melanoma. TNM (AJCC)
classification of our patients with UM was the following: T1 — 5 (17 %) eyes; T2 — 8 (28 %); T3 — 13 (45 %); T4 — 3 (10 %).

Organ-preserving methods of treatment were preferable (n = 20, 69 %). Enucleation was performed in 9 (31 %) cases. Organ-preserving
treatment included surgical treatment (n = 9), brachytherapy (BT) (n = 6), BT with transpupillary thermotherapy (TTT) (n=1), TTT (n =3)
and Gamma Knife stereotactic radiosurgery (n = 1). After organ-preserving treatment we confronted complications in 10 (34 %) cases:
macular edema (n = 4), posterior subcapsular cataract (n = 3), neuropathy (n = 2) and phtisis bulbi (n = 1).

According to histopathological examination 50 % of eyes (after surgical treatment and enucleation) had spindle cell type of UM and only
7 % had epithelioid cell type. 6 patients (43 %) had mixed cell type of UM. The mean follow-up was 68 months (from 6 mo. to 21 year). No
patients died during follow-up. One (1 %) patient developed liver metastasis. Disease-fiee survival at 3 and 5 years of follow-up was 94 %.

Conclusion. UM in children and adolescents possesses differences compared to UM in adults. Survival prognosis of UM in children and
adolescents is better than in adults. However, true reasons of this feature require further research.

Key words: uveal melanoma, child, survival prognosis, clinical features, treatment

For citation: Yarovoy A.A., Alekseev A.S., Volodin D.P., Matyaeva A.D., Yarovaya V.A. Uveal melanoma in children and adolescents:
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AKTyaJIbHOCTh

KonnuecTBo yBeanbHbiXx MesnaHoM (YM) B cTpyKType
MeJIaHOM OpraHa 3peHMsl U €ro MpUAATOYHOIO armapara
cocrapysieT mpuMepHo 85 % [1]. Haubosee pacnpocrtpa-
HeHHas1 jokanmusauus YM — xopuouges (85-90 %),
pexe YM Berpeuaetcs B mapHoM tese (L[T) (5—8 %)
U pamykHoii obomouke (3—5 %) [2-5].

YM — 3710KayecTBEHHOE BHYTPUIIa3HOE HOBOOOPA30-
BaHUe, opaxkarolee MPENMYIIIECTBEHHO B3pOCI0e Hace-
sienue. CpeIHUiI BO3pacT MaluueHToB — oT 58 10 62 JerT.
YM — [D0BOJIBHO peaKoe SIBJICHUE CPeau JeTeil U COCTaB-
JISET, 110 JTaHHBIM pa3HbIX aBTOpoB, auiib 0,5—1,3 % Bcex
YM [1, 6, 7]. BpoxaenHast YM BcTpedaercst KpaiiHe peji-
Ko [2].

[lo cpaBHeHMIO ¢ MalMEHTAaMM CTapllero BO3pacTa
Yy MOJIOABIX OOJBHBIX Yallle BcTpevaroTcss YM rmepude-
PUYECKOI JTOKAIM3alluU, PEeXe OTMEYalOTCsl BTOPUIHAS
orcnoiika ceryatku (BOC) m akcTpabyabbapHBIil pocT
onyxoiu. Y nereil M TMOAPOCTKOB B IMATOJOTUYECKUIA
mpoliecc yJaile BopjekatoTcs pamyxka u LT, Ho Bce xke
MPEUMYILIECTBEHHOM JIOKAJIM3ALIUEN OCTAETCS XOPUOUIES
[8]. YM y mereli u nuil MOJIOAOTO BO3pacTa, Mo JaHHBIM
JUTepaTyphl, pexe Meracrasupyer [1, 2, 9]. OmHako
C YYETOM B 11€JI0M HEOOJIBIIOTO Yucaa 3a00JIEBIIUX ITOT
BOIIPOC TPeOyeT TaTbHEMUIIIero n3yJ4eHus.

BaxxHbIM BOIIpOCOM OCTaeTcsl M aHaIu3 BbKMBaeMO-
CTU TIAIIMEHTOB JIETCKOIO BO3pacTa C Y4eTOM 3JI0Kaue-
CTBeHHOro xapakrepa YM. KpoMe 3T0ro, akTyajibHOCTh
paccMOTpeHUs TeMbl YM y JeTeil M OoAPOCTKOB 3aKJTIO-
yaeTcsl B M3YYEHUM BOIIPOCA JICUCHUsI B OPraHOCOXPaHSI-
IOIIMX IIeJISIX, TaK KaK 3TOT aCIeKT UMEeeT MEIUKO-COII-
aJIbHYIO 3HAYMMOCTb.

Ileap mcciaemoBaHusi — IIPOBECTH PETPOCTIEKTUBHBIN
aHAIN3 KIMHUYECKMX M THCTOJOTMYECKUX XapaKTepu-
CTUK, OCOOEHHOCTEN TeYEeHUSI U METOAOB JieueHus YM
y MOJIOABIX Ttoaeit g0 20 jieT.

MatepuaJjsl 1 METOIbI

B uccnenoBaHue BKJIIOYEHbBI IMALIMEHThI B BO3pacTe
no 20 JeT ¢ MmonTBEepXKACHHBIM IMAarHo3oM YM, obOpa-
TUBIIMECS B OTAEA O(PTaJIbMOOHKOJOTUU U PaaUOJIO-
ruu rojoBHoit opranuzauuu ®rAY «HMUIL «<MHTK
«Mukpoxupyprus rinaza» um. akaa. C.H. ®emoposa»
Munsnapasa Poccuu B iepuon ¢ 1992 o 2023 . Mccneno-
BaHUe ObUIO OJ0OPEHO JIOKAIbHBIM 3TUYECKUM KOMUTE-
TOM, U BCE MALIMEHTbI WIM UX 3aKOHHbIC IPEICTaBUTEIIN
Jaay MHGQOPMUPOBAHHOE COIJIacue Ha IMarHOCTUYEeCKOe
obciegoBaHue, JieueHHe U 00pabOTKYy NepPCOHATbHBIX
JIAHHBIX.

Bcero B otaene opTanrbMOOHKONIOTUN U PAAUOJIOTUNA
3a MCCIEOyeMbIii TIEPUO 3aperucTpUpoBaHbl 29 mMalu-
eHToB ¢ YM B Bo3pacte mo 20 ner. MeauaHa Bo3pacTa
cocraBwia 17 ner (ot 10 go 20 aet), mpu atoM 11 (38 %)
6oJibHBIX ObLIH B Bo3pacte ot 10 no 14 ner, 18 (62 %) — ot
15 mo 20 ner.

Yucio geBouek (n = 16, 55 %) He3HAYUTEIIBHO IIpe-
BBIIIAJIO YMCJIO MaIbuyuKoOB (n = 13, 45 %). B maronoru-
YeCcKuii mporecc B 18 caydasix ObLIM BOBJICUYECHBI IIPaBbIe
rnasa (62 %), B 11 cnyvasix — neBbie (38 %).
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AHaJIN3 TTPOBOAMIICS C YYETOM CJEAYIOLINX TAaHHBIX:
BO3pacT HA MOMEHT JICUYEHMS; TOJI; IJIa3, BOBJICYCHHBIMN
B MAaTOJIOTMYECKUII TPOLIeCC; JIOKAIM3alMs U pa3Mephl,
a TakKKe IPOoYMe XapaKTepUCTUKU OMyXOau (BOBJICUYCHUE
IHcKa 3puTeabHoro Hepsa, LT, akcTpabyaboapHbIid pocT
oryxonun). BceM manmeHTamM IpoBOAMINCH CTaHAAPTHbBIE
U cHeuualbHbIe O(PTaTbMOJIOTUIECKIE METOABI 00Cie-
JMIOBaHUSI: BU3OMETPHUsI, TOHOMETPUSI, OMOMUKPOCKOIIUS
MepeaHero oTpeska rjasza, ohTaIbMOCKOIMS C UCIIOJb-
30BaHueM acdepuyeckux auH3 78 u 90 D. B kauectBe
JIOIOJTHUTEIbHBIX METOIOB MCCJICIOBaHUS HCIOJb-
30BajIMCh YJIBTPA3BYKOBOE HCCIEHOBAHME B pexkrUMax
B-ckaHupoBaHUs M YABTPa3BYKOBOII OMOMMKPOCKOITUHU
IUISL OLIEHKU pa3MepoB, JIOKAIU3alIMU OITyXOJIU, a TakxkKe
HaJW4YMsI BTOPUYHBIX M3MeHeHuMit (BTopuuHast BOC,
reMoTarbM) U ONTHYECKAss KOTepeHTHasi ToMorpadus.
Bcem manmeHTaM onpeaeaii MaKCHMaJIbHO KOPPUTH-
poBaHHYy10 ocTpoTy 3peHust (MKO3) no neyeHusI.

Ilo pesynprataM AMArHOCTUKU OIIpeAEIsIach Jdajib-
Helilasg TaKTUKa JeyeHus OonbHBIX. [Ipemnaraemblii
METOJ JICUeHUS, €r0 IIPEUMYyIIecTBa M HETOCTAaTKH, a TaK-
JK€ BO3MOXHBIE OCJIOXHEHUST 00CYXIaanch ¢ MalMeHTa-
MU U UX POAUTEIISIMU MW 3aKOHHBIMU TTPEICTaBUTEISIMMU.
V1 (3,4 %) u3 29 nauveHTOB IPU IIPOBEACHUM OPraHoO-
COXPAHSIOIIETO JICUEHUsT BBHITIOIHSUIACH TOHKOUTOJbHAS
acrmupaunonHas ouorncusi (TUADB) B mporHoctuyeckux
mensix [10].

Ho Havana Jie4eHHUsT BCeM ITallMeHTaM ITPOBOAMIMCH
MarHUTHO-Pe30HaHCHAsI ToOMOrpadus OpraHoB OPIOIIHOI
MOJIOCTU ¢ KOHTPAaCTUPOBAaHUEM U KOMITbIOTepHAsl TOMO-
rpadus JeTKUX IS UICKITIOYSHUSI BO3MOXXHBIX METACTa30B,
a TaKKe KOMIUIEKC O0IIIeCOMAaTUYECKUX O0CIeIOBAHUIA.

Cratuctuueckass ~ ob6paboTKa  JAHHBIX  IPOBO-
IWIach C KCIIOJb30BAaHUEM KOMITBIOTEPHBIX IIPO-
rpamMm MedCalc19.5.3. u Microsoft Office Excel 2019
¥ BKJTIOYAJIa METOBI O CATeIbHOM CTaTUCTUKU U aHAIU3
3- u 5-netHeil GeccobObiTUitHON BbDKMBaeMocTu (BCB)
metonom Kammana—Maiiepa.

Pe3syabraTsl

HauGonee uwacto YM vy gereii nokamu3zoBajach
B xopuouzee (n = 17, 59 %), pexe BcTpeyayvich Mena-
HOMBbI, OXBAaTbIBAlOIIME OJHOBPEMEHHO BCE CTPYKTYPbI
yBeaJibHOro TpakTta (n =5, 17 %), ele pexe — MeJIaHOMBbI
panyxxku u LIT (n = 4, 14 %), a Takke MeiaaHombl LT
C pacIpocTpaHeHueM Ha xopuouaeto (n =2, 7 %) u aulib
B 1 (3 %) ciyuyae ouar pacrioyiarajicsi M30JIMPOBaHHO Ha
pamyxKKe.

Pacnpenenenue a3 mo craaMsM COIVIACHO Kiac-
cubukanuu TNM (AJCC) YM ObL10 CIenyrolivMm:
T1 — 5 (17 %) rna3, T2 — 8 (28 %), T3 — 13 (45 %),
T4 — 3 (10 %) [11]. Ha MOMEHT IOCTAHOBKM IMarHo3a
M Hayaja JIeYeHUsS] HU y OJHOIO U3 MallMeHTOB He ObLIO
BBISIBJICHO OTAAJIEHHBIX METACTa308B.

BricoTa omnyxoseBbIX o4aroB BapbupoBaiach ot 0,5 1o
14,0 MM (B cpeanHeM — 6,4 MM), NPOTSIKEHHOCTb — OT
1,3 mo 18 MM (B cpeaHeM — 10,6 Mm).

MKO3 Ha MoMeHT oOpaiieHusi coctaBuia ot 0 no
1,0 (cpennee — 0,4). KpaiiHe HU3KME 3pUTEIbHBIE (PYHK-
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unu (MKO3 < 0,01) nabmonanucs B 7 (24 %) ciyvasix,
Hu3Kue 3puTenbHbie QyHkuuu (MKO3<0,05)—82(7 %),
VIOBJIETBOPUTENIbHBIC 3puTebHble pyHKuu (MKO3 ot
0,2 10 0,5) — B 7 (24 %), BbICOKME 3pUTEIbHbIC (DYHKLIMU
(MKO3 > 0,5) — B 10 (34 %) naGmoaeHusX. AMaBpo3
omnpenensuicsa B 3 (10 %) caydasx. Huskue 3putelibHbIe
(GYHKLIMKM ObUTM OOYCJIOBJIEHBI ILIEHTPaJIbHBIM PacIiOjo-
JKEHMEM OITYXOJIM, a TaKXKe BTOPUYHBIMU M3MEHEHUSIMU
(BOC, BropuyHas riaaykoma).

CpeaHuii moka3zaTejb BHYTPUIJIA3HOTO JdaBJICHUS
(Brl) — 17 mm pt. ct. (oT 9 mo 38 MM pT. cT.). [1oBBI-
meHHbIN ypoBeHb BI/I (Bbimie 21 MM PT. CT.) HaOIIODAIN
B 1 (3 %) ciyuae, korna ovar pacrosaraics B LT, pacripo-
CTPaHSIICSI Ha PaayKKy, 3aKpbIBasi yTroJl IepeaHeil KaMephbl
rjaasa.

C yyeToM BO3pacTa MalMeHTOB CPeAu JIeYeOHBIX IO/ -
XOJIOB IPEANOYTeHNE OTAABAJIOCh OPraHOCOXPAHSIOIIUM
MeronaM (n = 20, 69 %), nojis1 sHyKJIealuii ObLIa CylIe-
cTtBeHHO Hike (n =9, 31 %). B xauecTBe opraHocoxpaHsi-
IOIIUX METOMOB IMPUMEHSUIMCh XMPYpUUYeCKOe yaajieHue
oryxoJu (010Kk3aKcum3us), opaxutepanus (BT), Tpancmy-
muutsipHast TepmoTepanus (TTT) u crepeorakcuyeckas
paguoxupyprus «[aMMa-HOX».

TpaHcckiiepanbHOE XMPYPrudecKoe yaaaeHUe OIMyX0oJIu
BBITONIHSIIOCH B 9 (31 %) cayvasx, B 1 (3 %) — upuaskro-
must (UD), B 3 (10 %) — upuaouukiioskTomusi u B 4 (14 %)
HaOJIOAEHUSIX oUar UMeJ1 O0JIbIINe pa3Mephbl U OXBaThIBaJI
BCE€ OTJ/EJIbl COCYIMCTOrO TPaKTa, MalueHTaM OblIa Ipo-
BeleHa wupuaonukioxopuockiaepakromus: (MLXCD).
IIpu nepeaHem pacnojoxenuu oyara B 3 (10 %) caydasix
MBI HaOII0JaIi KCTPaOyIb0apHbBIi POCT OITYXOJIH.

BT nmpoBoamnacs B 6 (21 %) HaOGMIOACHUSIX C UCTIONb-
30BaHuEeM O(TaIbMOAMNIUIMKATOPOB, COAEPXKAIIMX HM30-
torbl '“Ru + 'Rh (mpousBomctso 'HL[ PO — ®OU
(. OonwmHck, Poccusg) wu Eckert&Ziegler BEBIG
(Tepmanust)), omHoMoMeHTHOe codetanue BT u TTT
BbinojiHeHo 1 (3 %) nauuenty. B 2 (7 %) ciyyasx Oblia
npoBeneHa orcpoueHHass TTT mociae BT. Bricora omy-
XOJIM BapbupoBasa oT 2,9 no 8,8 MM, IPOTSKEHHOCTDb —
or 7,5 no 14,4 mm. TTT kak u301MpPOBAHHBIA METOJ,
ucnob3oBajach B 3 (7 %) ciiydasix Ipu MaJlbIX pa3Mepax
OITyXOJIH.

OnHoii (3 %) neBouke B Bo3pacTe 14 jieT Kak aJlbTepHa-
THBa 3HYKJIeallMy ObUIa IPOBEIeHa CTepeoTaKCHUecKasl
panuoxupyprus «[amMma-HOX» IIpU pasMepax OITyXOJIu
10 x 10,8 mM.

B pesyibraTe mpoBeAeHHOIO OPraHOCOXPAHSIOLIETO
nevyeHus B 10 (34 %) ciaydasix Mbl HAOIIOAAIN CIIEAYIOIIIE
OCJIOXKHEHMS: MaKYJISIpHBII oTeK (n = 4), 3aIHeKancyJsip-
Has KaTapakra (n = 3), ToCT/IydeBasl HeiipornaTus ¢ UCXO0-
JIOM B YaCTUYHYIO aTpoUIO 3pUTEIHLHOIO HepBa (n = 2),
cybarpocdus riasa (7 = 1). Yale Bcero ocioKHeHUs BO3-
HuKanu nocie nposeneHust bT u 61okakcumu3nm.

B 1 cinyuae Obin 3amogo3peH peuuauB YM mocine BT
n niocnenyomeii MIIXCHD ¢ uMmmnaHTauueil 10HOPCKOi
CKJIEpHI, IIPU TOM, YTO OITyXOJIb OblLIa yAaJieHa B Ipeeliax
3M0POBBIX TKaHeil. [1allMeHTy BBIIOJHEHA SHYKJICALIMsI.
OHaKO IO AaHHBIM THCTOJIOIMYECKOIO MCCIeI0BAHMS
«KMBasl» OIyXOJieBasi TKaHb He OOHapyKeHa.
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ITo maHHBIM THCTOJIOIMYECKOTO MCCACIOBAHUS MaTe-
puanga, MOJYyYEeHHOTo Iocjie SHykiaeauuu (n = 9) wim
onokakcu3um (n = 7), oTMevaaoch IpeodagaHue Bepe-
TeHOKJIeTOUHOro (50 %) Tuiia omyxoJid Hal 3MUTETUOMI -
HOKJI1eTOYHBIM (7 %). Y 6 (43 %) nalieHTOB OIpeae/IICs
CMEIIAHHbBIM TUIT OITyXOJIN.

ITo maHHBIM MOJIEKYJSIPHO-TEHETUYECKOrO UCCIeI0-
BaHusl, nmposeaeHHoro nocie TUAB, y 1 mauneHnTa obHa-
pyxeHa myTtauus B reHe FIFIAX.

Cpok HabmogeHust coctaBui or 6 mec g0 21 roma
(B cpemHeM — 68 mec). 3a JaHHBINA TTEPUO, JIETATbHBIX
ucxonoB He oTMeueHo. CynbOa 8 (28 %) GOJIbHBIX OCTa-
€TCSI HEU3BECTHOM: 4 malreHTa ObLIY MOTEPSHBI U3-TI0
HaOJIOeHUsT cpa3y IOCIIe JICUCHUsI, Ipyrue 4 He BbIXO-
IUIA Ha CBSI3b CIYCTSI OIpeAesieHHbIM cpokK. CpemHuit
cpok ux HabmoneHust coctaBui 115 mec. ¥V 1 (3 %) 6071b-
HOTO BBISIBJICHO MeTacTa3upoBaHue B IeyeHu. Kparkas
XapaKTepUCTUKA TTallMeHTOB ¢ YM, BolIeAIINX B JaHHOE
HCCJIeIOBaHKE, TIPEACTaBICHA B TA0IMIIE.

Tpex- n 5-netusss BCB mamueHTOB, paccuMTaHHas
meronoM Karmtana—Maiiepa, cocraBuia 94 % (pUCYHOK).

BbCB y demeii u noopocmkoe ¢ YM

Disease-free survival in children and adolescents with uveal melanoma

Oo0cyxneHne

VM nHaunboJiee xapakTepHa JJIsl B3pOCIOTO HaceleHUs],
y IeTeil BcTpevaeTcsl KpaliHe penko. B KpymHBIX mccie-
nmoBaHusix C.L. Shields et al. u A.D. Singh et al., B koTo-
pbie Bouwu 6osee 8000 uenoBek ¢ YM, netn 1 MoJioabie
monu 1o 20 et coctaBwin 1 % u 0,8 % cOOTBETCTBEHHO
[3, 4]. ITo naHHBIM psifa APYrUX, MEHee KPYIHBIX UcCie-
JMIOBaHUIA, YacTOTa BCTpeuyaeMOoCTH Y M y MOJIOABIX JTIoAcH
Bapbupyet ot 0,6 1o 1,6 % [12—14].

C.L. Shields et al. oTMeuanu, 4TO Cpear MOJIOIBIX JIIOAEH
nybepratHoro Bo3pacta YM Bcrpevasach vaite (78 % mauu-
eHTOoB oT 15 10 20 7eT), yem y aeTeii. Jpyrue aBTOpb TakxKe
orMevaroT, 4yTo 90 % OGOJILHBIX MOJIOZOrO Bo3pacta ¢ YM
ObuH cTapiue 15 et [4]. DTu faHHbIE COOTHOCSITCS C HALTUM
HCCIICIOBAHMEM, T MeIMaHa BO3pacTa MalMeHTOB COCTa-
Buia 17 net, a MUHMMAJIBHBIM M MaKCUMaJIbHBII BO3PacT —
10 1 20 1eT cOOTBETCTBEHHO. MBI TAKXKE OTMETUIIN OOJBIIIYIO
PacIpOCTPaHEHHOCTh MATOJIOIMU CPEI CTapllieil BO3pacT-
Hoii rpymibl (62 % naiueHToB B Bo3pacTe oT 15 no 20 nerT).

OpuruHanbHble uccneposanus // Original studies
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Obwas xapakmepucmuka demeti u hoopocmiog ¢ YM

General characteristic of children and adolescents with UM

CTaTyC B HacToOAIIEe

BpeMst
Current status

OpurunanbHble uccnepoBanus // Original studies

Bospacr, Cragus Cpoxu Ha0m10-
roABI Tloa Jokam3amus YM (mo TNM) Bun nevennst JIeHUS, MeC
Age, Gender UM localization Tumor stage Treatment method Follow-up,
years (TNM) month

18 KeHckuit Xopuounaest DOHyKJIeaLust Py
Female Choroid Enucleation
14 Myxckoii Xopuouzest DHyKJIealust 255
Male Choroid Enucleation
18 MyXckoit Pamyxka + LT HNLCD 0
Male Iris + ciliary body Iridocyclosclerectomy
17 MykcKoi Xopuounaes DHyKIIealust 97
Male Choroid Enucleation
. BT+ TTT
XK X .
20 ;;: :;;:M ch;lygr);%eﬂ Brachytherapy + transpupillary 241
thermotherapy
" BT+ TTT
18 MYA)/IK;IIEOH X(E,P;?ag,%eﬂ Brachytherapy + transpupillary 244
thermotherapy
20 Kenckuit  Papyxka + LT + xopuouses DHyKJIeauust 0
Female Iris + ciliary body + choroi Enucleation
20 KeHckuit Xopuouaes DHyKJIealust 179
Female Choroid Enucleation
17 Kenckuit Xopuouaes TTT 2
Female Choroid Transpupillary thermotherapy
12 MyxcKoi LT + xopuounest DHyKJIeauust 0
Male Ciliary body + choroid Enucleation
18 Kenckuit Panyxka ns 6
Female Iris Iridectomy
19 Kenckuit Xopuouaes TTT 143
Female Choroid Transpupillary thermotherapy
14 KeHckuii Xopuounest BT 100
Female Choroid Brachytherapy
13 Kenckwmit Xopuowujest DHyKIIeauus 99
Female Choroid Enucleation
14 Kenckuit  Papyxka + LT + xopuounes HNILXCD 85
Female Iris + ciliary body + choroid Iridocyclochoroidsclerectomy
17 KeHckuit Panmyxka + LT j210(eC} 76
Female Iris + ciliary body Iridocyclosclerectomy
13 Kenckuit Panyxka + LT HLCD 0
Female Iris + ciliary body Iridocyclosclerectomy
. BT+ TTT
18 My;[(;;zo” X(gfg});lﬁ[jeﬂ Brachytherapy + transpupillary 63
thermotherapy
10 Kenckuit Xopuowunes bT 63
Female Choroid Brachytherapy
17 MykcKoi Xopuouzaes TTT 56
Male Choroid Transpupillary thermotherapy
CrepeoTakcuyeckast paguoxu-
14 Kenckuit Xopuowusest pyprust «[amma-Hox» 45
Female Choroid Gamma Knife stereotactic
radiosurgery
10 KeHckuit Xopuouaest DOHyKJIealuust 12
Female Choroid Enucleation
CrepeoTakcuuecKast pagnoxu-
13 Kenckuit Xopuoues pyprus «[amma-Hox» 9
Female Choroid Gamma Knife stereotactic
radiosurgery
15 Myxckoii  Pamyxka + LT + xopuounaes HNLXCD 19
Male Iris + ciliary body + choroid Iridocyclochoroidsclerectomy
20 Myxckoir  Pamyxka + LT + xopuoungest HNIIXCD 17
Male Iris + ciliary body + choroid Iridocyclochoroidsclerectomy
18 KeHckuit LT + xopuouzest BT 19
Female Ciliary body + choroid Brachytherapy
19 Myxckoit  Pagyxxka + LT + xopuonnes NLXCD 10
Male Iris + ciliary body + choroid Iridocyclochoroidsclerectomy
Crepeotakcuieckasi parioxu-
17 MyxcKoi Xopuouaes pyprust «[amma-Hox» 9
Male Choroid Gamma Knife stereotactic
radiosurgery
11 KeHckuit Panyxka + LIT DHyKIIeanust 47
Female Iris + ciliary body Enucleation

Kupa
Alive

KuB, MeTacTasbl
B Ie4eHb yepes 18 mec
Alive, liver mts.
18 months after treatment

Kupa
Alive

Kus
Alive

Kupa
Alive

Kusa
Alive

Kusa
Alive

Kupa
Alive

Kupa
Alive

Kus
Alive

Kupa
Alive

Kup
Alive

Kusa
Alive

Kupa
Alive

Kupa
Alive

Kus
Alive

XKus
Alive

Kupa
Alive

Kus
Alive

Kus
Alive

Kusa
Alive
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ITo nanueiM M.V. Fryet al., 10 (56 %) u3 18 nmauueHToB
ObLIN XeHcKoro moja [4]. dpyrue uccieqoBaHUsT TakxKe
(GUKCUPYIOT HEOOJBIIYIO TEHAEPHYIO pa3HUILy C HEOOIb-
LIKAM TIpeobaagaHreM KXKeHIMH (55 %), 4TO COOTBETCTBY-
€T ¥ HaIllUM JaHHBIM [2]. OnqHaKo HU OTHO UCCIeA0BaHNE
y JIeTeil B BO3pAaCTHOI KaTeropuu 10 21 roga He BBISIBUIIO
CTaTUCTUYECKOM KOppesiiuu ¢ moyuom [11, 12].

YacTo B HaydyHOl JIUTepaType y AeTeil ¢ YM oTMe-
yaeTcs Hanuuue MenaHos3a. B 1965 r. Verdaguer et al.
OTMETHUJIU, 4TO Y 4 u3 7 mauueHToB muaniie 20 jget ¢ YM
XOpUOUAECH HAOJIIOAACTCS OKYJIOACPMAJIbHbIM MeJIaHO3.
Kpowme aToro, B JaHHOM KMCCJIeIOBAHMI aBTOPHI HE CO00-
LIMJIM HU 00 OJHOM CJIy4ae MeTacTa3oB C MEIMaHOM Cpo-
Ka HabmoneHus 5 et cpeau 17 6oubHbIX [15]. B apyrux
HUCCIeAOBAHUIX ObLJIO OTMEUYEHO, UYTO Y MallueHTOB ¢ YM
U OKYJIOAEPMaIbHbIM MEJIAHO30M B 2 pa3a BbILIE PUCK
MeTacTa3supoOBaHUs, YeM y MalueHToB 0e3 Hero [16, 17].
B nHameMm ucciaenoBaHUM OKYJIOAEPMaIbHBIM MeJIaHO3 He
HabOmonancsa. CyliecTByeT MHEHHE, YTO Ha BO3HUKHO-
BeHue YM y IOAPOCTKOB MOIYT BJIMSITh TOPMOHAJIbHbIE
M3MEHEHMSsI, IIPOUCXOISIINE B IIEPUOL ITOJIOBOIO CO3PE-
BaHMUSI, B YaCTHOCTH 3KCIIPECCHs 3cTporeHos [18, 19].

IIpu BemeHMM MOJIOABIX MALIMEHTOB ¢ YM B HallleMm
HCCIEIOBAHMU IIPEANOYTeHUE B JICUEHMM OTIABAJIOCh
OpraHOCOXpaHSIIOIIUM MeTonaM. M3 29 OoJbHBIX Iep-
BUYHO OpPraHOCOXpaHsIollee JieYeHUue ObUIO IPOBEIECHO
20 (69 %) mamumeHTaM, 4YTO COOTBETCTBYET JAHHBIM APY-
rux aBToposB [6, 9, 20, 21]. K npumepy, C.L. Shields et al.
B CBOEM MKCCIICIOBAHUU ITPOAECMOHCTPMPOBAIN BBIMIOJI-
HEeHUE MePBUYHOIO OPraHOCOXPAHSIONIETO JIeYeHUs y 68
(56 %) 6onbHBIX U3 122. [lepBUYHOE yaajieHue rJ1a3HOTO
s10J10Ka TIpoBelieHO Y 54 (44 %) nauueHTOB.

Cpeau Haimx OOJIBHBIX 3HYKjealusi Oblia BBIITOJ-
HeHa 9 pa3, uto coctaBmwio 31 %. Yaie Bcero 3to ObLIU
NETU C M30JMPOBAHHOM XOPUOMUAAIBHOW MEJIAaHOMOM
(n =6, 67 %) u GonpbLIMMU pa3MepaMU OMMyXxoJu. Bumy
MOJIOZOrO BO3PACTa M BBICOKMX 3pUTEIbHBIX (DYHKIIMI KaK
IOIBITKA OPraHOCOXPAHSIOIIETO JISYSHUsI TIPY MepeaHeit
JIOKQIU3alUU OMYXOJU M HaJUYMU 3KCTpabyaIb0apHOTo
pocTa y 2 manueHToB O0bl1a BeimonHeHa MIIXCD ¢ tpaHc-
IUTaHTallMeil TOHOPCKOM CKJIepHI (Y OMHOTO — MEPBUYHO,
y apyroro — mocie paHee nposeneHHoit bT). [TonooHas
TaKTUKa OObSCHSIACh T€M, YTO, KaK IO HAaIlUM OdaH-
HbIM, TaK Y II0 AaHHBIM 3apy0OexKHOM JMTepaTyphbl, Ha
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CETOMHSIIHMI JeHb TOKA3aHO OTCYTCTBME HOCTOBEPHBIX
pasanyuii B BBLKMBAEMOCTH MAllEHTOB IIPU IIPOBEACHUN
OPraHOCOXPAHSIONIETO 1 JIMKBUAALIMOHHOIO JieueHus [7,
22]. B uccnenoBaHusIx 3apy0eKHBIX aBTOPOB Yallle BCETO
METOJIOM OPraHOCOXpaHSIOIIEro jedyeHus: sBiasuiack bT
(34 %) [6]. B Hallem MccienoBaHMU OHA UCIIOJIb30BajIach
B 21 % ciryyaeB Kak crioco0 IepBUYHOIO JIeYeHUSI.

Hecmorpss Ha TO, 4YTO B HallleM UCCIeIOBaHUU
y JeTeil W IOAPOCTKOB YacTO BCTpevyasach IepeaHsIs
JIOKaIM3alys 3JI0Ka4eCTBEHHBIX IIPOLECCOB (pamyxkKa
u LIT), GoabLinii mpoleHT cocTaBuia xopuouaes (59 %).
Hamuy naHHbIe COOTHOCSTCS C 3apyOEXXKHBIMU, LI MO0JISI
XOpUOMIAABHON JoKaym3auuu — 67 % [6, 7]. JIuib
B 1 (3 %) cinyyae cpeny Halux nauueHToB YM 3artpa-
ruBajia uzojaupoBaHHO panyxKy. C.L. Shields et al., Hao-
OOpOT, COOOIIAIOT O OOJBIIOM IPOLEHTE JIOKATU3ALUN
OITyXOJIU B paaykKe (25 %), 4TO IpeBbILIAJIO0 HUIUAPHYIO
Jnokanuzauuio (8 %) [6].

Ilo nutepaTypHbIM JaHHBIM, ¥ MOJIOIBIX IALIMEHTOB
¢ YM nab6monancs 6oJjiee HU3KUIA ypOBEHb METACTa3UPO-
BaHUsI IO CPAaBHEHUIO C MOXUJIBIMU JIIoabMH [1, 13].

ITo rucTojornyeckuM JaHHBIM B HaIlleM MCCIIeAO0Ba-
HUU OTMEYaJIOCh PABHOE YMCJIO IMALIMEHTOB C IIPOTHOCTH -
yecku 0oJjiee 01aronpUsITHBIM KJIETOYHBIM TUIIOM (Bepe-
TEHOKJIETOUHBIM) M MeHee OJIArONPUSITHBIM KJIETOYHBIM
TUIOM (SMUTEIUOUIHOKIETOYHBIM M CMEIIaHHOKJIE-
TOYHBIM) oryxoyu. [Ipu 3ToM B JaHHOI paboTe ¢ TOUYKMU
3peHUs] MPOTHO3a YM MBI MCIIOJIB30BaIM OMHAPHBII
MPUHIUI OLIEHKU KJIETOYHOI'O TUIIA, YTO ObLIO OMUCAHO
Hamu paHee [23].

Tpex- u 5-netnsis BCB, paccuuTtaHHBIE METOAOM
Kamnana—Maiiepa, coctaBuiiu 94 %. I1o nurepaTypHbIM
JaHHBIM, 5- 1 10-1eTHSs 00111ast BBIKMBAeMOCTD Y B3pOC-
JIBIX TALMEHTOB cOCTAaBISIOT 81 % U 65 % COOTBETCTBEH-
Ho [24, 25].

3akioyenne

VM y nereit BcTpeyaeTcs KpaitHe peako U JeMOHCTPHY-
pyeT KIMHUYECKUE PA3IMYMs 110 CPABHEHMIO C TaKOBOM
y B3pocbix. C y4eToM Bo3pacTa MalKeHTOB 1, BO3MOXKHO,
JIy4dIliero nmporHo3za YM y geTeil ¥ MoapoOCTKOB OpraHo-
COXPAHSIOIINE METOJbI JICYCHUS! SIBJISIIOTCSI MIPEIIIOYTH -
TeJIbHBIMU. OHAKO €ro MPUYMHbBI TPEOYIOT JaIbHEUILEro
HU3y4YEeHUsI.
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Mpumenenne nyuyeBoil Tepanuu Ha MeTacTaTu4eckue o4arv y nayueHToB
C Helipo6nacTomoui rpynnbl BbICOKOr0 pUcKa B Tepanuu nepeoi JIMHUU

T.B. Illamanckas, FO.M. BoeBoauna, A.FO. Ycbruknna, 10.H. JInkaps, U. Kaiinam, M. M. lynaiikun, /1.}O. Kaganos,
A.B. HeuecHniok

DI'BY «Hauuonanvhblii MeOUUUHCKULL UCCAC008AMENbCKUL YEHMD 0eMCKOU 2eMamono2ull, OHKOAOUYU U UMMYHOA0UU UMEHU
Jmumpus Poeauesa» Munzdpasa Poccuu; Poccus, 117997, Mockea, yar. Camopsr Mawena, 1

Konrakrable nannbie: Tamosna Buxmoposra lllamanckas Tatyana.Shamanskaya @dgoi.ru

Axmyaavnocms. J[ucmanyuonnas ayuesas mepanus (JIT) saeasemcs 00HUM U3 KOMHIOHEHMO8 MYAbMUMOOANbHO20 AeYeHUs NAYUeHMO08
¢ Hetipobnacmomoti (HB) epynnvl 6bicokoeo pucka u 6 KOMOUHAUUU € XUPYPRUMECKUM AYEHUEM CAYICUM 0053amenbHbiM 21eMEeHmMOoM
NOKANbHO20 KOHMPOAS HA0 nepsuunol onyxoavio. Ilpu smom npumenenue JIT na memacmamuueckue ouaeu, nepcucmupyioujiie nocie
3aeepuienuss SMana UHOYKYUOHHOU mepanuu, He S8ASemcs CMaHoapmom NpomoKOAbHO20 AeHeHUs Yy NepeuyHuiX nayuenmos ¢ HB
epynnul 8bicok020 pucka. Obayyenue memacmamuyeckux ouaeoe 6 mepanuu Hb nepeoii aunuu u éxaad JIT 6 yayuwenue omoanreHHoil
BbIICUBACMOCIU U CHUICEHUE YACIOMbL PeUUOUBOE NPOOOAICAIOM UZYHAMbCA.

Ileav uccaedosanus — uzyuumo nooxoowl k npogedenuio JIT Ha edunuunbie Memacmamuueckue o4azu, COXpPaHsouUecs nocae 3a8epuieHus
amana uHOYKUUOHHORO AeveHusl, y nauuenmos ¢ Hb epynnoi gvicokoeo pucka 6 pamkax smana KOHCOAUOQyUU npu nposedeHuu mepanuu
nep8oll AUHUU.

Mamepuaast u memoost. B pempocnekmugnuiii anaiu3s oviau exarouenst 11 nayuenmog ¢ Hb epynnol vicokoeo pucka, Komopuim 8 pamkax
mepanuu nepsoii aunuu oviaa npoeedena JIT na memacmamuueckue ouaeu 6 HMUIL] ITOH um. Imumpus Poeauesa 3a nepuod ¢ 01.2012 no
12.2023. BoavHbie noayuaiu mepanuro no mooupuuuposaruomy npomoxosy GPOH-NB2004. [loxazanuem oas npogedenus JIT cuumanocw
COXpaHeHUe eOUHUUHO20 Memacmamu4ecko20 o4azd, 6biA6As1eMo20 N0 OGHHbIM CyuHmuepapuu ¢ '>I-memaitlo0ben3ureyaHuOUHOM uau
KOMNbIOMEPHOU MoMOpapuu,/MaeHUMHO-Pe30HAHCHOU momoepaguu nocie 3agepuieHus smana uHoykuyuorroi xumuomepanuu (XT).

Pesyavmamoi. Meduana 6o3pacma nayuenmos, 8KAIOHEHHbIX 8 uccaedosanue, Ha MOMeHm nocmanosku ouaenoza Hb cocmaesuna 31,9 mec
(paszbpoc 9,4—128,6 mec). YV ecex demeil unuyuanreHo ycmanosaena 4-1 cmaous 3aboneganus (1 nayuenm Ovin ¢ Memacmamu4ecKoil
gopmoii Hb npu noxaruzauuu ouaea 6 opbume 6e3 evisieaenus nepeuunoil onyxoau). Amnaupurxayus eena MYCN evisignena 6 4/11
(36 %) cayuasx. Hudykuyuonnas mepanus bvina 3aeeputena c docmudicenuem uacmuuro2o omeemay 10/11 (91 %) 6oavuoix. Bo écex cayuasx
obnyuancs moavko 1 memacmamuueckuii ouae. Jlgym nayueHmam 0110 HPo8eoeHo 00AyHeHUe U NEPEUMHOU ONYXO0AU, U MeMACMamu4ecKo20
ouaea.

Jecamu nayuenmam npogodunacs JIT Ha ouaeu, 10Karu308anHble 8 KOCMSX CKeaema, 0OHOMY — HA OMOANeHHbIL AumMpamuueckuil y3en.
Jlns o0nyuenus 6orvuuncmea memacmamuyeckux ouazos (64 %) ucnoavzosaincs pexwcum gpakyuonuposarus no 1,5 Ip 1 paz é dens do
docmudiceHus: CymMmapHoil 04aeogoil doswt 21 [p. Meduana onumenvrnocmu Habardenus cocmasuaa 40 mec (pazopoc 13—97 mec). Peuudus
6 noAe 00AyHeHUs MEMAacmamu4ecKo20 o4aea pa3euncs moasko y 00Ho2o 6046H020. Tpexaemusis 6e3peyudusHas u 00ulas 8bloCUBAEMOCHb
cocmasunu 54 % u 80 % coomeemcmeenHo.

Buieoodvr. JIT 6 newenuu HE epynnvl bicokoeo pucka modicem A6AImMbCs IP@PeKMUSHbIM MemoooM N0KAAbHO20 KOHMPOAS Npu
01UOMeMACMAMU4ecKOM 3a001€6aAHUU UAU NPU COXPAHEHUU eOUHUMHBIX MemAacmamu4ecKux o4aeo8 HNocae 3aeepuieHus 3manda
undykyuonnoi XT. Heobxodumwl donosnumenvHbie Kpynhole uccaedosanus ons noomeepoicoenus poau JIT 6 yayuwenuu govidcusaemocmu
npu 06ay4eHUU Memacmamu4eckKux o4azos.

KioueBble cioBa: HelipobiacToMa, IETH, TPYIIa BEICOKOTO PUCKa, JTydeBast Teparust, MeTacTas3bl

Jna murapoBanusa: Illamanckas T.B., Boesoguna KO.M., Yceerukuna A.FO., Jlukapeio FO.H., Kaitnam Y., dyHaiikua M.M.,
Kavanos JI.10., HeuecHiok A.B. [1puMmeHeHMe JTydeBOi Tepanmiy Ha MeTacTaTUYECKUE OYard y MalMeHTOB ¢ HEWpoOJacTOMOit
TPYMITBI BEICOKOTO PUCKa B Teparvu MepBOii IMHUM. Poccuiickuii sKypHa JeTCKOI TeMaToJIornu M oHKosoruu. 2025;12(1):27—38.
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cOOp MaHHBIX, opopMIIeHUE 6a3bl JTAHHBIX, HATIMCAHUE TEKCTa PYKOIIUCH
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HaIMCcaHue TeKCTa PYKOIUCH, TIOTOTOBKA CTIMCKA JTUTEPATYPhI
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Radiation therapy to metastatic sites among patients with high-risk neuroblastoma in first-line therapy

T.V. Shamanskaya, Yu.M. Voevodina, A.Yu. Usychkina, Yu.N. Likar, Ch. Kailash, M.M. Dunaykin, D.Yu. Kachanov,
A.V. Nechesnyuk

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

Relevance. Radiation therapy (RT) is one of the components of multimodal treatment among patients with high-risk neuroblastoma (NB),
and in combination with surgical treatment is a mandatory element of local control of the primary tumor. At the same time, RT for metastatic
sites persisting after completion of induction therapy is not a standard protocol treatment in primary patients with high-risk NB. The effect of
RT on metastatic sites on improving long-term survival and reducing recurrence rates continues to be studied.

Aim to the study — fo investigate approaches to RT for single metastatic foci persisting after induction therapy among patients with NB high-
risk group as part of the consolidation phase of first-line therapy.

Materials and methods. The retrospective analysis included 11 patients with high-risk NB who underwent RT for metastatic foci as part of
first-line therapy at the Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology, Ministry
of Health of Russia from 01.2012to 12.2023. Patients received therapy according to the modified protocol GPON-NB2004. The indication for
RT was the persistence of a single metastatic site detected by 1231-metaiodobenzylguanidine scintigraphy or computed tomography/magnetic
resonance imaging after completion of induction chemotherapy.

Results. The median age was 31.9 months (range 9.4— 128.6 months). All patients were initially with stage 4 disease (one patient had metastatic

focus in the orbit without detection of the primary tumor). MYCN gene amplification was detected in 4/11 (36 %) cases. 10/11 (91 %)
patients achieved a partial response after induction therapy. In all cases, only one metastatic focus was irradiated. 2/11 patients received
radiation to both the primary tumor and metastatic focus.

10/11 patients received RT to metastatic sites localized in skeletal bones, 1/11 — to a distant lymph node. Seven of 11 sites received 21 Gy
in 14 fractions. The median follow-up was 40 months (range 13—97 months). Only 1 of 11 patients receiving metastatic site irradiation
experienced relapse in an irradiated distant site 24 months later. The 3-year relapse-free survival and overall survival were 54 % and 80 %
respectively.

Conclusions. RT may be an effective method of local control in oligometastatic disease and in case of persisted single metastatic foci after
induction chemotherapy in the treatment of high-risk NB. Additional large studies are needed to confirm the role of RT in improving survival
with irradiation of metastatic sites.
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BBenenne

Heiipoonacroma (HB) sBnsgercss Hambosiee vacToit
9KCTPAKpPAaHUAIBHON COJMAHOM ONYyXOJIblO HETCKOTrO
Bo3pacTa [1]. bonee monoBunbl gereit ¢ Hb Ha MomeHT
IMOCTAHOBKM NMAarHo3a MMEIT MHOTOYMCJICHHBIC MeTa-
cTaTUYeCcKWe odYarv, M3 KOTOPBIX IONABISIONIECE YHUC-
JIO TIAIIMEHTOB OTHOCHUTCS K TPYIMIIe BBICOKOTO PHCKa.
HecMoTpss Ha WHTEHCHMBHOE JIeUCHME, BKIIIOYAlIOIIEe
WHAYKIHOHHYI0 nonuxumuotepanuoo (ITXT), xupypru-
YecKoe yHaaJeHHUe IMEepBUYHON OITyXOJIM, ayTOJOTHYHYIO
TPaHCIJIAHTALIMIO TEMOITOATUYECKNX CTBOJIOBBIX KJIETOK
(ayto-TI'CK) ¢ mocnenyromeit mydeBoii Tepanueit (JIT)
Ha 00JlacTh TIEPBUYHON OMyX0iau, IUddepeHInpoBOY-
HYI0 M1 UMMYHOTepaIuio, IoKa3aTejln S-JeTHeil oOIeit
BekuBaeMocTu (OB) B rpymirie BEICOKOro pucka He Ipe-
Beimaiot 50 % [2, 3].

B MexxnyHapomTHBIX M OTEUeCTBEHHBIX MCCICIOBAHUSIX
OBLIO TIPOAEMOHCTPHUPOBAHO, UTO IIPOTHO3 Y TMAIIMEHTOB
¢ Hb rpynmnsl BBICOKOrO pucCKa B CiIydyae COXpaHEHMUS
MeTa0OJIMYECKN aKTMBHBIX METacTaTUYeCKUX OYaroB
ITocJIe 3aBepIleHUs ATarna MHAYKIIMOHHOTO JICUCHUST XyXKe
10 CPaBHEHUIO ¢ OOJBHBIMU, TOCTUTIIMMU otHOTO (I10)
1 o4eHb Xopoiiero yactuuHoro (YO) orBeta [3—6]. Takum
ob6paszoM, noctizkeHue 1O co cTopoHbI MeTacTaTUYECKMX
0YaroB SBJISIETCH TPUOPUTETHOM 3aa4yeil B JICUEHUU ITOU
MMOATPYIIIBI OOJIBHBIX. B CBSI3M ¢ BBICOKOI pamroyyBCTBH-
TeJIbHOCTHIO Ki1eTOK Hb BO3HMKaeT BOonmpoc 0 BO3MOXHO-
cTtu 6osee mupokoro npumeHeHus JIT misa noctukeHust
JIOKAJIbHOTO KOHTPOJISI HE TOJIBKO HaJl TIEPBUYHOI OITyX0-
JIBIO, HO Y Hal METacTaTUYECKUMMU OodyaraMu, 4TO MOXKET
MMO3BOJIUTH B IICJIOM YJIYUYIIUTh IIPOTHO3 Yy TAaIlMEHTOB
TPYTIIBI BEICOKOTO pUCKa.

B To0 ke Bpems npumeHeHue JIT Ha Bce oyaru MHU-
IIMAJTBHOTO METAaCTaTUYECKOTO pPacCIpOCTpaHEeHUs He
PEKOMEHIOBAHO B CBSI3U C PUCKOM Pa3BUTUS TTOOOUHBIX
93¢ GEKTOB, B TOM UYMCIIe BTOPMYHBIX 3JI0KAY€CTBEHHBIX
onyxoneir [7, 8]. Kpome Toro, B OOJBIIMHCTBE Ciiyda-
eB OOJydeHME BCEX OYaroB, BBISIBISIEMBIX Ha MOMEHT
IMOCTAHOBKM JIMAarHo3a, OrpaHWYEHO MHOXKECTBEHHBIM
XapaKTepoM IMOpaxkeHUs M PaHHUM BO3PacTOM TallMCH-
ToB. CaMoOIi JIOTMYHO U KOHCEPBATUBHOI KOHIIETIIMEH
ocTaeTcs 00JydeHNE OCTaBIINXCSI METa0OINUECKH aKTUB-
HBIX OYaroB, HE JIMMMHUPOBABIINX MOCIE 3aBEPIICHUS
stana uHAykiuumoHHoil IIXT. DddeKkTuBHOCTL AaHHOM
CTpaTerMu OCTaeTCs He A0 KOHIIA M3yYeHHOM, OIHAKO
B MUPOBOM JIMTEPATYype CYLIECTBYET PsI MCCIECIOBAHUM,
MOCBSIIEHHBIX olleHKe poJin JIT Ha 061acTh OCTATOYHOTO
METacTaTUUeCKOro 3a00JIeBaHUsI y TEPBUYHBIX MallMCH-
ToB ¢ HbB rpyns! Beicokoro pucka [9—17].

Ieab HacTOSAIIEr0 MCCIETOBAHUS — PETPOCTICKTUBHBIN
aHaJIu3 pe3yabTaToB Tepanuu nanueHToB ¢ Hb rpynmsl
BBICOKOTO pucka, noiayuuBmux JIT Ha coxpaHMBIIUECS
MeTacTaTUYeCKHE OYaru IMOCJie 3aBePIICHMUS WHIYKIIU-
OHHOI1 (ha3bl, B paMKax Tepalnu IepBoii JMHUK Ha 0a3e
DI'BY «HaumoHaIbHBI MEIULIMHCKUI UCCIIELOBATEND-
CKUI1 LIEHTP IEeTCKOM TeMaTOJOTUM, OHKOJIOTUU U UMMY-
Hosioruu uMeHu JAmutpust Porauesa» Munsapasa Poccun
(HMUILI AT'OU um. Imutpusa Porauesa).

MarepuaJjibl U METObBI

3amepuon c 01.2012 mo 12.2023 B nccienoBaTeIbCKOM
6aze mannbix HMUILL ATOW wm. HOmutpusi Porayesa
ot 3apeructpupoBaHbl 320 mauueHToB ¢ HB rpymms
BBICOKOTO pHCKa. B maHHOe peTpocneKTMBHOE HCClie-
noBaHue BkouyeHbl 11 (3,4 %) mauuMeHTOB, KOTOpPBIE
nonyaunu JIT Ha obmacTh MeTacTa3oB MPU MPOBEACHUN
Tepanuu IepBOM JIMHUM.

MHuimanpHas olleHKa pacipoCTPaHEHHOCTH OITyXO-
JIEBOTO TIpoliecca 1 MocTaHoBKa nuarHo3a Hb mposoau-
JIUCh B COOTBETCTBUM C MEXIYHAPOTHBIMU KPUTCPUSIMU
[18]. [Iy1st oLleHKM OTBETa Ha ITPOBOAMMYIO TepaIUIO IPU-
MEHSUIMCh MEXXIyHAapOIHbIC KPUTEPUH OIICHKM OTBETa Ha
tepanuio npu HB (G.M. Brodeur, 1993), B koTopble ObUTH
VHKOPIIOPUPOBAHbI TaHHbBIE TUATHOCTAYECKONW CLUUHTHU-
rpacdun ¢ '*I-meraiton6ensunryanumaom ('31-MUBI)
C IpUMEHEHMEM TTOJTYKOJUUEeCTBEHHOM 0a/UTbHOM CUCTe-
MBI olieHKM oTBeTa Curie Score [18, 19].

Crpatudukaiys B TPyMIly BLICOKOTO pUCKa U Tepa-
MU BBITTOTHSUTUCH 110 MOAU(UIIMPOBAHHOMY ITPOTOKOIY
Hewmeuxkoro o6uiectBa AETCKOW OHKOJOTMM M remMa-
tonoruu (German Society for Pediatric Oncology and
Hematology, GPOH) NB-2004 [20]. B pamkax opuru-
HanbHoro npotokona GPOH-NB-2004 nposenenue JIT
OBLUTIO PEKOMEHIOBAHO TOJIBKO Ha 00JIACTh MEPBUYHOMU
OITyXOJIM, KOTOpas OIpenesiach Kak MeTaboauye-
CKM aKTUBHOe 3abojieBaHue (OIpenesseMblii OcTaTod-
HBIII KOMIIOHEHT ONYXOJW IO JAaHHBIM CIUHTUTpapumn
¢ B[-MUBI win no3uTpOHHO-IMUCCHOHHON TOMOTpa-
bun (I1DT) ¢ B¥F-dropaesokcuriokosoii (OJI')) mocie
3aBepuIeHus 3Tana MHIyKunoHHou TTXT.

B pamkax gaHHOro McciaeaoBaHusl BOIIPOC 00 00yue-
HUU METacTaTMYECKMX OYaroB paccMaTPUBAJICS KOJICTHU-
aJbHO TIPY YJaCTUU Bpayeli-IeTCKUX OHKOJIOTOB, JIyye-
BBIX TEPAIEeBTOB U Bpayeil OTOEJICHUS PATUOHYKIIMIHOM
MUaTHOCTUKM U Tepanuu. [lokazaHueM Isl TpOBEACHUS
JIT cayxuno Haiuyue €IMHUYHBIX METACTaTUYECKUX
04YaroB, OMpeIesIeMbIX B 3HAUMMOM O0BbeMe MO TaHHBIM
MYJBTUCTIMpPAIbHONM KoMIbloTepHOit ToMorpacduu (KT)/
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MarHUTHO-pe30HaHCHO# ToMmorpacduu (MPT), cumHTH-
rpadum ¢ 'BI-MUBT nocie 3aBepiueHust 3Tana MHIYK-
mmoHHo#t IIXT. Ilpu ompenenenum mokasanuii K JIT
YUUTBIBAJIMCH BO3PACT MAlIMEHTOB, aHATOMMYECKOE pac-
IOJIOKEHUE METACTa30B M BO3MOXKHBIC PUCKU Pa3BUTHS
oTAaNeHHbIX MO00YHBIX 3(pdekToB ot JIT. BoasHbIM Mor-
JIO IPOBOAUTHCS TOJIbKO OO0JydeHHE METacTaTU4eCKOIo
oyara WM Iapajijie/IbHO 00J1yJaiach IepBUYHAsT OIYXOJIb
B ciydae HakomuieHus1 pamuodapmmpenapara (P®II)
MEePBUYHBIM 0YaroM IpU IIPOBEACHUM CLMHTUIpaduu
¢ 'BI-MUBT/TIDT/KT ¢ ®AT nocie 3aBepleHus 3Tamna
uHaykioHHou ITXT.

OLIEHKY BBDKMBA€MOCTU OOJIbHBIX IIPOBOAMIM IIPU
IOMOILIM TIOCTPOEHUsI KpUBBIX II0 Mertomy Karuia-
Ha—Maiiepa. be3peuuauBHyio BbDKuBaeMocTh (BPB)
OIlpeAe)IsUIM OT MOMEHTA IMOCTAHOBKU AMArHo3a 0 BO3-
HUKHOBEHHUS pPEeLMIMBA/IPOrPECCUU OCHOBHOIO 3a00-
neBaHus. OB — oT maThl MOCTAaHOBKM AUAarHO3a 0 OKOH-
yanus ucciaenoBanus (01.2024) unu cMepTH 00JBHOTO.

PesyabraTsl

B perpocnexTuBHOE McclienoBaHUE ObLIM BKIIIOYE-
HbI 11 GOJBHBIX C BIIEPBbIE YCTAHOBJICHHBIM AUArHO30M
Hb rpynmnbl Beicokoro pucka. OOI1as xapakKTepucTuKa
MalyeHTOoB MpeacTaBieHa B Tadn. 1. MeanaHa Bo3pacra
Ha MOMEHT IIOCTaHOBKM AuMarHosa cocraBuia 31,9 Mec
(pa3opoc 9,4—128,6 mec). COOTHOIIEHUE I10 TI0JIy MaJlb-
yuku:aeBouyku — 0,8:1. IlepBuyHasg omyxoib NMpenMy-
LIECTBEHHO JIOKAJIM30Bajlach B 001aCTU HAAIIOYEUHUKOB
(7/11). B ogHOM ciy4yae MbI HaOJIOJAIM MeTacTaTUye-
cKylo ¢opMy 3abosieBaHUS C JIOKalu3alueil oopa3oBa-
HUSI B 00J1aCTU OPOMUTHI O3 BBISIBJICHUSI O4ara IepBuY-
HOIl omyXxoJu. Y BCeX MalMEHTOB Oblla yCTaHOBJIEHa
4-g ctagus 3abojeBaHus 0 MeXIyHAapOIHOW CUCTEMe
cragupoBanus Hb (International Neuroblastoma Staging
System, INSS) c npeumyniecTBeHHOI JioKanu3auuei
METACcTa30B B KOCTSIX cKeleTa M KocTHOM Mo3sre (KM).
HeOnaronpusiTHbele MOJIEKYJISIPHO-TEHETUUECKHUE U3MeE-
HEHUSI BBISIBJICHBI MEHEE YeM Yy ITOJIOBUHBI OOJIbHBIX.

Ob6sem mepanuu nepeoil AuHUU

Bce manueHTHl MoJyYald MHAYKIMOHHYIO XUMMO-
tepanuio (XT) cormacHo mportokony GPOH-NB2004
(cm. Taba. 1). deBstu (82 %) GobHBIM MTPOBENEHA CTaH-
JapTHas MHAYKUMOHHas Tepanus, y 2/11 (18 %) nmauu-
€HTOB MHIYKLIMOHHAsI Tepamnus Oblla MHTEHCUMULIK-
poBaHa, YYUThIBAsI IJIOXOM OTBET Ha MpPEIlIeCTBYIOLIUE
6 xypcoB IIXT. Xupypruueckoe jge4eHue Mo yaaJeHUIo
MepBUYHOM OIyX0ju ObLIO BhimoiHeHo B 10/11 (91 %)
CJIy4asix ¢ OJMHAKOBBIM IPOLIEHTHBIM pacIipeaeieHIueM
B 3aBUCUMOCTHU OT 00beMa Pe3eKIMU. Y MalMeHTa C U30-
JIMPpOBAaHHOM MeTacTaTUuecKoil (opmoii 3abojeBaHUS
Obl1a TTpOBeAicHA OMOIICHST 00pa30BaHMs, JIOKATMU30BaH-
HOTro B OpOMTE NP IMOCTAHOBKE JAMArH03a, U OTCPOUYECH-
HO BBITIOJIHEHO yIaJIEHUE OCTATOYHOM METaCTaTUYECKOMN
OITYyXOJIU.

OtBeT mocie 3aBeplieHUs: MHAYKHUMOHHOM [IXT
(ctanmapTHOit UM wuHTeHcuduUMpoBaHHoii) B 10/11
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(91 %) cayuasx tpakTtoBaicsa kak YO, B 1/10 (9 %)
HabmoaeHuu o1 3apeructpupoBaH CO. Y 2 mauueHToB
Ha MOMEHT 3aBepILECHUSI MHIYKIIMOHHOTO 3Tarla JeUYeHMS
He 0TMeYasoch naTojorndyeckoro HakoruieHuss POIT npu
nposeneHny cuuHTUrpaduu ¢ '21-MUBT: onuH 6e3 BbIsiB-
JICHHOT'O TIEPBUYHOI0 oyara ¢ MHUIIUAJIbHBIM ITOpaXKeHU-
em opouTs cieBa (H0O), y BToporo 60JbHOTO COXpaHSLICS
ouar B KIIMHOBUIHOM KOCTH 3HAYUMbIM 00beMOM (15 cm?),
HO 11pu otcyTcTBUM HakoruieHus: PDIT ipu nposeneHun
cunnTurpadu ¢ '*I-MUBT (4O). Tpem (27 %) nauueH-
Tam Gbl1a ipoBeseHa 3 [-M MBI -repanus. [Tpakrnyecku
BCceM OOJIbHBIM B Ka4eCTBE 3TaIa KOHCOJIMIALIMY BBIIIOJI-
HeHbl Bbicokono3Hass XT u ayro-TI'CK (10/11, 91 %).
PexxuM KOHAMIIMOHUPOBAHUS TpU BbICOKOA03HON XT
BO BCeX CJIydasiX BKJIIOYaJl KOMOMHAIIMIO TpeocylbdaHa
u Mendanana (TreoMel). OgHomMy 60IBHOMY HE IPOBO-
nuics 3tan ayto-TT'CK BBUIY BBICOKOI TOKCUYHOCTHU
MPEALIECTBYIOLIECH TeEpaIIuu.

Ha sramne noctkoHcoIMIaluy Bce NaldeHThI MOJIy4YK-
1 9 KypcoB nuddepeHpoBoUHO Tepanuu 13-11uc-Pe-
TUHOEBOI KucaoToi, B 2/11 (18 %) ciayyasix mpoBeaeHa
nMmyHoTepanus GD2-HanpaBieHHbIMA MOHOKJIOHAb-
ueiMu anTutenamu (MAT), B 4/11 (36 %) — unTeHcubu-
Kalus MOCTKOHCOJIMIAIIMOHHOTO 3Talla 3a cueT Jo0aBJie-
HUS TeMo3oiaomuaa [21].

Jlyueeas mepanus

BceM mainmeHTaM, BKJIIOYEHHBIM B HCCJICIOBaHUE,
nocae 3aBepuieHust Bbicokono3Hoit XT m ayro-TI'CK
onuta mipoBeneHa JIT Ha obiacTh METaCTaTUYECKUX OYa-
roB (ta6mn. 2). Isym (18 %) GonbubiM JIT Ha obnactb
METaCTaTUYECKMX YYaCTKOB BBIIOJHSIACH OIHOBpE-
MEHHO ¢ O00JydeHueM IIepBUYHOM omyxoju. MeauaHa
Bo3pacTa Ha MoMeHT mipoBeneHus JIT cocraBuna 32 Mec
(pazopoc 16—138 mec), camomy MiagiieMy peOeH-
Ky Obuto 16 MmecsueB. EMy BbINOJIHSUIOCH 00JyYeHUeE
ennHcTBeHHOro MU BI-mo3uTHBHOrO Ouara, KOTOpBIi
OIpeIe/IsUICS HA MOMEHT 3aBeplLICHMs 3Tara MHIYKIIM-
OHHOIi Tepanuu B 00JIaCTU CpeaHel TPeTu MpaBoit 00JIb-
1mebepioBoii KocTu (cymmapHasi ouyaroBast mo3a (CO/I)
coctaBwia 21 Ip). B Hacrosiee Bpemsl MallMeHT KUB
¢ noctuxkenueMm I10. B 10/11 (91 %) ciayyasix IpoBeIeHO
00JIy4eHrEe MeTacTaTUYECKMX OYaroB, JIOKaJU30BaHHBIX
B KOCTsIX (KocTu oceBoro ckenera — 1/10, koctu depe-
na — 4/10, xoctu no6aBouHoro ckenera — 5/10), B 1/11
(9 %) — otnanenHoro JIY (HagKJIIOUMYHBINA CJlieBa).

MenunaHa BpeMeHU OT IIOCTAaHOBKM AMarHo3a 10 Havya-
na JIT cocraBuia 8 mec (pazdpoc 7—10 mec). AHecTe3no-
Jlornyeckoe nocobue npu nposeaeHun JIT BoIMOIHIIOCH
y 7/11 (64 %) mauneHTOoB.

B 9/11 (82 %) cayuyasx oOjydyaeMble MeTacTaTH-
yecke ovaru Obun MWUBI-mosutuBHbIME, y 2/11
(18 %) —HeormeuanocbHakoruieHuss POIT: BogHOM Cityyae
3TO OBIJI ITAIMEHT ¢ MeTacTaTudeckoit ¢popmoit Hb B 06:1a-
CTU OpOUTHI O€3 IIEPBUYHOTO OYara, BO BTOPOM — COXpa-
HsIICSI OOJIBIIOM OCTATOYHBIM KOMITOHEHT MOCe UHIYK-
nuoHHoro 3tana [1XT B 061acT KIMHOBUIHOI KOCTHU 1O
nanHbiM KT/MPT. MHumaasHO MeTacTaTUu4ecKue ouyaru
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Tabmma 1. Obwas xapakmepucmuka nAyUeHmos,
6 uccaedosatue, u 06sem mepanuuy nepeoll AUHUY (Ha4ano)

BKNHOYEHHbIX

Table 1. General characteristics of patients included in the study and the
amount of first-line therapy (beginning)

Parameter Value
Ton, n (%)
Gender, n (%)
KEHCKUI
female

MYXCKOI

male
Bo3spacT Ha MOMEHT NOCTAHOBKM IMarHo3a, Mec
The age at the time of diagnosis, months

MearaHa

median

MHTEpBa

range

5 (45)

6 (55)

31,9
9,4—128,6

Jlokanuzanust mepBUYHOI orryxoJu, 1 (%)
Localization of the primary tumor, n (%)
HaAMOYEUHUK
adrenal gland
3a0PIOLIMHHO BHEOPTaHHO
retroperitoneal
3aHee CPpeOCTeH1e
posterior mediastinum
0e3 epBUYHOIO ovara
without primary tumor

Craryc rena MYCN, n (%)

MYCN gene status, n (%)
BBISIBJICHA aMTUTU(DUKALIUS
amplification detected
He BbISIBJIEHA aMIUTU(D KA
no amplification detected

Craryc 1p, n (%)

Chromosome Ip status, n (%)
neselusi/nucoanaHc
deletion/imbalance
HeT aesennu/aucbanaHca
no deletion/imbalance
HCCIIe0BaHKe HE MPOBOAMIOCH
not studied

Craryc 11q, n (%)

Chromosome 11q status, n (%)
Jesenust
deletion
HET JeJIelnn
no deletion
WCCIIeIOBAHKE HE ITPOBOIMIOCH
not studied

Cranust 3a6oneBanust o INSS, n (%)
INSS stage of the disease, n (%)
4-s51 cranust
stage 4
KonnuectBo MeTacTaTu4ecKuX KOMITAPTMEHTOB, /1
Amount of metastatic compartments, n
MearaHa 2
median
pa3dpoc
range

7 (64)
2(18)
109
109

4 (36)
7 (64)

4(36)
6(55)

1(9)

2 (18)
6 (55)
3(27)

11 (100)

1-4

Jlokanusauust metactazos*, n (%)

Topography of metastases*, n (%)
KM 6 (55)

bone marrow

KOCTH CKeJleTa

bones of the skeleton

oTaasieHHbIe JuMbaTrudeckue y3ibl (JIY)

distant lymph nodes

reyeHb

liver

00J1aCTh OPOUTHI

orbit

11 (100)
2(18)
2(18)

2(18)
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Taomma 1. Obwas xapakmepucmuka nayueHmos,
6 uccaedosanue, u 06sem mepanuu nepeoll AUHUY (OKOHYaHue)

BKNHOYEHHbIX

Table 1. General characteristics of patients included in the study and the
amount of first-line therapy (end)

Parameter Value
Tepanust 10 MOAMMUIIMPOBAHHOMY TIPOTOKOITY
GPOH-NB2004, n (%)
Therapy according to the modified GPOH-NB2004
protocol, n (%)
9Tan UHAYKIMOHHOM Teparnuu
induction therapy
CTaHAapTHast MHAYKIIMOHHASs! Teparust
standard induction therapy
MHTEeHCU(UKALMS MHIYKIIMOHHOMN Tepaniu
intensification of induction therapy

O0bBeM JTydlIeit XupyprudecKoil pe3eKum nep-
BUYHOI onyxonu, 1 (%)
The extent of the best surgical resection of primary
tumor, n (%)
MaKpOCKOIMYECKHN paTKaibHast
macroscopically radical
MaKpOCKOINYECKN OCTATOYHAS
macroscopically residual
He MPOoBOIUIACh**
not done**

9(82)

2(18)

5 (45,5)
5 (45,5)
1(9)

OTBeT Ha MHAYKIIMOHHYIO Teparnuio, 1 (%)
Response to induction therapy, n (%)

4o

partial response

cMetaHHbIi oTBeT (CO)

mixed response

OreHka oTBeTa ¢ rcroib3oBaHuem Curie Score
TpY rpoBefeHnH cLuHTurpadun ¢ B-MUBT
(TI0CIIe 3aBepIIeHNST dTara MHIYKIIMOHHOM Tepa-
T1u), GaJLIbl
Response assessment with '>I-MIBG scintigraphy
by Curie Score (after completion of induction
therapy), scores
MeauaHa 1
median
pazopoc
range
BoicokonosHast [TXT u ayto-TI'CK, n (%)
High-dose chemotherapy and auto- HSCT, n (%)
MpoBeieHa
conducted
He TIpoBeieHa
not conducted
BIT-MWBT-tepanus, n (%)
BI-MIBG therapy, n (%)
MpOBeIeHA
conducted
He MpoBeeHa
not conducted
|
IIpumevanne. * — Goabrble Mo2au umems 00ee 00HO20 MEMACMAMUHECKO20
Komnap ;R — Kol hopmoil be3 ebisigaenus ouaza
NepeuHHol ONyxonu.

10 (91)

1(9)

0-2

10 (91)

19

327)

8(73)

¢ memac

Note. *— patients could have had more than one metastatic compartment; ** — patient
had metastatic disease without detection of a primary tumor.
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Tabmima 2. Ocobennocmu nposedenus JIT na memacmamuueckue ovaeu
¥ nepsuunbix nayuenmos ¢ HB epynnui 6bicok02o pucka

Table 2. Characteristics of radiotherapy to metastatic foci among newly
diagnosed patients with high-risk neuroblastoma

ITapametp 3HaueHue
Parameter Value

BospacT Ha MmomeHT nipoBeaeHust JIT, mec
Age at the time of RT, months

MeauaHa 32
median

pazdpoc 16—138
range

06bem JIT, n (%)
Volume of RT, n (%)
TOJIBKO METaCTATUIECKHiA oyar
metastatic focus only
METacTaTUIECKHIl oyar v TIepBUYHAsI OITyXO0JIb
metastatic focus and primary tumor

9(82)

2(18)

AHaTtoMuuecKue 30HbL, 11 (%)
Anatomical sites, n (%)

KOCTHU CKeJleTa

bones of the skeleton

KOCTH 4yeperna

skull bones

KOCTHU nepudepuyeckoro ckeiera

peripheral skeleton bone

0CEBOU CKeJleT

axial skeleton

Otnanenusie J1Y, n (%)
Distant lymph nodes, n (%)

Jlo30Bbiit pexuMm, n (%)

Dose regimen, n (%)
COJI — 21 Ip (pa3zoBas ouarosas no3a (POJ1) —
1,5 Ip)
total dose — 21 Gy (fraction dose — 1,5 Gy)
COM — 36 Ip (PO — 1,8 Ip)
total dose — 36 Gy (fraction dose — 1,8 Gy)
CUMYJIBTaHHBII UHTErpupoBaHHbIH OycT (SIB)
CO/[ 21SIB — 36 Ip u 21SIB — 40 Ip (1,5—1,8 Ip)
simultaneous integrated boost (SIB) 21SIB — 36 Gy
and 21SIB — 40Gy (1,5—-1,8 Gy)

|

10 (91)
4(36,5)
4(36,5)

2(18)

1(9)

7 (64)

2(18)

2(18)

uMenu pazmepsl 45 x 40 x 40 mm (V = 37 cM®) B iepBoM
ciaydae u 41 x 45 x 42 mm (V = 40 cm?) Bo 2-M. Ha done
IXT ouaru cokpatminch 10 33 x 28 x 37 mm (V =17 cm?)
u 31 x 36 x 26 MM (V = 15 cm?) cooTBeTcTBeHHO. Tlanm-
eHT 0e3 BBISIBJIEHHOTO TEPBUYHOIO odvara ObLT pajau-
KaJIbHO TIPOOTEPUPOBAH TIOC/IE ATara WHAYKIIMOHHOMN
[IXT. Pemienue o npoeneHuu JIT B KOHKPETHOM Cllydyae
OBbLIO TIPUHSTO B CBSI3W C HAJMYUEM Y 3TOTO OOJBHOTO
€IMHCTBEHHOTO METAaCTaTUYEeCKOro ouara Kak TpOsIB-
neausi Hb u oTkazom or mpoBeneHUsT BBICOKOIO3HOM
XT u ayro-TT'CK B cBsI3U ¢ TIpeqIIECTBYIONIEH TSKEION
TOKCUYHOCTHIO JIEUSHUsI. Y IPYyroro nalnreHTa Ha MOMEHT
muaHupoBanusi u mipoeneHust JIT coxpaHsuics owar
B KJIMHOBUIHOM KOCTU 3HAUYUMBIX pa3MePOB IO JaHHBIM
KT/MPT 6e3 maronorudeckoro Hakoruienusi POTI mpu
npoBefieHnH ciuHTUrpaduu ¢ '21-MHUBT.

Takke y 1| mamueHTa Ha MOMEHT 3aBEpIIEHUS
WHIYKIIMOHHOTO 3Tara Teparnuy Mpyu MPOBEJSHUN KOH-
TponbHO# cumHTUTpaduu ¢ 'Z2I-MUBT onpenensnoch
2 MO3UTHUBHBIX METACTATUYECKUX Ovara (B TPOEKIINU 9-T0o
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pebpa u Kocrteit Taza cripaBa). I[Ipu obGcyxkaeHUMn maH-
HOTO cllyyass Ha MEXIMCUMIUIMHAPHOM KOHCUJIHUYyMeE
OBLIIO TIPUHATO pelieHue o npoBeneHuu JIT Toabko Ha
o61acte MUBI-nosutuBHOTO 0Ovara B 9-M pedpe, Tak
Kak HakorieHue PDII B KOCTsX Taza OLIEHUBAJIOCh KaK
c1aboOMHTEeHCHUBHOE, a Npu npoBeaeHun MPT Busya-
JIN3UPOBAIOCh MEJIKOOYaroBoe JIUCCEMUHUPOBaHHOE
nopaxeHue OeApeHHBIX KOCTel, KOCTe! Ta3a, MO3BOH-
KOB, 03 BBISIBICHUSI YETKO OYEPUYECHHOIO KPYIIHOIO
ouara, 4to aenajno npoBeaeHue JIT B maHHOM ciydyae
HelleJ1ecoo0pa3HbIM.

Takum o0pa3oM, BO Bcex ciydasix o0Jiydasicsl TOJIbKO
1 MeTacTaTUYECKUI1 Ovar.

st o6srydeHus1 OOJBIIMHCTBA METACTATUYECKUX OYa-
roBy 7/11 (64 %) nalmeHTOB IPUMEHSUICS pexXuM (pak-
uoHupoBaHus 1o 1,5 Ip 1 pa3 B 1eHb 10 JOCTHXKEHUS
CO/ 21 Ip.

Taxkxe y 2/11 (18 %) 601bHBIX UCITONL30BAICS AJIbTEP-
HaTUBHBIN pexxuM ooydeHus ¢ POJI 1,8 Ip no COJI 36 Ip.
B takoM peskume nipoBoauiu JIT Ha MU BI'-no3nTuBHbIM
ouar op6utsl 1 MUBI-n03uTuBHBI ouar B 9-M pebpe.
B aHaroMu4ecKuX ydacTKax, IOABEPKEHHBIX OOJIbIIEMY
PUCKY PEeLUAMBUPOBAHMUS, IIPOU3BOAMIACH ICKallallMs
103. 1o Takomy ke npuHiumy y 2/11 (18 %) nauueHTOB
npuMeHsiach Metoauka SIB. B 1 ciydae 6bu10 mpoBee-
HO 00JiyueHMe 00JIaCTM METACTATUYECKOTO 04yara B KOCTU
ocHoBanus yepena go COJI 21 Ip (PO — 1,5 Ip) ¢ mpu-
menenueM SIB no COJ 36 Ip (PO — 1,8 Ip) Ha obaacTh
OCTAaTOYHOM OITyXOJIM, aKTMBHO Hakaruiupaiomiein PDOIT
(puc. 1).

Y nanueHTta 6Ge3 BBISIBIEHHOTO IIEPBMYHOIO OYara
JIT Ttaxxe mnpoBomwiach ¢ TPUMEHEHUEM METOIUKU
SIB. IlpousBonwiu oO0JIy4YeHUE JOXa yTaJICHHOM OITy-
XOJIM JIEBOM OpOUTHI ¢ OYCTOM Ha odar JIeBOii BUCOYHOI
obnactu, BU3yanusupyemblii mpu MPT-uccnenoBanum,
OJHAKO M3-3a 0TKa3a OoT BbIcOKoA03HOU XT 1o mpuumnHe
OpraHHOM TOKCMYHOCTU U, YYUThIBas HaJIMYMUE Y ITOrO
0OJIbHOTO €IMHCTBEHHOTO0 METACTATUYECKOIO ovara Kak
npossieHus Hb, 0bl10 mpuHATO perneHne 06 acKaaalumn
CO/JI no 40 Ip (puc. 2). [InanapHoe pacripenesieHre 1035l
y IAHHOTO IallMeHTa MIPEeACTaBIeHO Ha puc. 3.

Omaoaaennvie pe3yabmanivl mepanuu u npoHo3

MenuaHa HaOIIOACHUS 32 BCeMU OOJbHBIMU OT JaThl
MOCTAaHOBKM AuarHo3a cocrtaBuia 40 mec (pa3dpoc —
13—97 mec). ¥V 5/11 (45 %) maimeHTOB, BKIIOUYEHHBIX
B MCCJeIOBaHUEe, ObLIO OTMEUYEHO pa3BUTHE peLUanBa/
nporpeccuu 3abosieBaHus (3/5 — MeTacTaTUYECKUil
xapaktep u 2/5 — nokanbHblii). Ha MoMeHT mpoBene-
Hus aHanuza maHHbix (01.2024) 4/11 (36 %) nmorubau
OT Tiporpeccuu 3abosieBaHMs. MeamaHa BpeMEHU OT
JaThl MOCTAHOBKM AMarHo3a OO JaThbl CMEPTU COCTa-
Buna 31,5 mec (pa3dopoc — 13—45 mec). TpexneTHss
BPB u OB coctaBunu 54 % u 80 % cOOTBETCTBEHHO
(puc. 4, 5).
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Puc. 1. Maavuuk, 5 aem. Juaenos: Hb npasoco naonoueunuxa, 4-s cmadus no INSS (memacmamuueckoe nopaxcenue KM, kocmeii ochosanus uepena),
amnaugpurayuu eena MYCN, deaeyuit Ip u 11q ne evineneno. I[pynna evicoxoeo pucka. MPT T1-636eurennvie uzobpasxcenus (BH) ¢ konmpacmuvim ycu-
JAenuem: unuyuanvhoe (a) u nocae smana undykyuonnoi XT (0); oonogpomonnas smuccuonnas KT/KT-coemewennvie uzoopadicenus: unuyuanvioe (0, 8)
u nocae undyxyuonnoii XT (e, xc); 2 I-MHBT-momozpaguueckue uzobpaicenus: unuyuanshoe (2) u nocae undykyuontoti XT (3)

Fig. 1. Boy, 5 years old. Diagnosis: NB of the right adrenal gland, stage 4 according to INSS (metastatic lesions of the bone marrow, bones of the skull base),
MYCN-negative, Ip and 11q-negative. MRI contrast-enhanced T1-W1I initial (a) and after induction chemotherapy (d); SPECT/computed tomography:
initial (6, 8) and after induction chemotherapy (e, xc); '>I-mIBG tomographic imaging: initial (2) and after induction chemotherapy (3)

a 7 8

Puc. 2. Jlesouxa, 4 coda. Juaenos: HB 6e3 6bisi61eHH020 Nep8UYHORO 04a-
ea, 4-s cmaous no INSS (memacmamuueckoe nopaxcenue obaacmu opou-
mul caeea). Amnaugpukayuu eena MYCN, deneyuii Ip u 11q ne gviseaero.
MPT T1-BH ¢ konmpacmHbim ycuieHuem: a — UHUYUANbHOE UCCAe008aHUe;
0 — nocae 3asepuienus smana uHoykyuonnoi IXT; ¢ — nocae xupypeuue-
CK020 yOaneHus Memacmamu4ecKo2o ouaea, Ha smane nianupoearus JIT

Fig. 2. Girl, 4 years old. Diagnosis: NB without detectable primary tumor,
stage 4 according to INSS (metastatic lesions of the left orbital region),
MYCN-negative, Ip and 1l1g-negative. MRI contrast-enhanced TI-WI:
a — initially; 6 — after induction chemotherapy; ¢ — after surgical removal of
the metastatic focus, at the stage of RT planning

Puc. 3. Ilnanapnoe pacnpedenenue 0o3vl y nayuenma, noayuuguieeo JIT
¢ nomouivro memoouxu SIB, é akcuanbHoll, cacummansHoll u GpoHmManbHol
npoexyusix. Cunuit konmyp — dosa 40 Ip, kpachotit konmyp — 21 Ip

Fig. 3. Planar dose distribution in a patient treated with SIB in axial, sagittal
and frontal projections. The dark blue contour — a dose of 40 Gy, the red
contour — 21 Gy
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Puc. 4. 5PB nayuenmos, noayuuswux JIT Ha memacmamuueckue ouaeu

Fig. 4. Relapse-free survival of patients who received RT to metastatic lesions

IIpu pa3BuTUM peLMIMBa/TIpOrpeccuu 3abosieBaHUs
y 4/5 OOJbHBIX MOSIBJEHUME HOBOTO METAaCTaTUYECKOIO
oyara He JIOKaJM30BajioCh B OOJy4eHHOM Ttose. Peru-
IWB B MoJie OOJydeHMs MeTacTa3a MPOM3O0IIe] TOJIbKO
B 1/5 cnydae yepe3 24 Mec OT MOMEHTA ITOCTAHOBKY JI1a-
rHo3a. Ha puc. 6 mipencrasieHo IiaHapHOe pacripeelie-
HUe A03bl Y JaHHOTO NanueHTa, Ha puc. 7 — T1-BU MPT,
Ha KOTOPOM OITpeIeIISIeTCST PELIUINB B ITOJIE OOIYIEHUS.

O6cyncoenue pe3yibmamoes u 0030p aumepamypot

Oxojio mojioBuHbl TaunueHToB ¢ HB Ha MomeHT
MMOCTAHOBKM JIMarHo3a MMEIOT MeTacTaTWYeCKHUe OdYarw.
HaubGoee yacThIMM aHATOMWYECKUMU 30HAMU JIOKAJIH -
3allM¥ METacTa30B SIBISIOTCS KOcTU ckeneta, KM u JIV.
Hanuuue otpmaneHHbIX MeTacTa3oB y maunueHToB ¢ HB
HCITIONTb3YEeTCsI He TOJIbKO KaK CTpaTU(UKAMOHHBI Map-
Kep JUIS OIpele/ieHUs CTaguK 3a00JIeBaHUs U TPYITIIHI
pHCKa, HO ¥ UMEET IPOrHOCTUYECKOE 3HAUCHUE B TPYIIIe
BBICOKOTO pHCKa, OOYCIOBJIEHHOE KakK OIIpeaeIeHHOMN
aHATOMWYECKON JIOKaJM3aleil MeTacTa3oB, TaK U OTBe-
ToM Ha uHAaykuuoHHyto XT [5, 22, 23]. Beuio npoje-
MOHCTPUPOBAHO, UYTO HAJIMYKME METACTATMYECKUX OYaroB
B JIETKMX, a TAKKe JIOKAJIM3alis 04aroB B KOCTSIX Yyepera
y nauyeHToB ¢ HB rpyniiel BEICOKOTO pHCKa COMPSIKEHBI
¢ 0oJiee HUBKMMMU MOKa3aTeasIMU BbIKMBaeMocTu |24, 25].

Kpome Toro, 0buUl0 MoKa3aHO, UTO OOJBIIMHCTBO
MeTacTaTMYECKMX pPEIUINBOB pa3BUBaeTCd B paHee
CYILIECTBYIOIIMX YJacTKaX IMOPakeHUsI, BBISIBIISIEMBIX ITPU
MOCTaHOBKE MEPBUYHOTO AuarHosa [9—11].

OCHOBHBIM TepaneBTUYCCKUM METOJIOM 3JIMMMUHA-
LIMM METacTa3oB MpU JeueHUUu nauueHToB ¢ HB rpymmel
BBICOKOTO pucka siasercsa cuctemHas IIXT. B 1o xe
BpeMsI B 3apyOeXHOI JMTepaType MMEIOTCS eIMHUYHBIC
MyOJMKAIMK, paccMaTPUBAIOIINE POJIb XUPYPrUIEeCKOM
PEe3eKIINY MPU OIpeaeICHHBIX JIOKATU3ALIMSIX METaCTaTH -
YECKHMX 04aroB BHE LIEHTPaJIbHOI HEPBHOI cCcTEMEI [26],
OHAKO JaHHBIN ITOAXOI WCITONb3yeTCs KpaiHe peaKko
BBUIY MaCCMBHOTO METAaCTaTUIECKOIO PacIpOCTpaHEeHMUS
MPY MOCTAHOBKE AMArHO3a U MPEerMYIIeCTBEHHOTO Iopa-
KeHus1 Kocteit ckenera 1 KM. B Haiem ucciaenoBaHuu
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Puc. 5. OB nayuenmos, noayuusuiux JIT Ha memacmamuueckue ovaeu

Fig. 5. Overall survival of patients who received RT to metastatic lesions

Puc. 6. [lnanapnoe pacnpedesenue 003wl y nayuenma, nosyuueuweeo JIT
¢ nomougpio memoouku SIB, ¢ akcuarvHol, cacummanvHoi U GpoHmansb-
Houl npoexyusix. Toaryooil konmyp — d0oza 36 Ip, aceamuiii konmyp —21 Ip.
Y nayuenma npousouien n0KanvHulil peyudus 8 noae o0yHeHus

Fig. 6. Planar dose distribution in a patient treated with simultaneous
integrated boost in axial, sagittal and frontal projections. The blue
contour — a dose of 36 Gy, the yellow contour — 21 Gy. The patient had a local
recurrence in the irradiation field

Puc. 7. MPT T1-BH ¢ konmpacmHbim ycunreHuem nAyueHma ¢ peyuougom
6 none oonyuenusi. Muuiens, 0603HaueHHas KOHMYPOM, NOAYHUAA onpede-
nenHyro 003y. Toayooii konmyp — 36 Ip, wceametii konmyp — 21 Ip

Fig. 7. MRI contrast-enhanced TI-WI of patient with relapse in the
radiation field. The target indicated by the outline received the dose. The blue
contour — 36 Gy, the yellow contour — 21 Gy



@ POCCUIACKNIA XXYPHAT

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

y manueHTa 6e3 MepBUYHOTO ovyara Takke OBLIO BBIMOJI-
HEHO XUPYPrUuecKoe ynajeHue eIMHCTBEHHOTO MeTacTa-
TUYECKOIo ouara B opoure.

IMockonbky HbB siBnsieTcst panno4yBCTBUTENIHHOM OITy-
xouiblo, JIT mupoko nmpuMeHsieTcs Il Je4eHUs TaieH-
TOB I'PYIIIBI BEICOKOTO pucka [27].

Bo Bcex TepamneBTMUECKUX ITPOTOKOIAX IIPeaycMaTpy-
BaeTcs 00TyYeHME IIEPBUYHOM OITyXOJI1 C HEKOTOPHIM pa3-
JIM4reM B onpenesneHuu nokazanuii K JIT u Beioope m03.
[Tpu 5TOM TOIBKO B OMHOM IPOTOKOJIE — aMEepUKAHCKOM
Hetckoii onkojornueckoit rpymmsl (Children’s Oncology
Group, COG) ANBL0532 — nnpenycmaTpuBaeTcst 001yde-
HHUE METacTaTMYeCKMX OYaroB, MEPCHUCTUPYIOLINUX IOCIe
3aBepIICHUsT dTala MHIYKIIMOHHON Tepamuu (clinical
trials. gov, NCT00567567).

Bce BhIIIeCKa3aHHOE TOTYEPKUBAET BAXKHOCTb 00CYXK-
neHust Borpoca o poau JIT B obOJydeHUM MeTacTa3oB
y nauueHToB ¢ HB rpynisl Bbicokoro pucka.

IIpencraBieHHbie B 3apy0OexkHOI JHUTepaType pabo-
THI, TIOCBSILIEHHBIE M3y4aeMOil Teme, KaK IIpaBuUJIo,
HOCSIT PETPOCHEKTUBHBIN XapaKTep, ¢ HEOOJbIINM YHUC-
JIOM MAallMeHTOB, BKJIIOUEHHBIX B MCClIeIOBaHUE (CaMoe
OospllIoe MCClIeaOBaHME BKJIo4yaeT 159 uyemosexk [12]).
[Ipuyem pekoMeHDALMM U TOIXOABI K OIPEAeJeHUIO
nokazanuii K JIT pasnmuuatorcsa. Panm wmcciaemosareneit
MIPUXOJIST K BEIBOAY O HEOOXOIUMOCTH O0JIyYeHUS TOJIBKO
MM BT -NO3UTUBHBIX 04aroB, OCTABLIMXCS TTOCIE 3aBep-
IIEHUs ATana WHAYKIWOHHOW Tepaluu, OJHAKO IPYTrue
JINTepaTypHbIe JaHHBIC CBUACTEIbCTBYIOT O IPOBEICHUN
JIT Ha oyarm Kak COXpaHMBIIMECS ITOCJe 3aBepIICHUS
9Tana MHAYKIWM, TaK U CYIIIECTBOBABIIIME ITPU ITOCTAaHOB-
Ke nuarHo3sa [13, 14].

OpnHoIt U3 TIepBBLIX PabOT, MOCBSIIIEHHBIX 00TYYEeHUIO
MeTactatTndyeckux odaroB npu HB, saBasercs crarbg,
omnyboaukoBaHHas B 1995 . G.S. Sibley et al. [10]. JIT na
MeTacTa3bl IPOBOAMIACH MOIOJTHUTEIBHO TAllMeHTaM
rocJe BhICOKOA03HOM X T 1 TOTaabHOTO 00JIydeHUST Tea,
nopu 3TOM B OOJIyYEHHOM TI10JIe PEeLUAUB ObUT OTMEYEH
ToKO B 1 13 10 ciydaeB, mpoTuB 6 13 28 y4acTKOB, HE
MOJBEPrIIMXcs o0aydyeHu0. HecMoTps Ha TO, UTO aBTOPBI
HE TTOJIYYMJIM CTAaTUCTUYECKN 3HAUMMBIX Pa3InuUil MEXKIY
IpyMIlIaMu, TEPBbIA OIBIT CBUAETEIBCTBOBAI O TOM, UTO
JIT MoXeT OBITh TTOJIE3HOI TIPU MeTacTaTUYECKoil (popme
HB [10].

B To e BpeMsl cucTeMaTH4YeCKO 0030p MO aHaIU3y
pomu JIT B 00/1ydeHUM KOCTHBIX METACTA30B Yy MAallUeHTOB
¢ HB rpynimsl BEICOKOTO prcKa, onyOanKoBaHHBIN B 2023 T
K. Keshwani u et al. 1 BkiIrounBIIMii B aHaau3 11 uccie-
JIOBaHU, HE TIPOJEMOHCTPUPOBAJ YOSIUTEIbHBIX JOKa-
3aTEJILCTB MOJIOXKUTEIBHOTO BIUSHMS Ha BHIKMBAEMOCTh
MPOBOAMMON Ha MeTacTaThyeckue KocTHble odaru JIT.
ABTOpBI TTOJUEPKUBAIOT, YTO HE ObLIO HU OAHOTO PaHI0-
MM3UPOBAHHOTO MCCJIEIOBAaHMsI, OLICHUBAIOIIETO TaHHBIMN
Buna JIT, omHako B psiie aHaIU3UPyeMbIX pabOT ObLT MOKa-
3aH BBICOKHWI YPOBEHbB JIOKATLHOIO KOHTPOJISI HaJ MeTa-
CcTaTU4YECKUM 3a00JieBaHMEM B 00JTydeHHOM TtoJie [13].

Harma pabota Takske HOCUT peTpPOCHEKTUBHBIN XapaK-
Tep W BKJIIOUAeT HEOOJIBIIIOE YMCIIO MalMeHToB (1 = 11).
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B xauectBe kputepues 1 npoBeneHust JIT B O0abIIMH-
CTBE CJIydyaeB Mbl BBIOpaJIM COXpaHEHUE EIWHUYHOTO
MMUBI-N03UTHBHOTO METACTATUYECKOTO oyara IocJe
3aBepiieHus stana uHayknuoHHoit ITXT. Tak Xe kak
U B APYTUX MyOJMKAIUsSIX, OoJyblast 4acTh 30H miasg JIT
MPUIIUIACH Ha KOCTU CKejieTa, mpu 3ToM 4/11 0oJbHBIM
o0IyJyanu KOCTH 4Yeperia Kak OoJiee HeONIaronpusTHYIO
30HY METAacTaTUYeCKOro rmopaxeHus. s nedeHust 60J1b-
muHcTBa MeTactas3oB (7/11, 64 %) UCTI0Jb30BAJICS PEXKUM
¢pakumonupoBanus 1o 1,5 Ip 1 pa3 B nens 1o CO/ 21 Ip.
HecMotpst Ha orpaHUYeHHOE YK CJIO OOJIBHBIX, HAIIIM TaH-
HBbIe MOKAa3aJu XOPOIIWil ypOBeHb KOHTPOJS Hal MeTa-
CTaTUYECKUM 3a00J1eBaHUEM B 00JIy4EeHHOM M0JIe, TOJbKO
B 1 cinyyae pas3Buiicsl peluauB B 30He TpoBeneHust JIT,
B 00JIaCTM 0Yara KJIMHOBUIHON KOCTH.

ITockonbKy manveHThl B HAIIEM MCCIeIOBAaHUU TTOTY-
yajau Tepanvio 10 MOIUGMUINPOBAHHOMY IPOTOKOIY
GPOH-NB2004 u, yunTbiBas To, YTO B paMKaX OpUTU-
HaJIbHOTO HEMELIKOTO IIPOTOKOJa IIpeaycMaTpUBaeTCs
00JIlyueHUEe TOJIbKO IIePBUYHOI OMNyXOJIU, MHTEPECHOU
apusiercst pabora D. Jazmati et al., omyOGiauMKoBaHHast
B 2020 . [14], B KOTOpOIi aHANIM3UPOBAIUCH OOJIbLHEIE,
JNeunBlIvecsd B pamkax mporokona GPOH. BocemHuan-
1aTh TALIMEHTOB TIPYMIIBI BBHICOKOTO PHUCKa IOJIYYMIN
JIT Ha mMeTacTaTU4YeCKMEe KOCTHBIE oYaru (KOCTU 4epera
(n = 7), xoneuHocreit (n = 10), MO3BOHOYHUK (1 = 5),
pebpa (n = 2)). Pemienue 06 o0IydYeHUM MPUHUMAIOCH
VHAUBUIYAJIbHO, KPUTSPUSIMU IS OMpeaeIeHUs TTOKa-
3aHuil SBIsIUCh Hanmure MU BT-MO3UTUBHBIX 0YaroB
WIM HEPEerpecCcUpylonie odyaru K MOMEHTY IPOBEICHUS
JIT, a Takke JoKanM3alMs METAcTa30B B KPUTUUYCCKUX
aHaToMmnyeckux 3oHax. Meauana CO/I ripu npoBeneHun
JT cocraBuna 36 Ip, KomndecTBO 0OJIy4aeMbIX OYaroB
BapbupoBayo oT 1 1o 3, yacTu marueHToB (2/18) obyue-
HHE METacTa30B IIPOBOIMIIOCH MTapaUICIbHO ¢ O0IyUYeHU -
eM MepBUYHOM onyxonu. [1aTuneTHsIsI BBLKUBaeMOCTD 0e3
JIOKAJIbHOM (B 30HE 0OJIy4eHHUsT) TTPOrPecCUu y OOJIbHBIX,
noayunBiiux JIT, cocraBuna 51,4 % nipu MeauaHe Ha0J110-
neHust 149 mec. ¥V 9/18 mauueHTOB peluauB Pa3BUIICS
B 00siyueHHOM T1071e (Y 5/9 — B KOMOMHAIIUM C IPYTUMU
OCTCOMENYJUIIPHBIMU OoyaraMu, y 4/5 — TOJBKO B 30HE
obmyuyenus). Ilpu 3ToM He OBUIO OTMEUYEHO paHHEI
¥ TIO3IHE TOKCUYHOCTH, B TOM YHMCJIE B OTHOIIICHUH pa3-
BUTUSL BTOPUYHBIX 3JI0KAUECTBEHHBIX OITyXOJIell mocie
JIT. ABTOpHI ITOIUEPKUBAIOT, UTO HAa CETOAHSIIITHUI AeHb
HET yOemUTebHBIX TaHHBIX, TMTOATBEPKIAIOIINX TTOIb3Y
00Iy4yeHUsT MeTaCTaTUYECKUX ouaroB y mauueHTon ¢ Hb
TPYTIIbl BHICOKOTO PUCKa B MPOLECCe MPOBEIEHUS Tepa-
nuu nepBoii TnHuKu. HeobxoanuMbl gajabHelIe uccie-
JMOBaHMS B 3TOI 00J1aCTH, U IO TOCTIXKEHMST KOHCEHCYca
B otHomeHuu JIT Ha MeTacTasml, pelieHue od odyde-
HUM METacTaTMYECKUX OYaroB JOJDKHO IPUHUMATBHCS
Ha MEXIUCUMIIMHAPHOM KOHCUJIMYME C YYeTOM BcCeX
PHUCKOB M C 00s13aTeJIbHBIM IIpOBedeHUEeM pedepeHca
rnaHoB JIT [14].

Texymas crpaterus GPOH (NB2017) takke mpem-
yCMaTpuUBaeT OOJYyYEHME TOJBKO IEPBUYHOI OITyXOJIH,
oCTaBIIEKCS TIoche 3aBeplueHus MHAYKIMoHHO#W TTXT
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U XUPYPTUIECKOI pe3eKIINHU, U OTACAbHO HE IMPOITUCHIBa-
eT TaKTUKY BEICHUS B OTHOIIICHMHU OOJYyYeHMSI MeTacTa-
TUYECKUX ouaros [28].

B T0 ke BpeMs HeymauM B IeYCHUU TIEPBUYHBIX Mall-
enToB ¢ Hb, monyunBimmx JIT Ha MeTacTaTUYeCKUE OYaru,
MOTYT OBITh CBSI3aHBI ¢ pasHbIMU (pakTopamu. S. Kandula
et al. MOmMYEpPKUBAIOT, YTO HAaHHOE HEOJArompusITHOE
COOBITHE MOXET OBITh OOYCJIOBJIEHO BHIOOPOM HO3bI JJIS
JIT no anajnoruu ¢ odJiydueHreM IepBUYHOM OITyXOJIU WU
aHaTOMUYECKON JoKanm3aumein mertactazoB [29]. Tak,
B UX paboTe peluauB B OOJYYEHHOM METacTaTUYeCKOM
noJjie pasBwics B 23 % cilydaeB, IIpUA 3TOM IIpU 00JIyde-
HHMM KOCTEH ueperia pelnanB oOHapykuBanu daie (67 %
npotuB 10 % 110 CpaBHEHUIO C JIOKAIMU3ALIMEN METACTA30B
B IPYrMX MecTax). ABTOpHI momuyepkubaioT, 4to JIT Ha
MeTacTaTUUeCKME OYaru JOJKHA IMTPOBOAUTLCS IPU TIIA-
TEeJIbHOM COOJIIOAEHUM MTOJHOI0 00beMa CUCTeMHOI Tepa-
MUY, OCOOCHHO IS MAllMeHTOB C PacIpOCTpaHEHHBIM
METacTaTUUYECKUM ITPOIIECCOM.

Bonee arpeccuBHBIN TTOAXOI, B TOM YMCIIE C IIPUME-
HenueMm JIT, pekomMeHayeTCsI B OTHOIIEHUM HEKOTOPBIX
aHATOMUYECKHUX 30H METAaCTaTMYECKUX 0YaroB, YTO OBLIO
MMPOAEMOHCTPUPOBAHO TP JIOKaJU3allMd METacTa30B
B KocTsx yepera B padbore D. Sangthawan et al. [11].

HecMotpst Ha TipeAcTaBiAeHHBIC JUTEpaTypHbIE HaH-
HbIE, OCTAaeTCsI OTKPBITHIM BOIIPOC O MokaszaHusax K JIT
Ha MeTacTaTM4eckKue oyaru y nauveHToB ¢ HbB rpymnmbr
BBICOKOT'O pHMCKa B IepBOi1 TMHUU Tepanuu. Heobxonumo
s ripoBoauTh JIT Ha 30HY MEepPBUYHOM JIOKaTU3aUK (10
Havana [1XT) meracTta3oB WM, YYUThIBas 3HAUUTENIb-
HOE pacIIpoCTpaHEHUE OITyXOJIEeBOro IIpoliecca B NIe0ro-
Te 3a00JieBaHUs, TOJABKO Ha OYard, OCTaBIIMECs ITOcse
3aBeplIeHUs UHIYKINOHHOMK XT?

B pa6ore S.M. Bradfield et al. o6nyyeHuto nmousep-
TaJINCh BCE METAaCTaTUYECKUE OYaru, BBISIBISIEMbIE IPU
IMOCTAHOBKE JAMArHo3a ¢ MOMOIIbIO TOCTYITHBIX METOIOB
BU3YAIM3allM, — CIIUHTUTPA(UH C TeXHEIIMEM, CIIMHTH -
rpaduu ¢ 'BI-MUBT, KT. 11 MeTacTaTM4ecKuX 04aros
B KOCTSIX cKeJieTa, KoTophle mokasanu 10 mocie nHmIyK-
moHHoit ITXT, 6nu1a BeiOpana no3a 21 Ip, a Ha pe3umy-
aJbHbIe MITKOTKAHHbBIE MeTacTaTUYECKUE Odyaru, oIpe-
JesieMble TIOC/Ie 3aBepleHUs] WHIYKIIMOHHOTO 3Talla
JIe4eHusl, JOMOJHUTEIbHO noasoauiock 9 Ip [16]. B ciy-
yae WHMIIMAJIBHOTO BBISIBJICHUS MAacCUBHOIO MeTacTa-
TUYECKOIo IMOpaXeHMsT KOCTeH cKejieTa, KOTaa BCe 30HbI
He MorJi ObITh TToAaBepruyThl JI'T, mpousBoauIOChH 00Ty~
YeHME UCKIIOYMTEILHO TeX 30H, KOTOPhIe HaKaIlIMBaJIU
MWBI nocne 3aBeplieHUss MHAYKIIMOHHON Teparii.
PeuuauB B 00JlydueHHOM T10JIe pa3BUWIICS TOJLKO y 1 u3
21 maumeHTa, BKJIIOYEHHBIX B uccienoBaHue. OmHaKo
aBTOPBI OTMEUAIOT pa3BUTHE MUEJIOCYIIPECCUU U TTOTPeO-
HOCTb B TeMOTpaHC(hy3MOHHOM TepaIruu Mpu 00Ty4eHUN
0OJIBIIIOrO KOJIMYECTBA KOCTHBIX METACTa30B, UTO eIIle pa3
MOAYEPKUBAET BAXKHOCTb OMNpeNeeHus MoKa3aHUuil st
JIT Ha MeTacTaTUYECKHE OYaTH.

Hpyrue ucciaenoparenu (A. Mazloom et al., 2014 1)
00y4yanu He 6oJiee 3 KOCTHBIX MeTaCTaTUUECKUX 0YaroB,
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COXPAHSIOIINXCS K MOMEHTY 3aBEpIICHMS MHIYKIIMOH-
Hoii Tepanui [17]. Ecnu y nauueHTa onpeaessyioch 00Jb-
1ee KoJudecTBo MeTtacta3os, JIT mpoBoauiiach TOILKO
Ha 3 HauboJjee aKTUBHBIX ovara. [laTuneTHuUil ypoBeHb
JIOKaJIbHOTO KOHTPOJISI Hall METaCTaTUUYECKUMU Odaramu
cocraBui 74 %.

Takum oOpa3zoM, HeCMOTpPSI Ha OTCYTCTBME B HACTO-
siee BpeMs yOeoUTENbHBIX TaHHBIX O IMOJOXUTEIbHOM
BIUSHUU 00aydyeHUs MeracTa3oB Ha bCB n OB nmaum-
eHTOoB ¢ HB rpynmbl BEICOKOrO pHCKa U CKENTUYECKHUe
HACTPOEHUS B OTHOIIEHUN HEOOXOIMMOCTHU IPOBEICHUS
PaHAOMU3UPOBAHHBLIX MCCIASAOBAHUI B 3TOil 00JaCTH
[30], B GOmbIIMHCTBE OIMyOJMKOBAHHBIX PabOT TpoJe-
MOHCTPUPOBAHO YJIyYIlIEeHHE JOKAJIbHOTO KOHTPOJIS Hal
MeTacraszamu Ipu nposeaeHuu JIT.

BHacTros11ee Bpems BIIpOTOKOIaX IeUeHUS APYTUX JET-
CKMX oIyxoJsieii (pabmoMuocapkoMbl, capkoMbl FOuHra,
HedpoOIacTOMBI) peKOMEHIyeTcsl 00IyYeHue, 1o Kpaii-
HE Mepe, OrpaHUYEHHOIO KOJUYECTBA METaCTaTUYECKUX
ouaroB. [lonoxurensHoe BausiHue JIT Ha mokasarenu
BBDKMBAEMOCTU TIPU OOJIyUEHUM B3POCJBIX IaIlMeHTOB
C pa3IMYHBIMU BUIAMM 3JIOKAYECTBEHHBIX OITyXOJei
1 OJINTOMETAacTaTUYECKHUM 3a00JeBaHUMEM OBLIO Tpoje-
MOHCTpUpoBaHo B pabote N. Salim et al. [31].

O0006111as Bce BhIIecKa3aHHOe, 114 rmauueHToB ¢ Hb
TPYIIIBl BHICOKOTO PHMCKa MPU COXPAaHEHUU €IMHUIHBIX
MeTa0OIMYECKN aKTHMBHBIX METAaCTaTUYECKMX OYaroB
rocje 3aBepilieHuss UHTeHCUBHOI MHayKinoHHoi ITXT
B MHIUBUAYAJTbHOM MOPSIAKE MOXET ObITh PACCMOTPEHO
nposeaeHue JIT ¢ ydeToM aHATOMUYECKOTO PacIlojioxKe-
HHUSI METACTa30B U pUCKa Pa3BUTUS MOOOUHBIX 3((PEKTOB.
BosmoxkHO, Tpy J0oKaIu3aluy MeTacTaTUYeCKUX 04aroB
B KOCTSIX Ueperna 1 y MaleHTOB C OJIMTOMETacTaTUYeCKUM
3a0ojeBaHueM (Hainuue < 3 MeTacTa3oB) IpU IMEPBUY-
HOI TTIOCTaHOBKE AuarHo3a nokaszaHus K JIT Moryt ObITb
pacIIMpeHbl BHE 3aBUCMMOCTU OT OTBETa HA MHIYKIIMOH-
HYIO Teparnuio.

B T0 ke BpeMst Ha COBpEMEHHOM 3Talle IpU IUPOKOM
BHeIpeHUM uMMyHoTeparnuu GD2-HampaBlieHHBIMU
MAT u MoJeKynsipHO-HanpasieHHo# Tepanuu poib JIT
MOXET OBITh IEPECMOTPEHA B MOJIb3Y CHUXKEHMS J030BO-
ro peXXuMa 1 OTpaHUYeHUS TTOKa3aHUIMA.

3akiroyenne

IIpoBeaeHHOE HAMU UCCIIEIOBAaHKME ITO3BOJISIET ClE-
JIaTb BBIBOJ, 4YTO NpUMeHeHUe auctaHuumoHHoi JIT
y mauueHToB ¢ HB rpynnbl BeICOKOTro pucka Ha MeTa-
cTaTUYecKre ovyaru B CTaHAapTHBIX mo3ax 21—36 Ip
CIIOCOOHO ITOJIOXKUTEJIbHO IIOBJIMSATh Ha JIOKAJbHBII
KOHTPOJIb M 3HAYUTEJIbHO CHU3UTh DPUCK pPa3BUTUS
peuuanBa B 3TOi obiacTtu. M3-3a HeOOIbIIOM BHIOOD-
KM OOJIbHBIX MBI HE MOXKEM TOBOPUTh O CTATUCTHYE-
CKOIi 3HAYMMOCTH MOJYYeHHBIX AaHHBIX. [JIs OLleHKU
BIMSIHUSL OOJIydeHHUsI MeTacTaTUYEeCKMX OYyaroB Ha
OTIaJICHHbBI IIPOrHO3 HEOOXOAMMBI JOIOJTHUTEIbHbBIE
MIPOCIEKTUBHBIE UCCIICAOBAaHUS Ha OOJIbIIMX BBIOOPKAX
MalMeHTOB.
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Cnoco6 ouenxu aphekTa NpoOTUBOONYXO0NIEBOr0 JIEYEHUA NO UHAEKCY
NeiKoUMTapHOro COOTHOLIEHNSA Y fieTeli nybepTaTHoro Bo3pacra,
6onbHbIX nuMcpomon XoAXKKMHA

E.M. ®pannusan’, B.A. Bannoskuna', /I.A. Ixasanos!, }0.10. Koseas', B.B. Imurpuesa’, O.B. Ko3sok!,
J.10. I0puenko', O.I1. ITonossn', A.B. Cuexko!, K.C. Acnansn?
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KonTakTable nannbie: Januun Apugosuy Jxncasados dda.onco@yandex.ru

Axmyaavhocms. CospemenHble ycnexu puck-adanmuposaHHol XUMUOMEPAnuu Nno3goAsom O0CMUSHYMb MHO20AemHell  o0ujel
svincusaemocmu 'y 97,7 % demelii ¢ kaaccuueckoii aumgpomoii Xooxwckuna (kJIX) daxce npu pacnpocmpanentsix cmaousx 3aboneeanus. Tem
He MeHee peuudugsl u peghpakmeproe meuerue kJIX ommeuenvt 6 10 % cayuaes. B ces3u ¢ smum npodoadxcaemesi nouck 00NOAHUMENbHBIX
gakmopos npoeroza meuerus JIX.

Ileav uccaedosanus — ouenumv 3HAUUMOCMb NPUMEHEHUs UHOeKCa AeUKOUUMAPHO20 COOMHOUleHUs 0As OUeHKU 3pghexmusrHocmu
NpOMUBOONYX04€6020 AeHeHus y demell nyoepmamHo2o 603pacma, 60avHuix KJ1X.

Mamepuaavt u memoowt. B ucciedosarnue 6viau 6xar0uenbl demu 000ux non06 (22 marvuuxa u 18 deeouex) ¢ MOPHOUMMYHOLUCTOXUMUYECKU
noomeepicoennvim duaenozom KJIX. llo seuenus u nocae Kaxicooeo Kypca Xumuomepanuu onpedessinu noKazamenu obujeeo aHaiu3a
Kposu ¢ nocaedyiouum noocuemom AelKouumapHoeo COOmHouleHuss no gopmyne: abcortomuoe Koauuecmeo Helimpo@unos, deieHHoe
Ha abconomuoe Koauvecmeo aum@oyumos. B kauecmee noxasameneii HOPMbL UCNOABb308AAU PE3YAbMAMbL UCCACO08AHUST 3HAYEHUS
aetikoyumapHoeo coomuouienus 40 ycaoeHo 300poswix demeti ny6epmamHoeo 603pacma 8 pagHom noaosom uucie. CmamucmuyecKyro
obpabomky pe3yavmamos npogoduau ¢ ucnoavzosaruem npoecpammsl STATISTICA 10.0.

Pesyabmamot. Y gcex 60abHbIX Oemell 3HAMeHUs ACUKOUUMAPHORO COOMHOUEHUs NPeBbluaU NOKA3amenu YCA08H0 300p0ogblx demeil om 2,4
00 4,4 pasa, npusmom Hab100an0cb 603pacmanue 3Ha4eHUs NeUKOUUMapHo20 coomHouienus 8 1, 7pasay nayuenmos ¢ pacnpocmpaneHHbIMu
(111, 1V) cmadusmu onyxoneeoeo npouecca 6 cpasreruu co Il cmadueii. Pempocnexmuenvlii anaius 3HA4eHUll AeUKOYUMAPHO2O
coomnoutenus y demeii oboux nonoe ¢ JIX ¢ docmuenymoii pemuccueii 3a cuem I-ii aunuu mepanuu 00 aAeueHuss NPOOEMOHCMPUPOBAN
noevluieHue 3HaueHusl NelKoyUmapHo2o coomuoulenus 6 3,5 paza y maivuukos u 6 4,1 pasza y desouex. Ha eécex smanax aeuenus ¢ 1-eco
no 6-ii Kypcol GblA6AeHO CIAMUCMUYECKU 3HAYUMOe CHUJICeHUe U3VYeHH020 NOKa3amens no CPAGHeHUI0 cO 3HaveHuem noxkazamensi 0o
NeUeHus Yy MaibuuKos 6 cpednem 6 3,6 pasa, a 'y desouek 6 cpednem 6 4,3 paza. [lokazamenw 0bin 6 npedenax pegepencHbiX 3Ha4eHUll
Hopmbl. PempocnekmueHbliil aHaau3 3HaueHull AelKOUUmMapHo20 cOOMHOuleHus y Oemeil nybepmamuozo 803pacma ¢ peppaKmepHsim
u npoepeccupyiowum meueruem kJIX (4 manrvuura u 3 degouiu) 8bia6u1, 4mo 00 1e4eHUs 8 CDAGHEHUU C HOPMOLL CpedHee 3HaYeHue ObLA0 8blule
6 2,6 pasa y marvuukos, 6 4,2 pasa 'y desouex. B cpasnenuu ¢ unuyuaibHbIMu nOKA3amensimy 3Ha4eHull AelKouUumapHo2o coOmHouleHusl
y demeii nybepmammuozo éo3pacma ¢ kJIX u docmuernymoii pemuccueii 3a cuem 1-ii AuHUU mepanuu noAy4eHHble OaHHble CMAmUcmu4ecKu
Heznayumol. [Ipoanaruzuposas snauenus AelKOUUMAPHO20 COOMHOUEHUS NOCAe KANCO020 KYPCa NOAUXUMUOMEPANeBMUUECK020 NeHeHUs.,
Mbl 8bISICHUAU, YMO NOKA3aMeNb CIMAMUCMUYECKU 3HAYUMO NOBbIULAACS NOCAe MeX KYPCO8, HA KOMOPbIX KAUHUYeCKU U OUaeHOCmU1ecku
(yavmpaszeykogoe uccaedosarue, komnvromeprnas momoepagpus (KT), nosumponno-amuccuornas momoepagus (I193T)/KT) eviseasaucey
pedpaxmeproe mevenue uau npoepeccus 3aboneeanus. Tlokazamens aelikoyumapHoeo cOOMHOWEHUs Peasupo8an UsMeHeHuem 3HaveHus
6 3asucumocmu om 3ggheKma nocaeo0yUUX NUHUL Mepanuu.

3akarouenue. Tlomumo 008eKMUBHbIX UHCIMPYMEHMANbHO-AA00PAMOPHBIX MEMO0008 OUEHKU SPPeKkmusHocmu cneyuanusupo8anHol
mepanuu (IIPT/KT ¢ *F-pmopdesokcuenioxo3oil, buoncus ocmamo4Ho2o H08000paz06anus) 6 Kauecmee 0ONOAHUMENbHO20 Cnocoba
y demeil nybepmammoeo eo3pacma ¢ KJIX 603mM0xiCHO maKice UcCnoab308aHUe UHOCKCA ACUKOUUMAPHO20 COOMHOULEHUS. RO Pe3YAbMamam
0buwjeco ananuza Kposu, 4mo N0o380Asem KOC6eHHO cyoumv 00 3(dexmusHocmu npogooUMOl Mepanuu U C80e6PeMeHHO BblA6AsMb
pedhpakmeproe meuerue uau npoepeccuposarue KJIX.

KimoueBbie cioBa: mumdoma XomKKUHA, 1eTH, HEUTPOGUIIBI, TMMGbOIUTHI, JISUKOIIMTAPHBINA MHIEKC

Jna umutupoBanus: @panuusHi E.M., bannoskuna B.A., IxaBamoB I.A., Koszens FO.10., Imutpuena B.B., Kosiok O.B.,
IOpuenxo M.10., IMomossin O.I1., Cuexko A.B., Acmansgu K.C. Croco6 ouenku 3dekTa mpoTUBOOITYX0JIEBOTO JICUSHUsI 10
WHIEKCY JEMKOLIMTAPHOTO COOTHOIIEHUS Y IeTel MyOepTaTHOro Bo3pacTta, 00JbHBIX JInMdoMoit XomkKuHa. Poccuiickuii xxypHan
NeTCKOM remaroyiornu u oukoyoruu. 2025;12(1):39—47.
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Relevance. Modern advances in risk-adapted chemotherapy allow achieving long-term overall survival in 97.7 % of children with classical
Hodgkin lymphoma (cHL), even at widespread stages of the disease. However, relapses and refractory course of cHL are noted in 10 % of
cases. In this regard, the search for additional prognostic factors for the course of HL continues.

The aim of the study — to evaluate the significance of using the leukocyte ratio index to assess the effectiveness of antitumor treatment in
pubertal children with cHL.

Materials and methods. The study included children of both genders (22 boys and 18 girls) with a morphoimmunohistochemically confirmed
diagnosis of cHL. Before treatment and after each course of chemotherapy, the general blood test parameters were determined with subsequent
calculation of the leukocyte ratio using the formula: the absolute number of neutrophils was divided by the absolute number of lymphocytes.
The results of the study of the leukocyte ratio of 40 conditionally healthy pubertal children in equal sex numbers were used as normal
indicators. Statistical processing of the results was performed using the STATISTICA 10.0 program.

Results. In all children with cHL, the leukocyte ratio values exceeded the values of conditionally healthy children from 2.4 to 4.4 times, while
there was an increase in the leukocyte ratio by 1.7 times in children with advanced (111, IV) stages of the tumor process compared to stage I1.
Retrospective analysis of the leukocyte ratio values in children of both genders with HL with remission achieved due to the first line of therapy
before treatment demonstrated an increase in the leukocyte ratio by 3.5 times in boys and 4.1 times in girls. At all stages of treatment from
the I°to the 6" course, a statistically significant decrease in the studied indicator was revealed compared to the value of the indicator before
treatment in boys by an average of 3.6 times, and in girls by an average of 4.3 times. The indicator was within the reference values of the norm.
Retrospective analysis of the leukocyte ratio values in adolescent children with refractory and progressive cHL (4 boys and 3 girls) revealed
that before treatment, compared to the norm, the average value was 2.6 times higher in boys and 4.2 times higher in girls. Compared with the
initial values of the leukocyte ratio in adolescent children with cHL and remission achieved due to the first line of therapy, the data obtained
are statistically insignificant. Having analyzed the leukocyte ratio values after each course of polychemotherapy for each patient in particular,
it turned out that the indicator statistically significantly increased after those courses in which refractory course or progression of the disease
was detected clinically and diagnostically (ultrasound examination, CT, PET/CT). The leukocyte ratio indicator responded by changing the
value depending on the effect of subsequent lines of therapy.

Conclusions. In addition to objective instrumental and laboratory methods for assessing the effectiveness of specialized therapy (PET/CT
with ¥ F-fluorodeoxyglucose, biopsy of the residual neoplasm), as an additional method for assessing the effectiveness of antitumor therapy
in pubertal children with cHL, it is also possible to use the leukocyte ratio index based on the results of a complete blood count, which allows
indirectly judging the effectiveness of the therapy and timely detection of refractory course or progression of cHL.

Key words: Hodgkin’s lymphoma, children, neutrophils, lymphocytes, leukocyte index
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BBenenue

CoBpeMeHHbIe ycrexu PUCK-adanTUPOBAHHOMI
xumuorepanuu (XT) MO3BOJSAIOT AOCTUTHYTH MHOTIO-
JeTHe#l obiueit BbokuBaemoctu (OB) y 97,7 % neteii
¢ knaccuyeckoi aumbomoit XomkkuHa (KJIX) naxe npu
pacrpocTpaHeHHbIX cTanusx 3adoaeBanus [1]. OnHum u3
9(bGhEKTUBHBIX KPUTEPHEB OLIEHKU MPOTUBOOITYX0JIEBOTO
OTBeTa SBJSETCS MO3UTPOHHO-3MUCCUOHHAsI TOMOTIpa-
¢us, coBMelleHHass C KOMITbIOTEpHOW Tomorpadueit
(IMMOT/KT) [2]. Tem He MeHee pelMIUBBLI U pedpakTep-
Hoe TeueHue KJIX ormeuens! B 10 % ciyvaes [3]. B cBsizu
C 9TUM TIPOMOJIKAETCS MOUCK NOMOJTHUTEIbHBIX (DaKTO-
poOB nporHo3a TeyeHus JIX.

Bonee 95 % kieTok B MUKPOOKpYkeHUU JIX SBISIIOT-
Csl peaKTUBHBIMU, K HUM OTHOCSITCSI 03UHOMUIIbI, HEM-
Tpoduiabl, TydyHble KIETKU, Makpodarv, HaTypaibHble
kuiepsl, B-mumdbonutel, T-mumMdouuTsl U 1maa3mMaTu-
yeckue KieTku. MIMEHHO MMKPOOKpYXeHHEe B KOHeu-
HOM uTOTe obecreuuBaeT BbIKMBaHUE, Mpoaudepannio
U YKJIOHEHHE OT MPOTUBOOIYXOJEBOro UMMyHuTteTa JIX
[4, 5]. Heititpodunsl cocraBisior npumepHo 40—70 %
BCEeX JIEMKOILIMTOB U OJHUMHU W3 TEPBBIX OTBEYalOT Ha
cnenuduryeckoe U Hecienududeckoe BocnaieHue. I[po-
JIOJKUTEJIBHOCTh MX XXU3HU COCTaBjsieT oT 5 mo 135 u.

TTpoaoXUTENbHOCTD XXU3HU TUMGPOLUTOB — 8—14 nHei,
OHM OTBEYAIOT 3a KJIETOYHO-OMOCPEIOBAHHBIA U IIUTO-
TOKCUYECKUMI alanTUBHBIA UMMYHUTET. JlelikolutapHoe
cooTHouieHue (neutrophil lymphocyte ratio, NLR) otpa-
JKaeT NMHAMUYECKYI0 B3aUMOCBSI3b MEXIY BPOXIECHHBIM
(HeiTpopusiaMu) U aganTUBHBIM KJIETOYHBIM MMMYH-
HBIM OTBeTOM (JIuMpouutamu). [To pasnuuHbIM JuTepa-
TYPHBIM TaHHBIM U OLIEHKaM Y YCJIOBHO 3[0POBbIX JIOAeH
NLR Bapbupyet ot 1,0 10 3,0 y. e. [6—8].

Bnepsoie NLR Obl1 onvcaH Kak MapKep CUCTEMHOTO
BOCTIAJICHUS Y KPUTUYECKU TSKEJIbIX OOJIbHBIX B OHKOJIO-
ruueckomM uHCcTUTyTe CBaToli EnuzaBeThl B bparuciaBe
[9]. Hanee psig viccienoBaHWiA MoKa3al 3HAUEHUE UHAEK-
ca NLR kak Mapkepa TeueHus1 3a00J1eBaHUS Y OOJbHBIX
C COJIMAHBIMU OMyXOJsAMU. Tak, ObUIO BBISIBICHO, YTO
TOBBIIIEHHBIN MOKa3aTeJb COOTHOIIEHUSI HEUTPODUIOB
K iuMdonuTam cBsizaH ¢ KOpoTKuM nepruogaom OB u 6ec-
COOBITUIHON BBIXKMBAEMOCTU TIPU HEMEJKOKJIETOYHOM
pake snerkoro [10]; ¢ MIOXUM KJIMHUYECKUM MPOTHO30M
npu KoJopekTaabHOM pake [11]; Obl1a oOHapykeHa Kop-
pensitust uHaekca NLR ¢ OB u 6eccoObITUITHOM BbIXKM-
BaeMOCTBIO Y OOJIbHBIX PAaKOM WKW MaTKHU, MOJydyaB-
KX XxuMmuosydeByto tepanuio [12]. M. Marchioni et al.
YKa3bIBalOT Ha CBSI3b BHICOKOIO 3HaUeHUs1 uHaekca NLR
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y OOJBHBIX YPOTEIUaJbHBIM PaKOM MOYEBOTO ITy3bIPS
¢ xynmmmu OB 1 6e3peluanBHOM BEIKMBaeMOCThIO [13].
CylIecTBYIOT JaHHBIE O BO3MOXHOCTH MCITOJIb30BaHMS
nHaekca NLR kak mapkepa paHHero peuuauba y 0OJb-
HbIX guddy3Hoi B-kpynmHokneTouHoi tumdomoii [14],
a TaKxXe HaJMYUU TIPSIMOU CBA3M BBICOKUX 3HAYEHUM
NLR ¢ pacnpoctpaneHHOCTbIO JIX y B3pOCIbIX MaliMeH-
ToB [15]. Boicokuii mokaszatenr NLR (> 4,3) sBasercs
HE3aBUCUMBIM  HEOJAronmpusTHBIM IPOTHOCTUYECKUM
axropom OB y maruenTos ¢ JIX [16].

B nmerckoit oHKOJOrMM Yy TAIMEHTOB C HEpoO-
JIaCTOMOM OTMEUYEHO, UTO ITOKas3aTeJud BBIKMBAeMOCTU
BhIIIE Mpu HU3KUX 3HaueHussx NLR [17]. TIpu remato-
b6nacToMax BbICOKMI Mmoka3atenb NLR sBisiics Heba-
TOINPUSITHBIM TMporHocTuyeckum daxkropom [18]. Tlpn
OCTE€OCAapKOMeE y JIeTEel IMoKa3aTellb COOTHOILICHMUS HEM-
TpoUIOB K TUMMOLIUTAM SIBISIETCSI MAapKEPOM, aCCOLIM-
MPOBaHHBIM C BBKMBaeMOCTbIO TarieHToB [19]. Brico-
KO€ COOTHOIIIeHWE HEUTPOGDMIOB K TUMMOIIUTAM MOXKET
OBITH CBSI3aHO C TSIKEJIBIM IIPOSIBIICHUEM 3a00JieBaHUS
n B-cumnromamu mpm JIX y pmereit [20, 21]. Kpome
TOro, OBLJIO YCTAaHOBJIECHO, YTO HOETU C THCTOJOTUYECKHU
MOATBEPXKICHHOM TUM@POMOII MMEIOT Oojiee BBICOKMIA
noka3zarenb NLR B cpaBHeHUM ¢ peaKTUBHBIMU JTUMda-
neHomnatusMu [22].

Ilexp wmccremoBaHusi — OLIGHWTb 3HAYMMOCTb IIPU-
MmeHeHMus1 uHaekca NLR mnst oueHku 3¢¢GeKTUBHOCTA
MMPOTHUBOOITYXOJICBOTO JICUYCHMSI y JETeil MyOepTaTHOro
Bo3pacTa, 00JbHBIX KJIX.

MatepuaJjsl 1 METOIbI

B nccnegoBanue 0bUM BKITIOUYeHBI AeTH (7 = 40) 060-
HX T10J10B (22 MasibuMKa U 18 neBoveK) ImyoepTaTHOIO BO3-
pacta ¢ MOP(OMMMYHOTMCTOXUMUYECKHU TTOATBEPKICH-
HbiM guarHo3om kJIX II, III u IV craguii, moayyaBiiie
Jle4yeHue B OTACJICHUM IeTCKOM oHKojoruu Ne 1 OI'BY
«HMMUII onkonormm» MuHn3zapaBa Poccum m B oTae-
JICHUM JETCKON OoHKojoruu u rematosoruu ¢ XT I'bBY
PO OAKB B nepuog ¢ 2020 o 2024 . Pogutensamu uiu
3aKOHHBIMU MPEACTABUTEIISIMU TTAIIUEHTOB OBLIO TTOATIN-
caHO MH(MOPMUPOBAHHOE COTJIache Ha yyacTHe B HCClIe-
noBaHuu. MeauaHa Bo3pacrta coctaBuia 13,65 roga (ot 11
1o 17 net). CpeaHee BpeMsI OT MOMEHTa TTOSIBJICHUH Tiep-
BBIX 3KaJ100 /10 TIOCTAHOBKU IMAarH03a COCTaBJIsIIO 33 dHS.
CornacHo knaccudukauum BcemupHoii opraHuzauuu
3apaBooxpaHeHus 2022 r. 6onbHbIe KJIX pacnpenenuimuch
CHAeAyIOIINM 00pa3oM: HOIYJISAPHBIA cKiepo3 — 55 %
(n = 22), cMellaHHOKJIETOYHbIA — 20 % (n = 8), 1uM-
dountoe npeodaamanue — 12,5 % (n = 5), aumpounHoe
ucromieHue — 12,5 % (n = 5). Hamuuue B-cummro-
MOB — 65 % (n = 26), ux orcyrctBue — 35 % (n = 14).
[To rpynmam pucka OOJbHBIE Pa3aeIUINCh CICTYIOIIUM
obpazom: TepaneBTnyeckas rpymnma 2 (TG-2) — 12,
tepaneBTruyeckas rpynmna 3 (TG-3) — 28. IlepBas nuHus
Tepanuu IpoBoamiack 1Mo mporokoay Euro-Net PHL,
2-s1 TUHUS — BBICOKOAO3HBIMU Kypcamu 1o cxeme ICE,
3-9 IMHUS — UMMYHOTEpaIleBTUYECKUMHM TpernapaTamu
B MOHO- M KOMOMHHMPOBAaHHOM pexume (HUBOJIyMao,
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OpeHTyKcMMa0 BemnoTuH, OeHmamycTuH) [23]. IlomHbIi
metabonmyeckuii orBer mo maHHbIM I[IDT/KT mocue
uHunmanbHoro kypca (OEPA Ne 2) 6bu1 otMeueH y 25 %
nauueHtoB (n = 10). Pemuccusa Ha 1-ii nuHUM Tepa-
nuu goctTurHyTa B 82,5 % (n = 33), 3a cueT 2-ii JTUHUU
tepanuu — B 10 % (n = 4) 1 3a cueT 3-ii IMHUU Teparuy —
B 7,5 % ciyuaeB (n = 3).

VYV 6onbHBIX KJIX 10 ne4eHus M mocie Kaxkaoro Kyp-
ca XT omnpenensiv mokaszaTeJayd OOIIEro aHajln3a KpOBU
(OAK) ¢ moncueToM abCOMIOTHBIX 3HAUEHUI KOJIMYIECTBA
JIEMKOLIUTOB, HEUTPOGUIOB, JUMQPOIUTOB C TIOCIEIy-
IOIIMM BBIYMCICHUEM JICHKOLIMTAPHOIO COOTHOLIECHMS
no ¢opMyiie: abCOTIOTHOE KOJUYECTBO HEUTPOPUIOB,
JeJICHHOe Ha aOCOJIIOTHOE KOJIMYECTBO JUM@OIIUTOB.
CraTUCTUYECKYyl0 00pabOTKy pe3yabraToB IPOBOAMIN
¢ wucrnoab3oBanueM mnporpammbl STATISTICA 10.0.
IMonyyeHHbIe OaHHBIC ITOABEpPrajyd aHaauU3y Ha COOT-
BETCTBME  HOPMAJIbHOMY  3aKOHY  paclpeiesieHMs
¢ ucrnonab3oBanueM kputepus Illanupo—Yunka. Cpas-
HEHUE KOJIMYECTBECHHbBIX AAHHBIX B IPYIIaX IMPOBOIMIN
¢ ucnoyb3oBaHueMm t-kpurepusi CtblogeHTa U1 MaHHa—
VYutHu. JlaHHble TaOIUIL MpeacTaBieHbl B Buge M + m,
roe M — cpenHee apudMeTUIecKoe 3HaYeHUe, M — CTaH-
JapTHas olIMOKa CpeIHero, 3a YPOBeHb CTaTUCTUUYCCKOM
3HaYUMOCTH npuHuManu p < 0,05.

B KoHTpOBHYIO IpyIny BKIIOYEHBI pe3yabraThl OAK
YCJIOBHO 3M0pOBBIX fneTeii (n = 40) B Bo3pacte oT 11 mo 17
JeT (cpeaHuit Bo3pacT — 15,25 romga) B paBHOM I10JI0BOM
COOTHOILIEHUMN.

Pe3yabTaTsl 1 HX 00CyKIeHHE

Pacuer JeiKOLIUTAaPHOTO COOTHOILIECHUSI y 3I0POBBIX
JeTeii myoepTaTHOTO Bo3pacTa IMoKas3aJj, YTo CpeIHee 3Ha-
yeHue nHaekca NLR y 3m0poBBIX MabYMKOB COCTaBUIO
1,49 £ 0,08 (ot 1,1 mo 2,03) y. €., y 3TOPOBBIX I€BOYEK —
1,59 = 0,13 (ot 1,0 mo 2,4) y. e. [lonyyeHHbIC TaHHBIE
MPUHSITHL KaK pedepeHcHble 3HaueHus: HopMmbl. Cieayer
OTMETUTh, YTO CPEIHME IMOKA3aTEJIM HOPMBI Y 310POBBIX
MaJIbUUKOB U JI€BOYEK HE MMEIU 3HAYMMBIX OTJIUYMIA.
[anee ObUTM TIpOaHAIM3UPOBAHBLI 3HAUYEHUS JIEHKOLM-
TApHOTO COOTHOILIEHMS Y JAeTeid Iy0epTaTHOrO BO3pacTa,
O6ombHBIX KJIX, B 3aBUCMMOCTU OT CTaIMU OITyXOJIEBOTO
npouecca (taou. 1).

Ta6mma 1. [loxazamenu undexca NLR y demeii nybepmammoeo 6o3pacma,
oonbrbix JIX, 00 Aeuenus 6 3asucumocmu om cmaouu Onyxonee020 npouecca

Table 1. NLR index values in pubertal children with HL before treatment

depending on the stage of the tumor process
Cranus ITanuenTsl, adc. yncio (%)
Patients, abs. number (%) DB
11

18 (45) 3,74 £0,24!
111 8 (20) 6,21 £1,41'2
v 14 (35) 6,74 £ 1,12
Hopma
Norm HUULD) 1,54 +£ 0,07
|
TIpumevanne. 3Hauumvie omau4us no cpasHenuio: ' — ¢ HOpMoil, nokazamenu 300po-

6bix Oemeil; ° — ¢ nokazamenasmu I cmaduu npoyecca (p < 0,05).

Note. Significant differences in comparison: ' — with the norm, indicators of healthy
children; ? — with indicators of stage II of the process (p < 0.05).
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Okazajioch, 4TO y BceX OOJbHBLIX JIeTeil 3HauyeHue
NLR mnpeBsliiiano rmoxkasaTeau 310pOBBIX aeTel oT 2,4 10
4.4 pa3za, ripu 3ToM y nanmeHToB co Il ctagueit 3HaueHue
NLR 0b110 3HaUMMO B cpeaHeM B 1,75 pasa HUXeE, 4yeM
y nereii ¢ 111 u IV crapuamu JIX. Hanuuue B-cumntomoB
CTATUCTUYECKU 3HAYMMO HE MU3MEHSUIO 3HAaYeHUe MHICK-
ca NLR.

PerpocrniekTUBHBI aHaIM3 IIOKa3ajl, 4TO M3 BCEX
nereti (n = 40), 6onpHBIX JIX, pemuccuu mocne 1-i tuHuu
MPOTHUBOOIYXO0JIEBOI Tepartnu JOCTUTIN 45 % MalTbunKOB
(n = 18) u 37,5 % neBouek (n = 15) — OHU COCTaBUJIU
1-10 tpynmy. Bo 2-10 rpynmy BKIouMiIn 4 Malb4MKOB
1 3 IeBOYEK, Y KOTOPBIX IMOCJIE Pa3HBIX KypcoB 1-ii TMHUMK
XT ObUIO BBISIBICHO pedpakTepHOE TeUueHUe WM TIpOo-
rpeccusi 3a00JIeBaHUS.

WUccnenoBanue 3HaueHuss uHiaekca NLR B kpoBu
y nmereil, 0onbHBIX KJIX, 1-fi Tpymmel ¢ JOCTUTHYTOM
peMuccueit 3a cueT 1-ii JMHMU Tepanuu OO JIeUeHUs
U MOCJIe KaXI0ro Kypca MOJUXMMUOTEpPANuy IpeacTaB-
JICHO B TaoOI. 2.

Taomua 2. [lokazamenu neiikoyumapHoeo coomuoutenus (y. e.) y oemet
nybepmammnoeo eozpacma c kJIX ¢ docmueHymoii pemuccueti 3a cuem 1-i
aunuu mepanuu (M = m)

Table 2. Leukocyte ratio (y. e.) in pubertal children with cHL with achieved
remission due to I line therapy (M = m)

NIk
¥/)

R
by GOUKU
S rls
(n=18) (n=15)

Yc10BHO 310pOBbIe 1eTH (HOpMa)
Conditionally healthy children (norm)

1,49 + 0,08 1,59 £ 0,13

C nuarHoszom KJIX

With a diagnosis cHL

o neueHus

Before treatment 520,85 6,56 = 0,92!
II‘}ZC;'H]@AIIC;IE‘;Y?S%ES)EPA) 1,24 £ 0,18? 1,22+ 0,212
e 3 couse (OEPA) 173024 137207
W iometcorpac) ) 1TE01® L4301
o cone (COPDAC)  1EOI 16008
s ooty 144x048 17038
MMocne 6-ro kypca (COPDAC) 1,57 40,252 188 +0.2

After 6" course (COPDAC)
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IIpumevanue. 3rauumvie OmAUMUsL NO CPABHEHUIO: | — ¢ HOPMOIL, noKazamenu 300po-
6bix demeil; > — ¢ nokasameasmu I cmaduu npoyecca (p < 0,05).

Note. Significant differences in comparison: ' — with the norm, indicators of healthy
children, ? — with indicators of stage II of the process (p < 0.05).

Jlo neueHus y Bcex aeteii 1-it rpynmbl 3HayeHne NLR
MPEeBBIIIAIO TTOKa3aTeU 3M0POBBIX JETE Y MaJbuMKOB
B 3,5 pa3a, ayaeBouek B 4,1 paza. Ha Bcex aTamax neueHus
¢ 1-ro mo 6-ii Kypchl BbISIBJIEHO CTATUCTUYECKU 3HAYM-
MO€ CHIDKEHHE M3YYEHHOTO IToKasaTelis IO CpaBHEHUIO
C ToKazaTeasIMU [0 JICYCHUSI Y MaJbuYMKOB B CpPeIHEM
B 3,6 pasa, a y ieBoueK B cpenHeM B 4,3 paza. [IpoaHanu-
3upoBaB 3HaueHus1 NLR 1ociie Kaxkaoro mocjeayooiero
Kypca XT y mereit 000UX IMOJIOB ¢ JOCTUTHYTOM PEeMMUC-
cueli 3a cuet 1-i1 TMHUM Tepaliuy, BBISIBIIEHO YTO MHJIEKC
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NLR umen cpentee 3HaueHue 1,48 y. e. ¢ Auamna3oHOM OT
1,22 no 1,88 y. e., T. €. He TIpeBBIIAT pepepeHCHbIE 3Ha-
YEHUST HOPMBI.

PeTpocniekTUBHBIN aHanMu3 3HAYEHUW JieiiKoLuTap-
HOTO COOTHOIIEHHUS Yy JHeTeil IyOepTaTHOTO Bo3pacTa
¢ pedpakTepHbIM U MporpeccupyrmmnM TedeHueMm JIX
(2-s rpynma, 4 Manbyuka M 3 OEBOYKHU) IIpEACTaBICH
B TaOJ. 3.

3naueHus nHaekca NLR y nereit 2-ii rpyniisl 10 Havya-
Jla TIPOTUBOOITYXOJIEBOTO JICUCHUs] ObUIM BBIIIE HOPMBI
y MaJIb4MKOB B 2,6 pa3a, a 'y neBouek B 4,2 pasza (3,9 y. e.
u 6,7 y. €. COOTBeTCTBEHHO). [Ipu cpaBHEHMHU ITOKa3aTe-
neit NLR no neyenus y mereit 1-it m 2-i1 rpynnbl 3Ha4M-
MbI€ Pa3Iuyusl He BBISIBICHBI.

Janee malyeHThI 2-i TPyMIIbI ¢ pepakKTepHbIM Teue-
HUEM Ha TIPOBOAMMYIO MPOTHBOOIYXOJEBYIO TEpaIUio
WINM C IPOrpeccupoBaHueM 3a00JieBaHUsI OBLIM paccMo-
TPEHBI OTIEIbHO BBUAY MAJIOYUCIACHHOCTH TPYIIIIHI.

Tak, y nepBoii neBouku ([11) mokazarens muHaekca NLR
JIO JIeueHUsT cocTaBui 8,3 Y. €., 4TO B 5,2 pas3a MpeBhIIaio
cpeaHuit ypoBeHb HOpMBI. [locie 3aBepieHus 1-ro Kyp-
ca 1-ii TMHUM Tepanuu OH cocTaBui 4,41 y. €., CHU3MIICS
B 1,9 pa3a o cpaBHEHUIO C IMOKA3aTEJISIMU 10 JICYCHUSI, HO
BCE paBHO MpeBbIlIaT HOpMY B 2,7 pa3a. [Ipu 00beKTUB-
HOM OCMOTpE Y NallMEHTKY ObLTA OTMEUYEHBI YBEJIMUECHHBIE
BKOJIOUEHHBIC IIEHHO-HATKIIOUMYHBIE TUMGbaTHIeCKUe
y3ab6l (JIY) ¢ 2 cTopoH, a TakkKe MOBBIIICHUE TeMIIepa-
Typel Tena g0 37,4 °C. Ilo maHHBIM YJIBTPa3BYKOBOTO
uccnenosanust (Y3U) u KT BeisiBIeHO pedpakTepHOe
TeyeHune 3aboneBaHusa. KoHcunmymom Bpaueit HMMUIL]
OHKOJIOTUM TIPUHSATO pellleHHe O IepeBoje MallMeHTKH
Ha 2-10 JIMHUIO TPOTUBOOITYXOJIEBOI TepaluM I10 CXeMe
ICE, BKJII0UYaIOlIy0 BBICOKHME J03bI MPEenapaToB 3TOIMO-
3un, udpochamua u kapoornatut. IMocae 1-ro kypca ICE
y MallMeHTKN yCTaHOBJIeHa HopManu3alus nHaekca NLR
10 2,0y. e. BCpaBHEHMH C MMoKa3aTeJaeM A0 JIeYeHUsT — OH
cHMU3WICA B 4,2 pa3a, a B CpaBHEHUU CO 3HAaUEHUEM I10CIIe
1-ro xypca 1-ii auHum Tepanuu — B 2,2 pa3a. [Toka3aTenb
nHaekca NLR cooTBeTCTBOBaN IMOJIOKUTEILHOMY KIIM-
HUYECKOMY OTBETY Ha IIPOBOIMMOE MPOTUBOOITYXOJIEBOE
JIeYCHME, TIPOSBIISIONIEMYCSI B BU3yaJlbHOM M TIajbIla-
TOPHOM YMEHBIIIEHUU pa3MepOoB IICHO-HAIKITIOUNIHBIX
JIY. Onnako nocne 2-ro kypca XT 2-it TMHUM TI0 cxeme
ICE mnoxkaszarens mHmekca NLR BHOBb IMOBBICWICS HO
4,84 y. e. ¥ mpeBBILIA] CpeOHUE IOKa3aTeJau HOPMBI
B 3 paza. I[Tocne 3aBepiieHus 2 KypcoB 2-ii IMHUU Tepa-
nuu 6buta BeimosiHeHa [19T/KT, 3aduxkcupoBaHa mpo-
rpeccust OHKOJOTHYECKOro 3a00JIeBaHUS B BUIE YBEIUUE-
HUS B pa3Mepax IefiHO-HaIKTIOUNIHBIX, BHYTPUTPYIHBIX
JIY B cpaBHeHUM ¢ pa3zMepaMu J0 JeYeHUs U TTOSIBJICHUS
HOBOTO MeTa0OIMYECKN aKTMBHOTO OYara B TKaHU JIEBO-
ro nerkoro. ITo pemeHuo KkoHcunuyma Bpaueii HMUILL
OHKOJIOTUM JeBOYKa OblIa IMepeBeneHa Ha 3-10 JUHUIO
Tepaluu, BKJIIOUAIOIIIYIO B Ce0sI MUMMYHOIIpeIapaThl HUBO-
JymMadb M OEHIAMYCTHH. YXe IIocje MEepBOTrO BBEACHMUS
HUBoyMaba nmokasatenb uHaekca NLR pe3ko cHusmics
B 2,9 pazau coctaBui 1,68 y. e. JlabHEMILINII MOHUTOPUHT
JIEMKOIIUTAPHOIO COOTHOIIEHUS IOCJIe KaxIOoro Kypca
BBISIBUJI CTOMKOE 3HaUYeHME MHIeKca B Iipeaenax ot 1,2 1o
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Ta6muna 3. [lokazamenu aetixoyumaproeo coomuoutenus (y .e.) y demeil nybepmammoeo éos3pacma ¢ kJIX ¢ pegppakmepnvim mevenuem

Table 3. Leukocyte ratio (y. e.) in pubertal children with refractory cHL

1-5 1MHMSA Tepannu
F'line of therapy

Ho nevenus
Before
treatment

ITamueHTHI
Patients

COPDAC
CoPDAC

2-5 TMHAS
Tepaniu

2" line of
therapy

3-51 JIMHUSA Tepanuu
3 line of therapy

COPDAC
COPDAC
HuBoaymad
Nivolumab
Huosiymao
Nivolumab
HuBosyma6 + 0eHaaMmycTuH
(OpenTyKCHMA0 BEIOTHH)
Nivolumab + bendamustine
(brentuximab vedotin)
Hugoayma6 + 6engomycTin
(OpeHTYKCHMMA0 BEIOTHH)
Nivolumab + bendamustine
(brentuximab vedotin)

Manbuuku ¢ JIX

Boys with HL
2-51 TUHUS Tepanuu
Ml 3,3 1,1 5,1 G e 4,68 6,32 3,7 1,54
2-s1 INHUS Teparun
M2 6,2 1,42 3,5 oy - 1,26 1,51
M3 3,1 1,11 1,08 1,54 1,96 1,4 3,4 3,56 4,5 1,0 1,22 1,86 1,44
M4 3,0 1,13 1,10 1,08 1,64 1,52 7,1 1,01 1,16
HeBouku ¢ JIX
Girls with HL
2-s1 TUHUST Teparuu
a1 8,3 4,41 G 2,0 4,84 1,68 1,2 2,1 1,84
a2 6,4 1,6 1,42 1,32 1,67 1,88 4,66 1,4 1,36
2-s1 IUHUS Teparnuu
a3 5,4 1,89 4,36 G ol 1,54 1,32

IIpumeyanue. M — manvuuxu; /[ — desouku.
Note. M — boys; /] — girls.

2,1 y. e. o 3aBepIICHUH BCeil MMMYHOTEpAIU, KOTOpast
BKJTIOUasia B ce0st 6 KypcoB 3-i imaun. [1o manHbeiM [1DT/
KT Ob11a oTMeuYeHa noaHas MeTaboJinuecKasi peMUCCHUSL.

YV Bropoii neBouku ([12) ¢ JIX mo reueHUs moKa3aTeib
nngekca NLR 6b11 6,4 y. €., uto B 5,1 pa3a BbllIe CPEAHETO
noka3zatesst Hopmbl. [Tocne 1-ro kypca XT 1-ii 1uHUM OH
cuusmics B 4 paza — 10 1,6 y. e. Mngeke NLR ngepxancs
B muama3oHe ot 1,32 mo 1,88 y. e. mocnenyrormue 5 Kyp-
COB IIPOTUBOOITYXOJICBOU Tepanuu 1-it TUHUM, 9TO OBLIO
B IIpeeniax pechepeHCHBIX 3Ha9eHUIT HOpMBI. [1o maHHBIM
KT n Y3M otMmeuanach BBIpakeHHas ITOJOXUTEIbHAS
IWHAMHWKA B BUAC YMEHBIIICHUS B pa3Mepax BHYTPUTPYI-
HBIX JIY 1 perpecca OImyxoJIeBOTO o4yara B TKaHM CeJIe3¢H-
ku. Ilocne 6-ro Kypca 1-ii IMHUM Tepamuy I1OKa3aTellb
nngekca NLR pe3ko moBeicuics oo 4,66 y.e., 4To Ipe-
BBIIIIAJIO TTOKAa3aTesIn HOPMEI B 2,9 pa3a. [1o 3aBepireHUn
Bcex 6 kypcoB XT 1-it mmHuM 6bi1a BeimosiHeHa [1DT/KT
BCETO TeJla, Ha KOTOPOM COXpaHsIach BHICOKAsT MeTabO-
JIMJecKasl aKTUBHOCTh B MHUIIMATLHO MOpakeHHBIX JIY,
B pe3ynbTaTe Jero 3apmKCcHpoBaHO pedpaKTepHOE Teue-
Hue. JleBouKa ObljIa TIepeBeicHa Ha 2-10 JIMHUIO Teparun
o cxeme ICE, yxe nocne 1-ro kypca Beicokomo3zHoit XT
mmoka3aterb nHaekca NLR camsmincs B 3,3 paza—mo 1,4y.¢.
[Mocie 2-ro kypca XT o cxeme ICE on cocraBuin 1,36 y. e.
W HEe WMeJ pa3IMuMii ¢ ImoKaszaTelssMu HOpMEL. [locie
3aBepireHus 2-it nuaum tepanuu (2 kypca ICE) o nan-
ubeiM [19T/KT Obuta oTMeUeHa ToTHasT MeTaboIndecKast
peMuCCHSL.

Y tpetweit neBouku (3) mo aeuernuss NLR cocraBun
5,4 y. e., uTo B 3,4 pa3za NpeBHINAIO CPSIHUI IMOKa3a-
TeJib HOpMbI. Tlocie 1-ro Kypca 1-if TMHUKM Tepanuu OH
cHM3MICA B 2,9 paza — 1o 1,89 y. e. m He UMeNT 3HAUMMBIX
OTJIMIUI OT HOPMBIL. Y MAlMEHTKNA OTMEYasICsT TTOJIOXKM-
TeJbHBIN 3(D(DEKT B BUIE OTCYTCTBUS B-cuMIITOMOB, yiIyd-
IIeHUsI O0IIeTO CaMOYYBCTBHSI, YMEHBIIICHUS B pa3Mepax
moctyrmHbIX nanbnamuu JIY. Ilocme 3aBeprmeHust 2-To
Kypca TIPOTUBOOITYXOJIEBOI Tepanmuu 1-i TUHUN WHOCKC
NLR noBbicuiics B 2,3 pa3a — 10 4,36 y. €., 4TO MpeBbILIA-
JIO TIOKa3aTe HOpMEI B 2,7 pasa. I1o manabmm [19T/KT
OTMEYeHa BBICOKAs aKTUBHOCTH ‘F-tropre3okcuriio-
ko3el (PJIIN) B JIY BHIIIE 1 HIDKe nuadparMbl, a TaKXKe
B ouare ceyne3eHKH. KoHcHImymMoM Bpadeil yCTaHOBICHO
pedpakTepHOE TeueHME 3a00IeBaHNSI, OBIJIO PEKOMEHIIO-
BaHO HA3HAYNUTh PEOCHKY 2-10 JMHMIO Tepanun. Ilocie
1-ro kypca mo cxeme ICE mokaszatenp mHmekca NLR
cHU3MICA B 2,8 pa3a u coctaBuiI 1,54 y. e., 9TO BXOIMIIO
B pedepeHCHBIe TpaHUIIBl HOpMEL. [Tocie 2-to kypca ICE
OH ObIT 1,32 Y. €., 9TO KOPPETUPOBAJIO C TePATICBTUICCKIM
3 GEeKTOM — OTMEUaINCh ITOJTHBIN perpecc odyara B celie-
3¢HKe 110 TaHHBIM Y3 1 yMeHbIIIeHNe B pa3Mepax Iepu-
depuueckux JIY. I1o mmany tepanuu BeimonHeHa 19T/
KT, 3adgukcupoBaH TOJIHBIA MeTaOOJUYECKUI OTBET,
YCTaHOBJICHA PEMHUCCHS OHKOJIOTHYECKOTO 32001 BaHN.

Cpennee 3HaueHue Tokasarenss NLR mo neueHus
Y MaJIbYMKOB 2-1 TPYIIIHI OBIJIO HIKE €TO CPEIHETO 3Ha-
YeHUs y IeBOYCK MaHHOM IrpymIisl B 1,7 pasa.
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Tak, y nepBoro manpuuka (M1) ¢ kJIX go neueHust
noka3saTenb NLR 6611 3,3 y. €., uTo B 2,2 pa3a BblllIe Cpe-
Hero rmokasatesist HopMbl. [Tocie 1-ro kypca XT 1-i1 nuaun
NLR cHusuica B 3 paza u cocraBui 1,1 y. €., ObIJT OTMe-
YeH TMOJIOXUTEIbHBIA KianHuueckuii addekt. Ilocme
3aBepuieHus 2-ro kypca (OEPA) mokasaTenb MOBBICHII-
cs B 4,6 pasa u coctaBui 5,1 y. e. 1o nanneim [1DT/KT
B IMHAMMKe OblJla OTMedYeHa Iiporpeccusi 3abojieBaHUS
B BUJE IOSIBJICHUS HOBOIO METa0OJMYECKU aKTHMBHOIO
oyara B TKaHU IPaABOTO JIETKOTO pa3MepoM 24 X 15 MM
n HakoruteHue F-OJII" B nHumanbHo mopaxkeHHbIX JIY.
Koncunmuym Bpaueit HM UL oHkonorum pekoMeHa0Bal
MepeBeCTU TallMeHTa Ha 2-10 JUHUIO TepaIluu IO CXeMe
ICE. ITocne 1-ro kypca noka3zateab NLR He3HaunTe b-
HO cHU3MJICI — 10 4,68 y. €., 4TO OBIJIO BBIIIE HOPMBI
B 3,1 pa3a, moctynHbie nanbrnaunu JIY Oblm 6e3 nuHaMu-
KU. JIOMOTHUTEIBHBIX METOIOB IMATHOCTUKY Ha TaHHOM
aTare He nmpoBoauiioch. [locie 3aBepiieHus 2-ro Kypca
no cxeme ICE moxazartens NLR moseicuics B 1,4 pasa
1 cocTaBu 6,32 y. e, 4To BbIlIe HOPMBI B 4,2 pa3a. [To naH-
HeiM [19T/KT B nuHamMuke ObUTO 3aDMKCHPOBAHO TOJI-
Hoe oTcyTcTBHME 3(pdekTa oT 2-ii TMHUM Tepaluu B BUIE
COXpaHEeHUST pa3MepOB WHUIIMAJIBHO TOpakeHHBbIX JIY
M oyara B TKaHU MpaBoro Jjerkoro. KoHcuminymMmom Bpa-
yeiit HMMULI oHKoJioruu NpuHATO pelleHre O TepeBoie
MalyeHTa Ha 3-10 JIMHUIO IPOTUBOOIIYXO0JIEBOI TEPAIlUu.
ITocne nepBoro BBeAeHUs HUBOJyMaba nmokasaTteab NLR
cHu3micsa B 1,7 paza — mo 3,7 y. e., OMHAKO OCTaBajCs
BBIIIIE HOPMHI B 2,5 pa3a. OueHka a¢gp@exra mpoBoanIach
TOJIKO BHU3yaJlbHO M IaJIbIIATOPHBIM CIIOCOOOM. bbuia
OTMEUEHa HE3HAYMTe/IbHAsl ITOJIOXUTE/IbHAS AMHAMUKA
B BHUIE YMEHBIIEHMsT pa3MepoB mnepudepudeckux JIV.
ITocne BTOporo BBeAeHUS HUBOIYMaba mokasaTtenab NLR
cHu3wiICA B 2,4 paza — g0 1,54 y. €. 1 He UMeJT 3HAUMMBbIX
ommmuuii oT HopMmbl. [lo manHbiM T1DT/KT Bcero tena
B IMHaAMMKe Obla 3aMKCUpOBaHa IMOJIHAS MeTaboInye-
CKasl peMUCCHsl.

VY BToporo Manpunka (M2) mo jedyeHUs IOKaszaTeslb
NLR 6511 6,2 y. €., uto B 4,1 pasa BbIllle CPEIHETO MMOKA-
3atessg HopMbl. [Tocae 1-ro xkypca XT 1-i TMHUM OH CHU-
3uJics B 4,4 paza u coctaBun 1,42 y. e. bl oTMedeH 1oJ1o-
JKUTEJIbHbIA KJIMHUYECKU 3(PDEKT B BUIE YMEHBIICHUS
B pasMmepax HIeHHO-HaaKIOUMYHbIX JIY U oTcyTcTBUS
CUMIITOMOB MHTOKcHKaiuu. Ilocne 3aBeplieHus 2-ro
kypca (OEPA) nokasatenr NLR moBbsicuiics B 2,5 pasa
u cocTtaBua 3,5 y. e., TipeBbIlasg Hopmy B 2,3 paza. Ilo
naHHeiM [I9T/KT B auHaMuKe OBLIO OTMEYEHO YBeE-
JIMYEHWE pa3MepoB M METabOJIMYECKOM aKTUBHOCTHU
BHYTpUTrpyaHbIX JIY B cpaBHeHMU ¢ naHHbIMU [19T/KT,
npoBeAeHHOM no aeyeHus. Koncunmym Bpaueit HMUILL
OHKOJIOTMM PEKOMEHIOBaJl IIepeBeCTH IallMeHTa Ha
2-10 nuHuto tepanuu no cxeme ICE. ITocne 1-ro kypca
ICE nokaszarenb NLR cuuswmics B 2,8 paza — 10 1,26 y. e.,
YTO IOMAanaeT B IpaHUIIbI peepeHCHBIX 3HAUCHU HOP-
Mmbl. ITocne 2-ro Kypca ero 3HayeHHE CYIIECTBEHHO He
u3MeHuI0ch u coctaBmwio 1,51 y. e. I1o manubiM [IOT /KT
3auKCHUpoBaHa MOJTHAsE MeTabonUecKast peMUCCHS.
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VYV Tperbero manpunuka (M3) go JedeHus 3HaUYeHUE
nHaekca NLR cocraBisio 3,1 y. e., 4To B 2 pa3a Bblllle
cpenHero mokasareiss HopMbl. Ilocime 1-ro kypca XT
1-ii IMHMKM OHO cHu3WIOCh B 1,9 pasa — mo 1,66 y. e.
M COXPaHSIOCH B IIpefesiax pechepeHCHBIX 3HAaUeHU HOp-
MbI MOCJICAYIOIINE 5 KypCOB IIPOTHMBOOITYXOJIEBOI Tepa-
nun. ITocine 6-ro Kypca 3HauyeHue nHaekca NLR BHOBB
MOBBICUJIOCH B 2,4 pas3a 10 CpaBHEHHUIO C 5-M KypCOM
M TOCTUTIIO 3,4 y. €., UTO MPEBHILIAJIO ITOKa3aTeJ I HOPMBbI
B 2,3 paza. Ilo gannbimM [19T/KT Bcero tena BbIsIBICH
HOBBIN oyar rurnepukcanuu $F-OII" B Ta30BOi KOCTH,
BBITIOJIHEHA OMOIICHSI HOBOOOpa30BaHUS, Ha OCHOBAaHUM
MOP(GOUMMYHOTMCTOXMMMUECKOTO 3aKJIIOUYEHUST yCTa-
HOBJIEHO pedpakTepHoe TeyeHMe KJIX. Manbuuk ObLT
nepeBeneH Ha 2-10 muHuto Tepanuu 1o cxeme ICE. [Tocne
1-ro kypca Beicokomo3Hoit XT 3HaueHue mHaekca NLR
coctaBwiIo 3,56 y. €., 4TO IpeBbILIaeT HOPMY B 2,4 pasa.
IMocne 2-ro kypca XT OHO HE3HAUMMO ITOBBICUJIOCH
1 coctaBuwio 4,5 y. e., mpeBbllIasi MoKa3aTeJu HOPMBI
B 3 pa3za. [Tocie 3aBepieHus 2-i TMHUU Tepanuu (2 Kyp-
coB ICE) nio ganabeim [19T/KT BbIsSIBIeH aKTMBHO HaKa-
mmBaomuii BF-OJT mopaxkeHHBI y4acTOK B Ta30BOM
KOCTM IIpEeXHMX pa3MepoB. 1o pelleHuI0 KOHCUIMyMa
Bpaueii HMMUILI oHkomornm MajabuyumK ObUT IepeBeacH
Ha 3-10 JIMHUIO Teparvy, BKJIIOYAIOIIYI0 B ce0s MMMY-
HoIpenapaTtbl HMBOJyMa0d M OpeHTyKCMMa® BEIOTHH.
ITocne nepBoro BBeAeHUs HUBOJyMaba nmoka3aTeiab NLR
cHusmics B 4,5 paza — 10 1,0 y. e. 1 gocTUT peepeHCHBIX
3HaYeHUI HOPMBI. JlaTbHEHIIINIT MOHUTOPUHT JIEHKOLIM -
TApHOTO COOTHOIIEHMS ITOCJIE KAaXIOro Kypca UMMYHOTE -
panuu BbISIBIIsUT 3HaueHue nHaekca NLR B nuamaszone ot
1,22 oo 1,86 y. e. ITocne 3aBeplieHus JeYEHUs, KOTOPOE
BKJIIOYAJIO B ceOs1 2 Kypca HMBOJyMaba B MOHOpPEXUME
M 4 Kypca HUBOJIyMab + OpeHTyKcrMMab BEIOTUH, 11O JaH-
HeiM [19T/KT Obuta oTMedeHa moJiHas MeTaboardecKast
pemuccus Ha (hoHe HOpMaJIbHBIX ITOKa3aTeslell MHAeKca
NLR.

VY yetBepToro manpunka (M4) ¢ xJIX 1o geyeHus 3Ha-
yeHre NLR obu1o 3,0 y. e., 4To B 2 pa3a BBIIIE CPEIHETO
nokazatenst HopMbl. ITocne 1-ro kypca XT 1-i1f nuHumn
OHO CHM3UJIOCH B 2,7 pa3za — 10 1,13 y. e. u He oTIMYa-
Jloch OT HopMbl. 3HayeHue mHAaekca NLR gepxkanoch
B IMaria3oHe pedepeHCHbIX 3HaYeHuir HopMbI oT 1,08 1o
1,64 y. e. Bce MoOCJEAyIOIIME 5 KypCOB IPOTHBOOITYXO-
JeBoit Tepanuu. [lociie 6-ro Kypca OHO Pe3KO ITOBBICH-
Jnock B 4,3 paza— g0 7,1y. e., 4TO IIpEBHIIIAJIO TOKa3aTeIn
HopMbI B 4,8 paza. [To manaeiM I19T/KT Bcero Tena BbIsIB-
JieHsl oyaru runepdukcanuu SF-OJII" B TKaHU J1€rKOro
1 B HankmoundHoM JIY crmpaBa. BeimonHeHa Ouorcust
HagkmounyHoro JIY crmpaBa, ycTaHOBJEHa MPOTPECCUs
OHKOJIOTUYECKOTO Tpoliecca. Manbuuk ObUT TepeBeicH
Ha 2-10 muHuio tepanuu o cxeMme ICE. ITocne 1-ro kypca
BeIcokono3Hoil XT mokaszarens nHaekca NLR cHusmics
B 7 pa3 — no 1,01 y. e. 1 He UMeJI 3HAYUMBIX OTJIMIUIA OT
HopMBl. [Tocne 2-ro Kypca rmokasartesib MHIeKca paBHSIJICS
1,16 y. e. 1 He UMeJI PA3IMYMIA C IPEAbIIYLIIUM 3HAYECHM -
eM 1 HopMoii. Tlociie 3aBepiieHus1 2-if TMHUU Teparuu
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(2 xkypca ICE) o manusim [19T/KT 6bL1a 0OTMEUEHa ITOJI-
Hasg MeTabojnyeckas peMuccus Ha (oHe HOpMabHbBIX
mokasateneit NLR.

Oo0cyxaeHue

JIX — 9T0 3110KauecTBEeHHOE HOBOOOpa3oBaHUE, BO3-
HUKallee M3 B-KIeTOK 3apoiblllieBOro LIEHTpa WU
rmocT3apobiiieBoro eHrpa. Kierku XomkkuHa u Pun—
[IItepHbepra COCTaBISIOT JIUIIL HEOOJBIION IPOLIEHT
OIlyXOJIM, OHU OKPYKE€HbI PEaKTUBHON BOCHAJIMUTEIbHON
cpenoii, cocTosuieil U3 JUM@OLUTOB, 303MHO(MUIOB,
HEHUTPOGWIOB, TUCTUOLIMTOB U TIA3MaTUIECKUX KIIETOK,
YTO TpedyeT 00s13aTeTbHOTO0 MOP(OMMMYHOTMCTOXUMMU-
YECKOTO MCCIeAOBaHMS, TTOCKOJIBKY ITOCTaHOBKA JUArHO-
3a JIX Tpedyet nuddepeHIIMAaTbHOI MarHOCTUKHU C IITUPO-
KUM CIIEKTPOM KPYITHOKJIETOUHBIX TUMGoM [24, 25].

B Hamiem wuccienoBaHUUM OBLTA BBISIBICHBI BBICO-
ke nokazatenu mHaekca NLR y gereii mybepraTrHOro
Bo3pacTta, 0oabHbIX JIX. [Ipu 3TOM HamMu OoTMeYeHa ero
MoJioBas Crielu(PUIHOCTD Y TAIMeHTOB C pepaKTepHbIM
TeYeHUEeM 3a00JieBaHUS — IO JICUCHUS JICHMKOIIMTapHOe
COOTHOIIIEHHE OBLIO BBINIE Yy NEBOYEK IO CPaBHEHUIO
C MaJIbYUKaMU. Y 300POBBIX MOAPOCTKOB aHAJOTUYHOTO
BO3pacTa M B TPYIINe OOJbHBIX C MOJOXUTEIbHBIM OTBE-
TOM Ha 1-10 JIMHUIO Tepaluu CTaTUCTUYECKU 3HAYMMBbIE
ITOJIOBBIE pa3nuyus B mokaszaTtenssx NLR He BbISIBJICHBI.

B xone nccienoBaHus ObLIO YCTAHOBJICHO, YTO MHIEKC
COOTHOIIEHUSI HENTPODUIOB U JTUM@POLUTOB, MOJydae-
Mmbiit o OAK, n3MeHsIIca B Ty WJIM MHYIO CTOPOHY OTHO-
CUTEJIbHO UCXOMHBIX 3HAYCHU I TTPpYU HATUIUU WM OTCYT-
CTBUM MTPOTUBOOITYyX0JIeBOro addekra ot Tepanuu JIX.

BzaumonelicTBue MeXmy 3J10Ka4YeCTBEHHBIMM KJIET-
Kamu XomkkuHa u Pug—Illtepa6epra ¢ okpyKamomumMmu
UX JUMGOLIUTAMM CYIIECTBEHHO BIMSIET Ha IIpOrpec-
CHpOBaHMe M Ha KJIMHUYeckKoe roseaeHue JIX [26, 27].
B vactHocTu, T-mMMGOLUTHI, IPUCYTCTBYIOIINE B MECTE
BOCHAJIUTEIbHONM MHGWIBTPALUM  OIyXOJU, 3Hauu-
TEJbHO PETYIUPYIOT MMMYHHBI OTBET, MOAUDUIIMPYS
npoaudepalunio 3J10KaYeCTBEHHBIX KIeTOK [28, 29].
BzaumonelicTBue MexXmy 370KaueCTBEHHBIMU KJIETKaMU
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JIX 1 pa3IuYHBIMU UMMYHHBIMU KJI€TKAMU B COUYECTAHUM
C BBICBOOOXIEHMEM LIMTOKMHOB M IPYIUX MEIUAaTOPOB
HUrpaeT 3HAYMTEIbHYIO POJIb B IIPOrPecCMPOBaHUN 3a00-
nesanug [30, 31]. TpombGoLMTapHbIE U KOATYISLIMOHHBIE
KacKagHbIe OeJKM aCCOLMMPOBAHbI C MPOKOATYJISTHTHBIM
coctosiHeM Tipu JIX, KOTopoe XapaKTepusyeTcsl IOBbI-
IIICHHOM aKTUBalMell TPOMOOLIMTOB U IIOBBILLIEHHON’
9KCIIpeccreil OelKOB KOoarysIIIMOHHOIO Kackama. DTo
M3MEHEHUE reMocTa3a KpOBU MOXKET IIPUBECTU K TUIIEep-
KOAryJisiiMy Cpeibl BHYTPU OIYXOJIM, IOTEHLIMAIbHO
CII0COOCTBYSI BBLKMBAHUIO U IIPOIPECCUPOBAHIIO TIUMGbO-
MbI [32].

VYBenuueHHas BBDKMBAEMOCTb KJIETOK XOIXKKUHA
u Pun—IlltepH6epra saBiasieTcst XxapakTtepHoii yeproii JIX,
a curHanbHbIi TyTh NF-kB, cTuMynupyeMblii XeMOKMHA-
MM M LMTOKMHAMMU, BBIICISIEMBIMU 3710KA4€CTBEHHBIMU
KJIeTKaMU M UX MUKPOOKPYXXEHUEM, CIIOCOOCTBYET IKC-
MPECCUM TEHOB, CBSI3aHHBIX C BHIKMBAEMOCTbIO U YCTOM -
YUBOCTBIO K amnoInTo3y, BKitouas Bel-2 [5].

bbio mokazaHo, 4yTo 3¢ ¢GEeKTUBHOE XMMHUOTEparieB-
TUYECKOE JIeueHK e BOCCTaHaBIMBaIIO Ioka3areib NLR 10
pedepeHCHBIX TPAHULIL 3[I0POBBIX IOAPOCTKOB KaK Yy MaJib-
YUKOB, TaK U Yy AeBoueK. [Ipu uccaenoBaHUM IPYIIN AeTei
C pa3JIMYHBIM OTBETOM Ha MPoBOAUMYIO XT OBIJIO BBISIB-
JIEHO TIoBBIIIeHMe mokasaTenst NLR y gereit B MOMeHT
MPOrpeccuy WM pa3BUTUs pedpakTepHOro TEeUEHMS
OHKOJIOTMYECKOTO 3a00JIeBaHUSI, UTO MOXET CBUICTE/Ib-
CTBOBAaTh O BO3MOXKHOCTH MCII0JIb30BaHUsI JAHHOIO TeCTa
B KayeCTBe JOMOJIHUTEILHOTO CIiocoba OoleHKU 3(Pdek-
TUBHOCTU IPOBOIMMOIO IIPOTUBOOIIYXOJIEBOrO JICUECHMS
y AeTel mybepTaTHOTo Bo3pacTa, 60JbHbIX JIX.

3akioyenne

TakuM o0Opa3oM, B Ka4eCTBE JOIOJTHUTEIBHOIO TeCTa
JJ1 OLleHKM 3((HEKTUBHOCTU MPOTUBOOITYXOJIEBOI Tepa-
UM y JeTeil mybepTaTHOTO Bo3pacTa ¢ KJIX BO3MOXHO
npumeHeHne NLR mno pesyabratam OAK, KoTopblit
MO3BOJISIET KOCBEHHO CYIUTh 00 3 (PEKTUBHOCTHU IIPOBO-
IUMO¥ Tepaly U CBOEBPEMEHHO BBISIBIISITH pedpakTep-
HOE TedyeHMe WK IporpeccupoBaHue KJIX.
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Haubonee gacTo B AETCKOM BO3pacTe BCTPEUYAIOTCS  IIPH CAyJaifHOM OOHApY:KCHUH ITaTOJIOTUUECKIX M3MEHEe-
JTOOPOKAYECTBEHHBIC WJIM BTOPWMYHBIC METACTATUUCCKUE HUI IIPU ITIAHOBOM PECHTTEHOJIOTHYCCKOM OOCICIOBAaHUH
omyxonu Jierkux [1—4], uro cocraBisier 80—85 % Bcex Jierkux peGeHKa Jjedainuii Bpad B 60 ciaydasx moayMaer
m HeoTutasnit ¢ mopaxeHueM Jierkux [2, 3]. Kak mpaBmwio, o0 BpOXICHHOM IIOPOKE Pa3BUTUSI, B 5 — O MeTacTaTH-
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YECKOM ITOpaXKeHUU JIETKOTO U TOJIBKO B 1 — O mepBUY-
HO# omyxoau Jierkoro [2, 5, 6]. IlepBbIM AMarHo3om
3a4acTyl0 BBICTYNAIOT <«IITHEBMOHMS» WIM <«3MIIMEMa»
[7-9]. IlepBuuHbIC 3710Ka4eCTBEHHBIE HOBOOOPA30BaHUSI
(BHO) nerkux — 3TO 4Ype3BbIYAMHO peaKas MaTOJOTMS
B NeAMATPUYECCKON MOMyJISIIIMK MauueHToB. Ee exeron-
Hasl BbISIBIsIeMOCTh cocTaBisier 0,049—0,083 ciaywas Ha
100 000 uenosek [10, 11], uau meHee 2 HaOMOIEHUIT Ha
1 000 000 [12], mnu 16 HOBBIX ciyyaeB B rog [13, 14].
IMepsuunsie 3HO nerkux cocrasistior meHee 0,5 % Bcex
IeTCKUX pakoB [3, 15—17] u He 6oisee 15—20 % Bcex Heo-
IUIa3uii ¢ MopaxeHueM Jerkux [2, 3]. OOwmwmii ypoBeHb
cMmepTHOCTH OT TiepBruuHBIX 3HO nerkux y nereit cocran-
qstet 30 % [1, 18, 19]. YacTo oHM aCUMITOMATUYHbI WX
UMEIOT HecIenupuieckrue KIMHUYECKUE MPOSIBICHUS,
a MpU TPOBEACHUM DPEHTreHorpauu rpymaHON KIETKHU
IMAaTOTHOMOHUYHBIE IIPU3HAKNA MOTYT OTCYTCTBOBATh, UTO
3aTPYIHSIET CBOEBPEMEHHYIO IMarHOCTUKY [15, 20].
CrnenyeT OTMETUTb YHUKAJIbHOE paclpelaeicHUe II0
TUCTOJIOTUYECKOMY THUILY ONYyXOJel MaHHOM JIOKaau3a-
AU Y IETEH 0 CPABHEHUIO CO B3POCJIOM TIOMYJISILIUENA.
Cpenu HeiipOIHIOKPUHHBIX OIYXO0JIEi yalle BCero BCTpe-
yaeTcsl KaplMHOM, KpaliHe PeaKo — MEJIKOKJIETOUHas
kapuuHoMa (MKK). Cpenn snutenvaabHBIX OMyXOJeii
HauboJiee yacTo HabmogamTes ageHokapuuHoma (AK),
mwrockokineroyHas ([MIKK) wu  mykosnumepmoumHas
(M3K) kapumHomsl. KapunHoua B 1eTCKOH MOMYISIIMA
apisieTcs cambiM yacTbiM 3HO nerkoro [13]. Kak npaBu-
JIO, OH TIPOMCXOAUT M3 CTEHKU OPOHXMAJbHOTrO AepeBa,
B CBSI3M C YeM MOKET BBI3BaTh OOCTPYKTUBHBIC CUMIITOMBI
(kauesb, CBUCTSIIEE JbIXaHUE, KPOBOXapKaHbe) U pelin-
IUBUPYIOIIYI0 IMHeBMOHMIO [21-23]. MBK sausercs
2-M IO 4YacTOTe BCTpeyaeMocTu snurtennanbHbiM 3HO
JIETKUX B JIeTcKoM Bo3pacte [3, 24]. MOK mpoucxogut
U3 TONCAU3UCTBIX OPOHXUATBHBIX XeJle3, KaK IpaBuio,
00J1agaeT BHYTPUIIPOCBETHBIM POCTOM, YTO TaKXKe IpH-
BOJIUT K BOBHUKHOBEHUIO IMOCTOOCTPYKTUBHBIX CUMIITO-
MoB. bponxoanbBeosnsapHasa kapuuHoMma (BAK, mim AK
in situ) — penKUil TUM OIMYyXOJU, OMUCAHHBIA B AETCKOM
MOMYJISILIMKA B acCOIIMAIlMU C BPOXICHHON KMCTO3HO-
ageHoMarto3Hol Manbdopmaruein (BKAM) nerkoro [25,
26]. CylIecTBYIOT OIMCAHUST PEIKUX CAPKOM C MEepBUY-
HOW JIOKaJM3alve B JIETKUX, TAKUX KaK CUHOBUAJIbHAS
capkoMa, pabaomMuocapkoMa, 310KaueCTBEHHAsI OITyXOJIb
13 000JI0UeK NepudeprdecKrx HEPBOB, a TaKXKe TMMQGOM
[27—34]. JlocTaTOYHO YacTO BCTpeUYaeTCsl BOCHaIUTEIbHAs
muoduodpoodaactuyeckas omnyxonb (BMO) kak omyxonb
C TIPOMEXYTOYHBIM TOTEHLIMAJIOM 3JI0KaYECTBEHHOCTH
BBUIY €€ MECTHOTO MH(MUIBTPATUBHOIO POCTa, BO3ZMOX-
HOW JIOKaJIbHOW MHBA3UU U IOCTATOYHO BBICOKOTO pUCKA
peuuausa [35, 36]. W, HakoHell, IIeBPOIY/IbMOHAIbHAS
o6xacroma (I1T1B), aBnsitomasics nepsuuHbiM 3HO nmerkmx
y IeTell MJIaIeHUYeCKOro M paHHEro Bo3pacTa, KOTopas
MOXET UMUTHPOBATh SMOPUOHAIBHYIO CTPYKTYPY JIETKO-
ro U pa3BuBaThecs B KoHTeKcTe myTauuu DICER] [37].
[Ipupomna Bo3HMKHOBeHUs MepBUYHBIX 3HO nerkux
y IeTeii He yctaHoBjeHa. MiMeloTcss 00beKTUBHbBIC JaHHbBIE
00 1X accolMaluy ¢ CMHIPOMaMU MPeapacoN0XKEHHOCTH
K OITyXOJIEBBIM 3a00JIeBaHUSM (HaIlpuMep, ¢ CUHIPOMOM
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JIu—®paymeHn), TakKe CyILIECTBYET MX B3aMMOCBS3b CO
CTPYKTYPHBIM ITOBPEKIEHUEM JIETOUHOM TKaHU IIPU II0OPO-
Kax pas3Butus (Hanpumep, mpu BKAM nerkoro) uau mpu
3a00JIeBaHUSIX (HAIIpUMeEp, IIPY PELIMAMBUPYIOIIEM PECIIU -
paTtopHOM TnanusioMmarose) [38—41], a Takke mpu macCcuB-
HoM KypeHun [42—44]. Takxke onmcanbl 3HO nerkux kak
BTOPBIE OIYXOJIU B OOJIy4EHHOM I10Jie (Harpumep, Mocie
nposeaeHus aydeBoi Teparuu (JIT) mumbombr XomKKu-
Ha), OHAKO, KaK IIPaBUJIO, OHU BO3HMKAIOT y MALIMEHTOB
BO B3pOCJIOM Bo3pacTe [45, 46].

JaHHbIC 10 aHAIM3Y pEe3yJIbTaTOB JICYCHMs, KaTaM-
HECTMYECKOMY HaOJIIOIEHUIO M OIIEHKE ITPOTHO3a OYEHb
OrpaHUYEHbl BBUAY PEIKOCTU JaHHOW IATOJIOIMM, Kak
MpaBUJIO, OHM IIPEACTABICHbI HEOOIBIINMU CEPUSIMU KJTU -
HUYECKUX HAOJIONCHMII WIM XK€ ONMCAHUEM EIMHUYHBIX
KJIMHUYECKUX CIIy4aeB.

[lepBolii KpyIHBIN cUCTEeMaTUYECKU 0030 MO TaHHOM
TeMe ObLT oryonKoBaH B 1983 . u BKiItoun B aHanu3 230
MaLMEeHTOB JAETCKOro BO3pacTa ¢ MEePBUYHBIMU OITYXOJIsi-
MM JIETKUX, U3 KOTOPBIX 65,6 % ObLIM 3]10KaYeCTBEHHbI-
mu [1]. Caenyrommit 0630p 0bL1 omybaukoBaH B 1993 .
B.J. Hancock et al. [18]. On Bkmounn 383 mauueHTa, U3
KOTOPBIX 76 % MMeu 3]10Ka4eCTBEHHYIO oIyXxojib. CoBpe-
MEHHBIE TIyOJMKALMKA JIEMOHCTPUPYIOT TIpeobJagaHne
JI0OPOKAYECTBEHHBIX TUCTOJIOIMYSCKUX TUIIOB HEOILIA3UK
y nereit [2—4, 6, 47, 48], 4T0 rOBOPUT CKOpee 00 3BOJIIO-
LIMM HAIIero MPeACTaBICHNUsT 00 3TOM MaTOJIOTUH, HEXXeIn
0 peajibHOM M3MEHEHUM IMCTONATOJIOIMYeCKOTO IPOoduIIst
OIIYXOJIEH.

B HacTosiiiee BpeMsl CYIIECTBYET HECKOJIbKO 3al0-
KYMEHTUPOBAHHBIX PETPOCIIEKTUBHBIX MCCICIOBAHUIA,
IOCBSILEHHbIX ITEAMATPUUECKUM IAlEHTaM C IIePBUYHbI-
mu 3HO nerkux. OnHO U3 TIepBBIX ¥ HanboJiee KPYIMHBIX —
6a3a manHbix SEER (the Surveillance, Epidemiology, and
End Results, CIIIA), BkmoumBiias B cebs aHamu3 160
KJIMHMYECKHUX CIydaeB MallMeHTOB B Bo3pacTe A0 19 et 3a
nepuon ¢ 1973 mo 2004 r. [10].

CpeaHuil BO3pacT HA MOMEHT IOCTAHOBKM JMAarHo3a
cocraBu 16 siet, 85 % malueHTOB ObLIM JETU B BO3pacTe
crapuie 10 ret. Hanbonee yacTo BcTpevarommmMes TUCTOJIO-
TMYECKUM TUIIOM OIIyXOJIM CTajla 3HAOKPUHHAS OITyXOJIb —
kapuuHoun (51,6 %), 3arem — capkoma (11 %) u MBK
(9 %). B Bo3pacte 10 10 jieT BCTpeyanch peuMyIeCTBEH-
Ho II1B, B Bo3pacte crapuie 10 net — kapunHouabl, AK,
ITKK n MKK. Ha MOMeHT rmocTaHOBKM AuarHosa y 25 %
MaLXEeHTOB 3a00JIeBaHUE HOCUIIO JIOKAJIM30BaHHbII XapaK-
Tep (GOBIIMHCTBO KapuuHouaoB 1 MOK), y 45 % 6bu10
OTMEYEHO BOBJICYCHHME PErMOHAPHBIX JIUMMATUYECKUX
yaioB (JIY), y 30 % onpenensinch oTaajleHHbIE MEeTacTa3bl
(6ompmmHeTBO ManmeHToB ¢ AK u I1I1B). Xupypruue-
cKoe JieueHue mpoBeaeHo 80 % maiueHToB (OOJIbLIIMHCTBY
¢ xapuuHouaamu, MBOK, TIIIb u capkomamu), TOIBKO
10 % GoabHbix monyywin JIT. IIpumeuaTenbHo, 4TO Bce
cayyau AK, TTTTb 1 capkom ObUIH BBISIBJIEHBI Y TTALIMEHTOB
HMCKJIIOUUTEILHO €BPOIIEOMIHOM PACHL.

[IarHanuaTuiaeTHss obias BeikuBaeMocTh (OB) Beeit
KOTOpTHl IALIMEHTOB cocTaBwia 65 %. BbIKUBaeMOCTb
MaJIbuMKOB ObLIA JOCTOBEPHO BHIILIE BHKMBAEMOCTH JI€BO-
yek. JIydliuii MporHo3 MMeENIM MAlUEHThl C 3HIOKPUH-
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HeiMU ontyxonsiMu 1 MOK (10-1eTHsSI BEDKMBAeMOCTb —
92 % u 100 % cootBeTcTBeHHO), Xyamuii — ¢ MKK (Menu-
aHa BbDKMBaeMocTu < 5 Mec). MeamaHa BbDKMBAaeMOCTHU
mareHToB ¢ [TKK u AK coctaBuia 14 mec.

Cragust 00JIe3HM Ha MOMEHT IOCTAHOBKM JMarHo3a
UMeJla CTaTUCTUYECKH TOCTOBEPHYIO ITPOTHOCTUYECKYIO
3HauuMOCThb. Tak, 10-nmetHss OB maumeHTOB ¢ JlOKamu-
30BaHHBIM 3a00JieBaHuEM cocTaBuiaa 84 %, pu HAIMYUKA
MeTactaszoB BJIY — 49 %, npu HaJIM4MK OTAAJICHHBIX METa-
cTa3oB — 25 % (MearaHa BbDKMBAEMOCTH STUX MAILUEHTOB —
16 mec).

[IpoBeneHye XUPYPruvecKoro JICUEHUsI ITOBBICUIIO
BBDKMBAEMOCTb IMAaLIMEHTOB ¢ 32 10 75 %. HezaBucuMbiMu
HeOJIaroNPUSITHBIMU TPOTHOCTUYECKUMU (PaKTOpaMu CO
CTaTUCTUYECKOM JOCTOBEPHOCTbIO ObLIM HENpOBEICHUE
XMPYPTrU4eCKOro JIeUeHUsI 1 HEOHIOKPUHHBINA TMCTOJIOTH -
YeCKUil TUIT omyxonu. 2KeHCKU MoJT U OTHajieHHOe MeTa-
CTa3MpOBaHME SIBUWIMCH CTATUCTUYECKU HEIOCTOBEPHBIMU
HeOJIaronpusITHBIMU (DaKTOpaMU, OMPEACTISIONIMMU TIPO-
THO3 3a00J1eBaHNS.

Henmoctatrkamu mipenctaBieHHON 0a3bl JAaHHBIX, I10
MHEHMIO aBTOPOB ITyOJMKAIIMU, CIEAYyeT CYMTATh CJICIY-
Iolliee: TIOJIHOE OTCYTCTBHE MH(MOPMALIMM O Ha3HAYCHHOM
XMMMUOTEPAIIEBTUYECKOM JICUCHUU, MHMOPMALIMKU O PEKU-
Max 1 no3ax nposeneHHoi JIT 1 HenmoHOe TIpeAcTaBIeHe
JAHHBIX O KATAMHECTUYECKOM HAOIIOACHUH 3a MMalleHTa-
MU.

B 2015 r. 6bu1M OYOIMKOBAHbBI PE3YJILTaThl UCCIEA0BA-
Hus Ha ocHOBe 0a3nl naHHbIX NCDB (the National Cancer
Database, CILIA), mpoBoausieii aHanu3 ¢ 1998 mo 2011 r,
1 BKJTIoYMBIIeH 211 mauueHToB B Bo3pacTe 10 18 et ¢ arm-
teauanbHbiMu 3HO nerkux [13].

CpenHuii Bo3pacT MalMeHTOB HA MOMEHT ITOCTAaHOBKU
nurarHo3a coctaBuia 13 yet (pasopoc — 8—17 mer). Ilpen-
CTaBUTEJISIMU €BPOIICOMIHOM packl Obutn 77 % MallMEeHTOB,
OTMEUEHO HeOOoJbIlIoe IIpeodIagaHre MaJbYMKOB Ham
JIEeBOYKAMMU.

[To rucToI0rMYecKOMy TUITy OIYXOJIM pacipeaeieHue
ObLIO CIIEAYIOIIMM: HanboJjIee 4acTO BCTPEYaauCh Malu-
eHTBI ¢ KapuuHouaoM (63 %), zatem — ¢ MOK (18 %),
KK (9 %), AK (8 %), BAK (2 %) u MKK (< 1 %). Xupyp-
rMYecKoe JieueHWe ¢ perruoHapHoi JIuMGaaeHIKTOMUEH
BbIIIOJIHEHO 63 % nauyeHToB, noauxumuorepanus (ITXT)
obu1a nposeneHa 14 % GoabHbx, JIT — 9 %. B rpymme
MalMeHToB ¢ KapruHoumamMu 1 MBOK B OOJBIIMHCTBE
cJTy4aeB OITyXOJIb UMeJIa pa3Mep A0 5 ¢M, UM OBbLIN MTPOBeE-
JIEHBI JIOKAJIbHAs PE3eKIMsI OIYXOJIU WK JIOOOKTOMUS Oe3
HasHaueHus agpoBaHTHOM [TXT, Gosee yem y 80 % Gosib-
HbIX gocturHyta RO-pesekius. CorjiacHO COBpeMEHHBIM
JAHHBIM, IPU KapLIMHOMIE paAMKaibHas XUPYyprudecKas
Pe3eKLMs IEPBUYHOM OITyXOJIM U YIAJIEHUE YBEJIMYECHHbBIX
pernoHapHbIX JIY SBISIOTCS €AMHCTBEHHOI HEOOXOIMMO
OIIIMEl KypaTMBHOTO TOAXOJA B JICUCHWHU IAlIMECHTOB
C 9THUM THCTOJIOTUYECKUM TUIIOM oIityxoiu [23, 49]. [Ipu
KapLIMHOMIAX Y B3POCIIBIX ONTUMAJIbHBIM METOIOM XUPYP-
TMYECKOM PEe3eKLIUK IIPUHSITO CYUTATD ITapeHXUMOocOepera-
OLLYIO «PYKABHYI0» WM «MaHXETHYI0» PE3eKIIUIO OpOHXa,
YTO ITO3BOJISIET CHU3UTH 3a00JIeBAEMOCTb M HE YXY/IIIAeT
oHKojiornueckuii pesyasrar [50]. TIpy MBOK ¢ yuerom,
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Kak IIPaBUIIO, MaJIbIX Pa3MEPOB OITyXOJIM TAKXKEe IIPOBOISIT-
csl JIOKaJbHasl pe3eKIus OMyXoau Wi jooskromus. [1pu
IOCTIDKeHUN panukKaabHocTu omneparuu ITXT orBogutcs
O4eHb orpaHuYeHHas poJb [20, 23, 51].

B rpynme nauuenToB ¢ ITKK u AK y moinoBuHBI 601b-
HBIX OIMyXO0JIb UMena pasmep < 5 ¢M, y APYroi MOoJOBUHBI
> 5 cM, y OOJIBIIIMHCTBA UMENIOCh METACTaTUUECKOe Iopa-
KeHue permoHapHbIX JIY. CxeMbl JedyeHUs] 3THUX TUIIOB
OMYXOJIEW AKCTPAIIOJMPOBAHBI M3 B3POCION OHKOJIOTMU.
boabmasg yacts mauuentoB nomyunna ITXT, yacte — JIT.
Bosiee yem B IOJIOBMHE Clly4aeB XUPYPrUYeCKOe JieUueHUe
He ObLIO IPOBEIEHO IIEPBUYHO, a IIPU ITOIBITKE IIPOBE/Ie-
HUSI XMPYpPru4ecKoro JiedeHnsl MeHee 4yeM B 25 % ciiyyaeB
obu1a nocturHyTa RO-pesexius.

B rpymie maunenToB ¢ BAK u MKK 50 % monyuunu
XUPYPru4ecKoe JieueHHe MHULMaIbHO. BceM GOJIbHBIM
¢ MKK mpoBoanioch XUMHOJTYy4eBOE JIEUCHHE.

IIporHocTnyeckuMu (pakTopamu, JOCTOBEPHO BIIUSI-
IOIIMMM Ha BBDKMBAEMOCTb, ObLIM TMCTOJIOTMYECKUM THUIT
OIYXOJIM, pacoBasl MPUHAIJICKHOCTb, Pa3Mepbl OIMyXOJIH,
BomyieueHre JIY M 00beM XHUPYpPruyeckKoro BMeEIIaTesIb-
ctBa. [TatunetHssa OB nauuentoB ¢ MOK 1 KapumHonIoM
coctaBun 100 % u 95 % COOTBETCTBEHHO, IMALIMEHTOB
¢ BAK — 50 %, ¢ MKK — 28 %, ¢ AK — 26 %. O6a 6071b-
Hbix ¢ MKK ymepnu B TedyeHue 5 JIeT mocse mocTaHOBKU
JIyarHo3a. BeoKMBaeMOCTh NAllMEHTOB HETPOUIHOM PaChI,
a TakKe IMAalKEHTOB C OIYXOJIbI0 pa3MepoM > 5 ¢cM Oblia
JIOCTOBEPHO HIKE, YeM MallMEHTOB €BPOIEOUIHOM PAChI
M 1ipu pasMepe omnyxoiu < 5 cm. OB manmeHToB 63 Xupyp-
TMYECKOro JIEYeHWs cocTaBuiaa Bcero 36 %. Breokubae-
MOCTb OOJIbHBIX Tocjie TUMGbAAEHIKTOMUU 1 MAlIUEHTOB
¢ NO-cTaTycom ObLTa JOCTOBEPHO BBIIIIE.

Henocrarkom 6a3bl manHbix NCDB, mo MHeHMIo
aBTOPOB ITyOJIMKAIIMM, CTaJI0 OTCYTCTBHE CTaIMpPOBAHUS
SMUTEIUAIbHBIX HEOILIa31iA JIETKUX Y AlMEHTOB JETCKOIO
Bo3pacTa 1o cucteme TNM, B ¢BsSI3U ¢ YeM OLIeHKa pacIpo-
CTpAaHEHHOCTU OO0JIE3HM BO3MOXHA TOJIbKO 3a CYET yyera
pa3Mepa IepBUYHOI oryxoiu v N-cTaryca.

B 2015 r Beimma mybnaukamus, mocssiieHHas 350
naupentaM ¢ [II1B, BomenmmM B MeXayHapOIHbII
peructp B nepuon ¢ 1962 mo 2012 . [37]. JuarHo3 Obu1
MOCTaBJICH TMalMeHTaM IPEeUMYIIECTBEHHO B BO3pacTe 10
5 net. I1porHo3 HampsiMyl0 KOpPpeJIUpOBasl ¢ THUCTOJIOTH-
yeckuM turioM I1I1b: 5-netusas OB npu I Tumne cocraBuia
91 %, npu 11 — 71 %, nipu 111 — 53 %.

B 2016 1. Oblv mpeAcTaBIeHBl JaHHbIE U3 APreHTUHBI
0 38 marmeHTax IeTCKOro Bo3pacTa ¢ IIepBUYHBIMU OITyXO-
JISIMM JIETKMX, KOTOPBIE IMOJTydalid JIeYeHHUE B IearaTpuye-
ckom rocriutane byaHoc-Atlipeca B mepuonc 1994 mo 2014 .
[47]. MennaHa Bo3pacTa Ha MOMEHT ITOCTAaHOBKM AMarHo3a
cocraBuia 8,5 roma (pa3opoc — ot 0,9 no 16,6 rona), cpenu
MaLMEeHTOB MPEUMYLIESCTBEHHO IIpeodafain AeBOYKHU.
Cpenu rucToIOrn4ecKrX TUIIOB OIyxosieil Hanbosiee 4acTo
BcTpevaarch BMO (13 mauneHTOB ¢ MeauaHoi Bo3pacTa
7,3 roma), kapuMHou (6 GOJBHBIX C MEIMAHON BO3pacTa
13,4 rona), II16 (6 neteii ¢ MenMaHoi Bo3pacra 2,2 rojia)
n MBOK (2 mamuenTa). KnuHuyecku OOJIbHBIE WU MX
POIUTENIH IIPEBABIIIN XKaa00bl Ha Kalesb (26 %), nxo-
panky (15 %), kpoBoxapkanbe (10 %). B 34 % cnydaeB
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OIyXOJIb ObLIa BBISIBJIEHA KakK ClydaiiHas Haxoaka MpUu
MPOBEICHUN PEHTICHOJIOTMYECKOro OO0C/IeI0BaHUS JIeT-
kux. B 81 % nHabmoneHuii ObLIO MPOBEACHO palUKaIbHOE
XUpypruueckoe jgedeHue: 11 mammeHram Obljia BBITIOJTHEHA
IMHEBMOHAKTOMUSI, 17 — J003kTOMUS, 9 — aTMIUYHAsS
napeHxuMmocoOeperatoiiast pesekuus. OOIIas cMEPTHOCTh
cocraBuia 15,8 %.

Cpenu 13 nmaumentoB ¢ BMO 1 6onbHOI nMen MeTa-
CTaTUYECKOe MOpakeHUe TEMEHHO TOJIM TOJJOBHOTO MO3-
ra. JIeHaauaTy IallMeHTaM IIpOBeIeHAa XUpPYypruveckas
pe3exuus, 1 — aHgocKonmyeckas pe3ekuus. B 12 ciayyasax
XUPYPrUUecKoro JiedeHus: Jocturiyra RO-pesexius. /Isa
MalyMeHTa yMepJiu B IIOCIEOIEepallMOHHOM IIepuonIe OT
KPOBOTEUEHHUSI M3 BEPXHMUX OTIEIOB KEIyIOUHO-KHUIIIEU-
HOro TpakTa (BeposiTHEe BCEero, M3 330(harokaBabHOM
UCTYNIBI) U OT A3MIMEMbI Ha (POHE OPOHXMATTBLHOMN (PUCTY-
Jibl. Tpy GOJIBHBIX OBLIM MOTEPSHBI U3-TI01 HAOIIONECHUSI.
V 1 naunenTa uyepe3 1 rof rmocjie Xupypruaeckoro jJedeHust
MMarHOCTUPOBAHO  MHOXECTBEHHOE  METacTaTUYeCKOe
IMopaXkeHue ToJIOBHOTO MO3Tra, MOC/Ie HECKOJIbKUX Helpo-
XUPYPIrUYECKUX BMEIIATeIbCTB OH HAXOMUTCS B PEMUCCHM.
MennaHa HaOIoneHMs 3a 8 00ILHBIMU cocTaBMIa 4,8 roaa,
BC€ OHU XUBBI U HAXOASATCS B peMUCCUU. ABTOpHI 0Opa-
IIAI0T BHUMaHKE KOJUIeT Ha HEOOXOMMMOCTD MPOBEACHUS
KOMIIbIOTEPHOII TOMOTrpahuy TOJIOBHOTO MO3ra IMallieH-
TaM ¢ auarHoctupoBaHHoii BMO jnierkoro, ocobeHHO npu
pacrpoCcTpaHEHUU OITyXOJW Ha COCYIMCTBIE CTPYKTYPBI
CpenoCTeHUs.

Cpeau 6 MalMeHTOB ¢ KapLIMHOMIOM XaJl00bl Ha KPo-
BOXapKaHbe MPeIbIBIISIIN 3, KaJI0ObI Ha KallleJIb — Takxke 3.
Hu y xoro He ObUIO OTMEUYEHO CBMCTSILIETO IbIXaHMS
ui crpupopa. Bcem 6 maimeHTaM ObLla BBIITOJIHEHA
RO-pesexuus (5 — nmo6akroMus, 1 — sHgOCKOMMYECKast
pe3exiys). Xupypruueckoe JedeHue ObLIO eIMHCTBEH-
Hoi#t HeooxonuMoii ortuueid, [TXT u JIT He mpoBoaAMINCH.
DHOoCKONMYEeCKass Pe3eKIs, JOOIKTOMUS WU pPe3eK-
1S OpoHXa ¢ OPOHXOIUIACTUKON («pyKaBHAS» UJIM «MaH-
JKETHasl» Pe3eKIlIMsi) B HACTOSIILEE BPeMsI SIBJISTIOTCS METO-
JIaMu BBIOOpa B XUPYPIMUECKOM JICUEHUU KaplLIMHOMIA
[23, 52].

VY 6 nauyenTos 6buta guarHoctuposana II16, 3 u3 Hux
ObLIa TIEPBUYHO BBITIOJIHEHA JIOOAKTOMMSI B CBSI3U C MOIO-
3peHueM Ha BKAM nerkoro. OgHa 0ojibHasi ymepia Ha
sTare nposeaeHus HeoaxbioBaHTHON [TXT, onHa — mocie
MMPOBEICHUS TOPAKOTOMUHU M HETIOJTHOM PEe3eKIIUU OITyXO-
JIM BEpXHEW TOJIM JIEBOTO JIETKOTO. ABTOPHI ITyOJIMKAIIUU
aKILIEHTUPYIOT BHUMAaHWE KOJJIET Ha HEOOXOIMMOCTHU
MPOBEICHUS MOJIEKYJIIPHO-TEHETUUECKOTO MCCIICIOBAHUS
B 1essix novcka DICERI-myTaliy B KOHTEKCTE accolua-
LIMM 3TOTO CUHAPOMA C APYTMMU OIMYXOJsIMU (KMCTO3HOM
Hedpomoit, onmyxonbio U3 KieTok Cepronu—Jleiaura ssmy-
HHUKa, paKOM IIIUTOBUIHOI XKeJIe3bl).

B 2020 1. 6buIM OMyONIMKOBAaHBLI JaHHBIE ABCTpaiUii-
CKOTrO KaHLIep-perucTpa, BKIIOYMBIIIETO B ce0s 53 maieH-
Ta IETCKOTO BO3pacTa C MEePBUYHBIMU OITyXOJISIMU JIETKUX
3a nepuon ¢ 1983 mo 2015 r. [17]. ABTOpHI MyOIMKALIUN
BBIACIUIN 4 TPYIIIBl OOJBHBIX B 3aBUCMMOCTH OT THCTO-
JIOTMYECKOTO TUTIIA OITyXOJIU: 1) 3MOpUOHAIbHBIE OITYXOJIN

1’2025

TOMAVOL. 12

(npeumyiectBerHo II16) — 23 (43 %) nauueHTa; 2) amu-
TeJIMajibHbIe HEOILIa3uu (B TOM YMCJIe KapLIMHOMI U Kap-
HOMbI) — 18 (34 %), 13 Hux 8 ¢ KapLIMHOUIOM; 3) ME3¢H-
XUMaJbHbIC OMyXOJu (MSTKOTKaHHBIE CapKOMBI U 1p.) —
6 (11 %) GonbHbIX; 4) TUM(OrMCTUOLUTAPHbBIE OIYXOJIU
(mumdbomMbl 1 tuMdonpoardepaTiBHbIC 3a00IeBaHUS) —
6 (11 %). Yucno neBoyek cjerka npeobiaaaio Hall YuCIOM
MaJbyuKoB. CpemHMiI BO3pacT Ha MOMEHT ITOCTAaHOBKM
JMarHo3a cocTaBuid 4 roga (pa3dopoc — 2—11 jeT) u cuiib-
HO pasiuyajcs B 3aBUCMMOCTU OT TMCTOJOTMYECKOIrO
TUTIA OITyXOJIU — 2 TO/Ia Y MAlMEHTOB C SMOPHUOHAIBHBIMU
OMyXOJISIMU U 12 j1eT y GOJIbHBIX C SIUTEIMATIbHBIMU OIIy-
XOoJIIMU. MeTtacraTuyeckoe pacrpocTpaHeHue nMenu 16 %
nareHToB. OCHOBHBIM METOIOM JICYEHUSI ObLIO XUPYp-
ruyeckoe, oHO BbIMoaHeHO 81 % GosbHbIX. TTXT Oblna
nposeneHa 65 % mnalueHTaM, OOJIBIIMHCTBO U3 KOTOPBIX
ObUIM C SMOPUOHATBLHBIMU OIYXOJIIMU. AnbloBaHTHast JIT
npoBeneHa 12 % OGOJbHBIX MPEUMYIIECTBEHHO C ME3¢H-
XUMaJIbHBIMU onyxonsiMu. M3 53 maumeHToB 15 ymepnu
OT OCHOBHOTO 3a00JIeBaHUS, U3 HUX 8§ — C SMOpPUOHATb-
HBIMU OITyXOJISIMM, 5 — C BIMUTEJIMAIbHBIMU OIYXOJISIMU,
2 — ¢ npyrumu. [IsITUIeTHSISI BBEKMBAEMOCTb BCE KOTOPTHI
cocraBuia 74 %, GONBbHBIX C JIOKAJIM30BaHHOU (hOpMOit
3aboseBaHust — 86 %. OB nauuenrtoB ¢ I1I1b He3aBucu-
MO OT TMICTOJIOTMYECKOTO TUIIA OITyXOJIA cocraBmia 69 %.
JlocTOBEpHOI CTAaTUCTUYECKOM pa3HUIIbI B BLDKMBAEMOCTH
GOJIbHBIX C AMUTEIUATIBHBIMY Y SMOPUOHAIBHBIMU OITyXO-
JISIMU TIOJTy4€HO He ObLIO.

HenocraTkamu 1TaHHOTO perkcTpa CIeayeT CYMTATh, KaK
3asIBJISIIOT aBTOPbI MyOJIMKALIMKM, HEXBATKY KIMHUYECKUX
JMAHHBIX, YTO HE ITO3BOJIJIO ITPOBECTU AUD D EePEHIINATBHYIO
IrarHocTuky Mexnmy noarunamu I1I1b u kapimHoumoB,
a TakXKe OTCYTCTBUE BO3MOXHOCTH ITPOBEICHMSI MOJIEKY-
JIIPHO-T€HETUYECKOro MCCIIeI0BaHMs, HaIPaBJIeHHOro Ha
nouck DICER I-mytanuu y matmenTos ¢ [1115.

B 6a3y manneix SEER 18 HanmoHalbHOrO MHCTUTY-
ta paka CIIA [14], ocHOBaHHYIO Ha aHalIu3e HCTOPHIA
00JIe3HM IMALIMEHTOB JETCKOro BO3pacTa C IIePBUYHBIMU
OITYXOJISIMU JIETKUX W/WJIK OpOHXOB B Bo3pacte oT 0 1o 19
JieT, B iepuoj ¢ 1975 mo 2016 . BKi1roueHbI 348 MaleHTOoB.
Hetu crapiie 12 net — 71,6 %. CpeaHuil BO3pacT naueH-
TOB Ha MOMEHT ITOCTAaHOBKM JuarHo3a coctaBuia 13,2 rona,
OJIHAKO B Bo3pacTe 2—4 JieT TakKe ObLI OTMEUEH TTUK BBISIB-
nsgemoct 3HO nerkux. PacnipeneneHue 1o 1oy rmpakTh-
YeCKU He OTIMYaoch, 81,4 % maluyeHTOB IpUHAIIEKAIN
€BPOIIEOUIHOM pace.

OCHOBHOI TMCTOJOTMYECKUI TUIT OIYXOJM COCTaBU-
JIN HEUPOSHIAOKPUHHBIE onyxonn (41,4 %) y maimeHToB
crapuie 12 jer (55,8 % omyxoseii B 3TOM BO3pacTHOM
rpyiire), 3ateM — 6iactoMbl (16,4 %) npeuMylieCTBEHHO
B Bo3pacrte 110 5 1ieT (73,5 % orlyxoJieil B 3TOI BO3pacTHOM
rpymre), gaiee — MKK (10,6 %) y nereit ctapiie 6 JieT.
CapkoMy uMesu 28 nauneHToB (13 Hux 30 % — B Bo3pacTe
1o 5 net, 60 % — B Bo3pacte crapiue 12 jer). [lepBudHbie
paku (ITKK, AK u MKK) 0b11u BbIsIBICHBI Y 49 00JIb-
HBIX B Bo3pacte crapie 12 jet. KapumHouIHbIe OImyXouu
OpoHxoB 3aHuMaloT 2-¢ Mecto (11 %) mocJe nokanu3anumn
B amnmeHIMKCe M XapaKTepu3yloTcsi 6ojiee arpecCUBHBIM
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TEYEHMEM IO CPaBHEHUIO C MHIOJCHTHBIMU aIllleHINKY-
JIIPHBIMU OIyXoJisiMu. HeliposHIOKPUHHBIE OITyXOJIM JIeT-
KMX Yy I€Tel Jallle OTHOCITCS K aTUITMYHON KapLUIMHOUIHOMN
TMCTOJIOTUH, Yallle MPOTEKAIOT 0ECCUMIITOMHO W MMEIOT
0OJIbILIYI0 CKJIOHHOCTh K METACTA3MPOBAHUIO M ILUIOXYIO
BBDKMBAaeMOCTh [5, 52—56]. Tem He MeHee AOIrOCpOYHast
06eCcCcOoObITUITHASI BBKMBAEMOCTD IALIMEHTOB IETCKOTO BO3-
pacta ¢ IepBUYHBIMUA HEMPOIHIOKPUHHBIMU OIyXOJISIMU
JIETKMX cocTaBisieT oosee 95 % [57].

BosbiiHcTBO 60bHBIX (97,4 %) MMen yHUIaTepajib-
Hoe nopaxeHue, 75,4 % NalMeHTOB — JIOKOPETMOHAPHOE
pacnpoCcTpaHeHUE OITYXOJIH.

Mertonpl JIedeHUs U/WIK UX KOMOWHAIIMS BO MHOTOM
3aBUCEJM OT TUCTOJOIMYECKOIO THUIIA OIyXouu. bojib-
IIMHCTBY NanueHToB (81,4 %) MpoBeneHO XUPYPruyecKoe
JIeYeHMe, UCKIIIOYEHME COCTABWIIM ISTH B BO3pacTe CTaplie
12 net, mpeumyiiecTBeHHO Manbunku, ¢ MKK u npyrumn
OIYXOJISIMUA U OTHaJeHHBIMU MeTacTazamu. CTaHIapTHOMI
KYPaTMBHOM IIPOLIEAYPOM /I MALMEHTOB C JIOKAJIU30-
BaHHBIMM HEHPOIHIOKPUHHBIMU OIYXOJISIMU  SIBJISLIACH
RO-mapenxumoc6eperatoias pesexuus [13, 52, 57].

IManuentam ¢ ITKK, MKK, AK, 6aactomamu, capko-
MaMHU M APYTUMU TUIIAaMM omyxouiei mpoBoauiaack [1XT.
JIT BBIIOJIHSUIACH MEHBIIMHCTBY MAllMEHTOB — IOJOBUHE
(50 %) natmenToB ¢ [TKK 1 MKK.

B kxauecTBe moOTeHILIMATLHBIX MPOTHOCTUYECKMX (pak-
TOPOB pacCMaTpPUBAIKMCh IIOJI, paca, BO3pacT Ha MOMEHT
IOCTAHOBKY IMarHo3a, TMCTOJOIMYSCKMIi TUII OIYXOJIU
1 (akT NpoBeeHUs Xupyprudeckoro yjedeHus. Ha ocHo-
BaHMU ITPOBEJICHHOIO aHAIM3a K 3HAYMMBbIM IIPOTHOCTHYE-
CKMM (paKToOpaM CTAaTUCTUYECKHU JTOCTOBEPHO ObUIM OTHE-
CEHbI TUCTOJIOTMYECKUIA TUII OITyXOJIU 1 (haKT IIPOBEACHMS
XMPYPru4eckoro yiedeHust. CTaTMCTUYECKU ITOCTOBEPHOM
pasHUIIbI B BBDKMBAEMOCTHM IALIMEHTOB C JIOKAJIbHOI/
pPErMOHapHOI MM MeTacTaTM4ecKoil (hopMoii 3aboseBa-
HUSI BBISIBIIEHO HE OBbLIO.

Hecsatunernsst OB cocraBuna 79 %. Haubosee BbicoKast
20-netHsist OB (77 %) Habmoaanach y 00JIbHBIX C CapKOMa-
MU, Haubosee HU3Kas (41 %) — y maimeHToB ¢ Gi1acToma-
mu. Menuana OB cocraBuiia 36,6 roga. baacromer u ITKK
ObLIM ACCOLIMMPOBAHbBI C XYALIMM IIPOrHO30M IO CpaB-
HEHMIO C HeHMpOodHAOKpUHHBIMU omnyxoiasimu u AK. Tak,
y MalKUEeHTOB C TMCTOJIOTUEi 61aCTOMBI PUCK JICTAIbHOTO
ucxoaa ObLT BhIIIE TTOYTH B 3,5 pa3a, a y 0oiabHbIX ¢ [TKK —
BblIIIE O0Jice YeM B 6 pa3 I10 CPABHEHUIO C HEIPOIHAOKPHH-
HbIMU onyxojisiMu. B otHomrenuu AK ciemyeT oTMETHTD
3HAYMMOE YJIy4llIeHUe BbDKUBAEMOCTU — C 26 (5-jeTHsst
OB B nepBuIX 6azax gaHHBIX) 10 88 % (10-neTHsI OB BO
Bropoii 6aze maHHbIX SEER) [10, 13, 14, 58], uro moxeT
OBITh CBSI3aHO C YJIYYLICHUEM BBISIBIIEMOCTH 3TOM IaTo-
JIOTMK Ha 0oJjiee paHHMX CTAAMSIX U BO3POCIIMM YKUCJIOM
MPOBEICHHBIX B JaHHOI KOropTe MallieHTOB OIePaTHBHbBIX
BMmemareabeTB. [Tpu MOK mporHo3 paciieHuBaeTcsl Kak
OJIArOIIPUATHBIN, TaK KaK MPAKTUYECKU BCEIIa 3TO JIOKa-
JIM30BaHHBIC OITyXOJIM HU3KOM CTEIEHU 3JI0KaYeCTBEHHO-
ctu (low-grade) [5, 6, 13, 23, 59].

Henoctarkamu 6a3sl maHHbIX SEER 18 MoxHO cum-
TaTh OTCYTCTBUE MOAPOOHOIN MH(pOPMALIMKA O TPOBEACH-
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HOM CHCTEMHOM XMMUOTEPAeBTUYECKOM (B TOM 4YuUCIIEe
0 peXMMax TepalliK) U Jy4eBOM JICUEHUM U O XUPYyprude-
CKMX BMelIaTe/IbcTBaX (TUIIE OIepalluu, pe3eKTadeIbHO-
CTU MEPBUYHOI OIYXOJIU, Kpasix Pe3eKLIUU 1 JIp.), a TAKXKE
HexBaTKy MHGopMaimyu o0 oTnajeHHbIX (6ojee 20 JieT)
pe3ybTaTax Je4eHuUs IallueHTOB.

B 2022 r BhIIa myonMKauus, AeMOHCTPUPYIOLIAS
aHajIu3 JiedeHus 168 malueHTOB B Bospacte a0 19 et
¢ nepBuyHbiIMU 3HO Jlerkux, BKIIOYEHHBIMU B JIaHHbIC
perucTpa OHKOJIOIrMYeCKMX 3a0oneBaHuii Hemelkoro 1eH-
Tpa B riepuon ¢ 1990 mo 2017 r. [11]. CpemHuii Bo3pacT Ha
MOMEHT ITOCTaHOBKM AMarHo3a cocTaBuI 13 j1eT, oTMe4eHO
HeOoJbIlIoe TpeodIagaHe MaJbuMKOB Hal JEBOYKAMH,
a Takxe InpeoOiagaHue IMalMEHTOB B BO3pacTe CTapile
10 ner. HanbGosnee yacTo BCTpeyarONIMMCSI THCTOJIOTHYE-
CKUM THUIIOM OITyXOJM ObUT KapuuHOun (49 mauueHToB),
BBISIBJICHHBII IIPEUMYILIECTBEHHO Y MaJIb4MKOB B BO3pacTe
cTapuie 16 JieT, ¢ MeTacTaTUYECKUM IOpaXKEHUEM PEeruo-
HapHbIX JIY B 16,7 % ciydaeB 1 0e3 OTIaJI€HHOIO MeTac-
TasupoBaHus. Toabko 1 OONBHOI ¢ KapLMHOUIOM yMEp
3a IepUOJ KaTaMHECTUYECKOro HaOJIOACHMS, YTO IIOMI-
TBEPKIAeT BBICOKYIO (Ha ypoBHE 90—95 %) BbLKMBaeMOCTb
MayeHToB ¢ 3TUM auardosoM [10, 13, 60].

Ha 2-M Mecre mo yacToTe BCTpeyaeMOCTH OBbUI pak
JIETKOTO, BepU(PULIMPOBAHHBIN y 36 MAllMEHTOB: HEMEJIKO-
knerounbrii (HMKK) u MOK — B Bospacrte 16 u 17 jiet Ha
MOMEHT IMOCTaHOBKHU JAMArHo3a COOTBETCTBEHHO, a TaKXkKe
MKK. Oo6pamraer Ha cebs1 BHuMaHue To, yto MKK Jer-
KOro ObljIa BBISIBJIEHA Y 5 MALIMEHTOB, U3 KOTOPBIX 3 ObUIN
B BO3pacTe A0 1 roma U MMeIM MeTacTaTUYeCKOe pacipo-
CTpaHEHME Ha MOMEHT IIOCTAHOBKM IMArHo3a, a ABOe —
noapoctkamu. [TpuunH nuarnoctupoanus MKK nerkoro
B CTOJIb pAHHEM BO3pacTe, [0 MHEHUIO aBTOPOB ITy0JIMKa-
LMK, MOXET OBITh 2: 1) OIIMOOYHOE OTHECEHWE BHISIBICH-
Hoit Mmopdomorum K nnarHo3sy MKK nerkoro, a ve x I1115;
2) TUNoTeTUYEeCKOe OOBICHEHNE B BUIE TpaHCILIALleHTap-
HOM WM BarMHAJIbLHOM TPAHCMUCCUM KJIETOK KapLIMHOMBI
OT OOJILHOI MaTepH K ILIOY, YTO BIIOCJICACTBUU IIPUBEIIO
K Bo3HnkHoBeHUI0 MKK 1 AK y mnanenua. Yro kacaercs
MOBK, TO crnemyeT OTMETUTh OTCYTCTBUE MeTacTa3MpoBa-
HUS Y TAIMEHTOB C JaHHBIM ITOATUIIOM OITyXOJIM B OTJIM-
Yyye OT B3POCJBIX IMAlMEHTOB, Y KOTOPHIX MopaxkeHue JIY
BBISIBJIsIETCSL Oosiee yeM B 50 % ciydaeB, a OTHaJeHHbIC
MeTacTa3bl — Gojiee yeM B 15 % [61]. JlokopernoHapHoe
JMM(OreHHOe 1 OTIaJeHHOE TeMaTOIreHHOe METacTa3upo-
BaHME, a TAKKE CJIydau JIeTaJIbHOIO MCX0Aa ObLIM OTMEUe-
el B rpynne naupeHToB ¢ HMKK 1 MKK nerkoro, B To
BpeMs Kak B Irpymnrme nanreHToB ¢ MOK takux Hebnaro-
MPUATHBIX COOBITHIT He ObL10. [TporHo3 mpu MBOK y nereit
OyaronpusITHbIA, 5-neTHssS OB malneHToB 1eTCKOro BO3-
pacta ¢ MOK mocse pagukajlbHOR pe3eKIIMU COCTaBIISIET
100 % B otmume ot 20—80 % omHonetHeit OB B3pocbIx
nareHToB [10, 13, 59].

Ha 3-m Mecte mo yactote BctpeyaemocTu obuta I1116,
CpeIHUIA BO3pacT Ha MOMEHT ITOCTAHOBKU JIMarHo3a cocTa-
Bua 2 roga (pa3zopoc — 0—13 ner). B aT0i1 rpynme mamu-
€HTOB OTMEUEHO 2 JIeTaJIbHBIX MCXola. BbDKMBaeMOCTh
nauueHToB ¢ I1I1b Hampsmylo 3aBUCHUT OT TMCTOJIOTHYE-
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CKOIO TUIIA OIMyXOoJu: mpu Turne I (KucTo3HOM) S5-JeTHsIsa
OB cocrasisier 86—91 %, npu Tunax I u 111 ¢ npeo6iana-
HHUEM COJIMIHOro KommoHeHTta — 53—71 % [37, 62].

VY npencraBlIeHHOrO HEMEIKOrO MCCJSIOBaHUS €CTh
HECKOJIbKO HEIOCTATKOB: OTCYTCTBME MH(MOPMALIMU I10
cranrpoBaHuio 3aboneBaHuii mo cucreMe TNM y 50 %
MMallMeHTOB, HEIOJHbI oxBaT O0JbHBIX ¢ BMO nerko-
ro, MOJHOE OTCYTCTBME MHMOPMALUU 110 IIPOBEICHHOMY
JIEYEHMIO, a TAKKE COOCTBEHHbBIX JaHHbBIX 110 BHKMBAEMO-
CTH IMMALIMEHTOB, BOLICIIINX B PETUCTP.

1’2025

TOMAVOL. 12

B 3akioyeHue ciaeayer cKaszarb, YTO LIEJIbIO HACTOSI-
LIEro MCCIASIOBaHUS SIBUIOCH YIIyYIlleHHE ITOHMMAaHUS
snuaeMuoniornu nepsnuHbix 3HO nerkux y nereid myrem
MPOBEICHUS aHAIM3a UMEIOIMXCS B MUPOBOI JINTEPAType
naHHBIX. [To Mepe coBepIIIeHCTBOBAaHMSI METOIOB TUArHOC-
TUKU, TO3BOJISIIOIIMX BbIABIATh 3TU PEAKHE OITYXOJIU
B IeIMAaTPUYECKOM IMOMY/ISLUMUA HAlUEHTOB, HEOOXOIUM
JalbHEHIN coop MHMOpMaIMu 00 3TUX 3a00JIeBaHUSIX,
YTO B JaJbHEHIIIeM MOMOXET pa3padoraTh Oosiee 3¢ dek-
TUBHbBIC METOIbI MX JICYCHUSI.
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Bgenenue

DHAOTENU MpencTaBisseT co0O0l pelenTopHo-3d-
(eKTOpHBIN OpraH, y4aCTBYIOUIUIA B PETYJISLIUU COCYIU-
CTO-TKaHeBoro romeocrasa [1]. HopmanbHoe (yHKIIHU-
OHUMPOBAHME 3JHAOTENUS OOYCIOBIMBAET MOAIEPKAHUE
aZIeKBaTHOTO OajlaHCa MeXIy Ba3odWlaTallueid U Ba3o-
KOHCTPUKIIMEH, MPOTUBOTPOMOOTUYECKON U TPOTPOM-
0OTUYECKOIl aKTMBHOCTBIO, & €r0 HapylleHUe SIBISEeTCS
SHAOTeNMabHOM AuchyHKuuei (D).

OnHoM 13 BaXHEUIMX GYHKIMNA HAOTEIUS SBISET-
cs BbIpaboTka okcuaa azota (NO), cCHUXKeHUE CUHTE3a
U yMEHbIIIeHe OMOIOCTYITHOCTU KOTOPOTO XapaKTepu3y-
et O/1. B ycnoBusix necdunrta NO npoucxoaut ycuaeHue
JNEVCTBUS Ba30KOHCTPUKTOPHBIX U MPOTPOMOOTUUECKUX
(axkTopoB [2], yBearUeHHE MPOHULIAEMOCTU COCYAUCTOMN
CTeHKM, BocHaJieHre U yCKopeHue ateporeHesa [3].

CylliecTByeT MHOXECTBO TIPUUMH pa3BuTust O]l
U B OOJIBIIIMHCTBE CIy4aeB OHA BO3HUKAET BCJIEICTBUE
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BO3IEHCTBUS dHIOI€HHBIX (PAKTOPOB, MEXIY TEM B psilie
MmyOIMKalMii yKa3blBaeTCsS Ha HaJIMYME BPOXICHHBIX
Y TeHETUYECKUX MaTOJIOT Ui, CIIOCOOCTBYIOLIUX PA3BUTUIO
DJ1 Kak y B3pOCIbIX, TaK U Y JeTeil B paHHEM BO3pacTe
[4, 5]. Takue xpoHMYecKUe 3a00IeBaHUs, KaK caXapHbIit
nuaber (CJ), oxupeHue, aprepuaibHasi TMIIEPTCH3US,
3a00/IeBaHUsI JIETKUX, a TaKXe BpeOHble MPUBBIYKU
(KypeHue, HelpaBUWJIbHOE TTUTaHUe, HU3Kasl (pu3ndeckast
AKTUBHOCTD) M XPOHUYECKUI CTPECC SIBISIOTCS OOIIETIPU -
HaTteiMU (pakTopamu pucka DI [3]. K Hanbonee yacTbiMm
npuunHaMm D]l y meTeil OTHOCIT BPOXIECHHBIE Cepley-
Ho-cocynucthie 3aboneBaHusi (CC3), mepuHaTalbHBIC
OCJIOXKHEHMSI, CUCTEMHbIE BOCIAJIUTEIbHbIE MHOEKIIM-
OHHbIE M ayTOMMMYHHbIEe 3a00jieBaHUS (IOBEHUJIbHBIA
apTPUT, CUCTEMHAasl KpacHast BoiyaHka u ap.) [6, 7]. Kpo-
Me Toro, DJI MOXeT 3HAYMTEIbHO TTOBBIIIATH PUCK TPOM-
0030B cpeaM TalMEeHTOB C MUEIONPOJUdEpaTUBHBIMU
3a00JIeBaHUSIMU, B TOM YKCJIE U B IETCKOM Bo3pacTe [8].

buoxnmMuyeckne m MoJIeKyJIsPHbIE ACTIEKTbI SHIOTEJH-
aJbHO# TuChYHKIH

BuoxumMuyeckue 1 MOIEKyJISIpHbIE MEXaHU3MBI, JIeXKa-
1€ B OCHOBE pa3BuTUs D], IpencTaBIsioT COO0M CI0XK-
HBIM MATOr€HETUYECKUI MPOLECC, BCICICTBUE KOTOPOTO
MMPOUCXOIUT HapylIeHWe HOPMaJIbHOIO (DYHKIIMOHMPO-
BaHUS SHAOTENINS. DTHU MPOLIECCH BKIIOUAIOT CHUXKEHUE
CHHTe3a U aKTUBHOCTU Ba30aKTUBHBIX BEIIIECTB, OKCHUIA-
TUBHBIM CTpEeCcC, CUCTEMHOE BOCTAJICHUE, a TAaKXe M3Me-
HEHMS B 9KCIIpeCcCU U (PYHKIMOHATBHOCTU OTAEIbHBIX
IPYNIT KJIETOYHBIX PEILENTOPOB U CUTHAJBHBIX MOJIEKYT
[4,9].

D] xapakTepu3yeTcsl CHUKEHUEM aKTUBHOCTU DHIO0-
tenmuanbHoii NO-cuHTasel (eNOS), obecrieunBaroleit
npeBpaiieHue L-apruauna B NO, a Takke IMOBBIIIIEHHBIM
paspyiieHueM Mojiekyal NO B IpUCYTCTBUU aKTUBHBIX
dopm kuciaopoga (ADK). CHukeHre OMOIOCTYITHOCTH
NO npuBOIMT K HapacTaHWIO Ba30KOHCTPUKIIMU, arpe-
ralyy TPOMOOIIMTOB, TTOBHIIIIEHIIO aKTUBHOCTH MOHOIIH -
TOB, UX aAre3uu K SHIOTEJINIO U YCKOPEHUIO MPOIIECCOB
areporeHesa [10].

HapymieHue curHaidbHBIX IIyTe  MHCYJMHOBBIX
PELIeNTOPOB TaKXKe CIIOCOOCTBYET CHIDKCHUIO CHHTE3a
NO, mOBBIIIEHNI0O KOHLEHTPAalUUX MHTEPIeKIUHA-06,
dakrTopa Hekposa onyxoiau-anbpa (PHO-0) n C-peak-
TUBHOTO OejKa, a TaKKe YCUJICHHUIO aKTUBHOCTU SHJIO-
tenuHa-1 (OT-1), KOTOpBINi NPOSBISIET BbIpakeHHBIE
Ba30KOHCTPUKTOpPHBIE cBoiicTBa [11].

Cunre3 eNOS u aktuBHOCTh DT-1 TpencTaBisiioT
00011 OCHOBHBIC JIEMEHTHI B CUCTEME PETYJISIIIUU COCY-
JIMCTOTO TOHYCA U SHAOTEINAIbHON (PYHKIIUU. DTU MPO-
1ecchl 00JlagaloT OIpeAcJeHHBIMU (DYHKIMOHAIbHBIMU
OCOOCHHOCTSIMM Y JIeTeil TI0 CPAaBHEHUIO CO B3POCIBIMU
U OTpaxkaloT BO3pacTHBIC HM3MEHEHHUS B COCYIMCTOM
¢usuonoruum [9].

B nmerckoM Bo3pacTe SHAOTEIUN XapaKTepu3yeTcs
BBICOKMMU pereHepaTUBHBIMU BO3MOXHOCTSIMU U afarl-
Taluei K u3MeHEHUSIM reMOIMHaMUKM [12]. AKTUBHOCTb
eNOS y nereit 3HaUMTEIBHO BBIIIIE, YEM Y B3POCIIBIX, YTO
OTYACTH OOBSICHSIETCS BBHICOKMM YPOBHEM OKMCICHHOM
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(opMBbl HMKOTMHAMUAANCHUHIWNHYKICOTHIA, KOHIICH-
TpalMsl KOTOPOTo CHUXKAETCS C BO3PAacTOM U O0YCJIOBIICHA
HEOOXOAMMOCThIO TONACPXKAHUS aneKBaTHON COCYIU-
CTOI (PYHKIIMM B YCIIOBUSIX POCTa U Pa3BUTHUSI OpraHU3Ma
pebenka [13].

OT-1 — MOIIHBIA Ba30KOHCTPUKTOP, WTPaIOIINii
BaXHYI0O POJIb B PEryJsSIlMU COCYIMCTOTO TOHyca Kak
y B3POCJIBIX, TaK U Y AeTei, Y KOTOPHIX B OCHOBHOM acCo-
LIMAPYETCS ¢ CUCTEMHBIM BocIajieHueM. [1o pesyabraram
OITyOJIMKOBAaHHBIX MCCIIEIOBAHNUIM, Y MAIlMEHTOB C CEPIIO-
BUIHO-KJIeTOYHOI aHeMueir DT-1 u ero peuienTopsl pac-
CMaTpUBAIOTCS B KAUECTBE MEPCIIEKTUBHOM TepareBTUYe-
CKOI MMIIIEHU, MOCKOJbKY KOHLIeHTpaus DT-1 mpsMo
KOppeupyeT C YaCTOTOM Ba300K/II03MOHHBIX KpHU30B [ 14].

OKCUJATUBHBINA CTpECC, pa3BUBAIOLIMIICS B Pe3yib-
Tate HapylleHus1 OasaHca mexay InpousBoactBom ADK
Y aKTUBHOCTBIO MEXaHU3MOB aHTMOKCUIAHTHOM 3aIIIUTHI,
SIBJISIETCSl OMHOM M3 OCHOBHBIX NpuunH DJI. B ycmoBusax
nedunura pepmenToB AGK Moryt moBpexiaaTh HEIo-
CPEICTBEHHO JHIOTEIMAJIbHBIE KJIETKH, MOIUGMUIIUPO-
BaTh JIMIIONPOTEUHBI HU3KOM IUIOTHOCTH, CIIOCOOCTBO-
BaTh MHakTUBauu NO [15].

[eHeTnyeckue TPUYMHBI pa3BuTUS D]l ABISIOT-
Cs TpPeIMEeTOM OOJIBIIIOT0 KOJWYECTBA HCCICAOBAaHUIA,
MOCKOJIbKY TPEACTaBISIOT C000il (PyHIAMEHTAIbHYIO
COCTaBJISIIONIYI0O B IIOHMMAaHUM I1aTOreHe3a JTaHHOTO
coctosiHus [5]. B mocnenHee necsituneTe MHOTME aBTO-
pbI IPUAAIOT BaxkHOE 3HAYCHHME TEHETUYECKOM mpempac-
MOJIOXKEHHOCTH B pa3BUTUU DJI, 0COOEHHO B KOHTEKCTE
NoMMMOpP(GU3MOB T€HOB, KOIMPYIOIINUX (EePMEHTHI,
KOTOpBIE YYACTBYIOT B CHHTE3¢ M METa0OJIM3ME TaKMX
KJTIOYEBBIX MEAUATOPOB IHAOTEINAIbHON (DYHKIIMU, KaK
NO u DT-1, uTo MOXET IpeapacnonaraThb K pa3Butuio DJ1
yKe B paHHeM Bospacrte [16, 17].

Posp sHpoTemmanbHOli IUCHYHKIMM B Pa3BUTHH
TpoM0030B

Boublioe 3HaYeHKE B IOAIEPXKAHUU COCYIUCTO-TPOM-
ooumTapHoro romeoctasa urpaet NO, MOBBIILIEHUE CUH-
Te3a KOTOPOTo Be/IeT K MOAaBACHUIO aAre3UM U arperaiiun
TPOMOOIIMTOB, CHIKEHUIO MpoJudepaliui TIiIagKoMbl-
LIEYHBIX KJIETOK Y YMEHBIICHUIO SKCIIPECCUU aare3MOH-
HBIX MOJICKYJI Ha TOBEPXHOCTU 3HIoTenus [18]. B pesyb-
tate D1, cHmkeHust cuHTe3a NO U ero OMOgOCTYITHOCTH
MPOUCXOIUT YCWICHHUE Ba30KOHCTPUKIIUM, TOBBLIIICHUE
aIre3Uy JIEMKOLIUTOB M TPOMOOLIMTOB K CTEHKE cocya,
YTO CIOCOOCTBYeT (POPMUPOBAHMIO ATEPOCKIEPOTUYE-
CKMX OJISIIIIeK U aTepoTpoM0bo3y [15].

B ocHoBe HapacTaHus aucOajgaHca MEXAy IIPOTH-
BOTPOMOOTHUYECKUMMU U TIPOTPOMOOTUYECKUMI MeXaHU3-
MaMH, C OIHOM CTOPOHBI, JIeXKaT CHIKEHWE aKTUBHOCTHU
NO u nmpocTalyKINHA, SBISIONIUXCSI €CTeCTBEHHBIMU
WHTUOUTOPAMU arperaiuy TpOMOOIIMTOB, U YBEIUYCHHUE
BeIpabOTKU (pakTopa hoH Bumneopanza (VWF) pubpu-
HOreHa, a TakXe IOBBIIIEHUE 3KCIIPECCUU TKAHEBOI'O
(bakropa, crmocoOCTBYOIIEE AKTUBALIUKM KOATYISILIMOHHO-
ro reMocTas3a U TpoMO000pa30BaHUIO, C APYTOil CTOPOHBI
[19]. B ycnoBusx HIUPKYISIUMUA IPOBOCHATUTEIBHBIX
LIMTOKMHOB 3HAYMTEJIbHO YCUJIMBAETCSI 3KCIIPECCUS
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MOJIEKYJ aAre3ui, aKTUBHOCTh MOHOLIMTOB 1 TPOMOOIIH-
TOB, YBEJMYMBACTCSI BI3KOCTb KPOBHU, YTO CYLIECTBEHHO
MOBBILIIAET PUCK TpoMOOOOpa3oBaHus [20].

Ocoboe BHMMaHUe psiia MCCenoBaTesieil HarpaBiIeHO
Ha M3y4YeHHe SHAOTEeIUaJbHONM (DYHKIMM Y TAlEHTOB
C XPOHMYECKMMM MUEJIONpPOI(epaTUBHBIMU 3a001eBa-
HusiMu (XMI13). B omgHOM U3 mcclienoBaHUil TTPOAEMOH-
CTpUPOBAIA CBSI3b MyTaluii B reHax JAK2V617F n CALR
C HaIM4YueM Mpr3HaKoB D/1 y malMeHTOB ¢ 3CCEHIINATbHOM
TpoMOoIuTeMKel n ucTuHHOM nonutmtemueit (MIT) [17].

AHaJIOTMYHbIE  pe3yJbTaThl ObUIM  HpeACTaBlIe-
HbI B pabore M. Catiglione et al., rme Myranusi reHa
JAK2V617F accoumupoBaiach ¢ TUCOYHKIIMENH dHOIOTE-
JIS, TIOBBIIIIEHHBIM pUCKOM TpoM0o30B 1 CC3 [21].

HccrnenoBaHue, OCHOBaHHOE Ha aHaJIM3€ HCTOPUIA
oone3nn 53 maumeHToB ¢ UII m BepudummpoBaHHOM
myTauueil reHa JAK2, mokasano, 4to D]l crocoOCcTByeT
nporpomboreHesy. Kpome toro, 6onbHbie MIT xapakTe-
pu3oBaIuCch Oojiee BBICOKOUW KoHleHTpauueit VWF mo
CpaBHEHMIO C KOHTPOJIbHOM IPYIION 3M0POBBIX JUIL [22].
ABTOpBI pabdoThl Tpeanonoxunu, yro D n UIT moryr
OBITh acCCOLMUPOBaHBLI C ABYMS (akrtopamu. Bo-mep-
BBIX, MyTalus reHa JAK2 akTUBUpPYeT CUTHAIbHbIE TTyTH,
KOTOpbIE MOIYT HAIpsIMylI0 IIPUBOAMTH K aKTUBALIMU
SHAOTEIUS M €ro MOBpeXIeHu. Bo-BTOphIX, yBeu-
YeHHas KJIeTouHasl Macca (JEMKOLMTBI U TPOMOOIIUTHI)
U IOBBIIEHUE BSI3KOCTU KPOBM MOIYT CIIOCOOCTBOBATb
MEXaHMYECKOMY TMOBPEXIECHUIO YHAOTENINS, UTO TaKXKe
YBEJIMUMBAET BEPOSATHOCTh TpoMOo3a. Takum oOpaszom,
oba MexaHM3Ma MOTYT 00J1aJaTh CUHEPTU3MOM, OOYCIIOB-
JuBasi boyiee BEICOKUI PUCK.

B uccienoBaHuu, MpoBeIEHHOM Ha MBIIIaX ¢ MyTa-
uueit JAK2-V617F (JAK2-VF), 6bu10 TI0Ka3aHo, YTO MPU
aKTHUBALMM SHIOTEJNS Y HUX HaOJIt01a1ach MOBBIIIIEHHAS
aKcIpeccus UHTerpuHoB 1/B2, KOTOpbIe UTPAIOT BAXKHYIO
POJIb B KJICTOYHOM alre3uy U Iepeaadye CUrHaJI0OB BO Bpe-
M$I BOCIAJIMTENbHBIX peakuuii [23]. BolsBieHHas upes-
MepHasi aKTMBallMsl acCOLMUPOBANIACh C ITOBBIILIEHUEM
YPOBHSI BOCIIAJIUTE/IbHBIX IIUTOKMHOB (MHTEPICHKUH- 1o
U MHTEPJIEUKUH- 1) U aAre3uu K 3HAOTEIUOIIUTAM.

Acconuanusi KoJm4ecTBa TPOMOOIUTOB C SHAOTEIHAb-
HO# AuC(YHKIME U PUCKOM TPpoMO03a

BzanMocBsa3b Mexay TpoMOoIIUTO30M U DI ABIIeTCS
MMpeaIMeTOM HaydHOTO MHTepeca, MOCKOJIbKY 00a COCTOsI-
HUS MOTEHLIMAJIBHO MOTYT CITOCOOCTBOBATh TMIIEpKOAry-
JISIUMU U YBEJIMYUBAaTh PUCK TpoMOooOpasoBaHusa. B To
Xe Bpemsi, DJI, koTopast BKJIIOUaeT HapylleHue OajgaHca
MEXIY Ba30aMIaTaTOPHBIMU U KOHCTPUKTOPHBIMM MeXa-
HU3MaMM, OTIOCPEI0BAHO MOXKET CIIOCOOCTBOBATH ITPOKO-
aryJssHTHOMY cocTosiHuIO [24]. OgHaKo A1t TOATBEPKAE-
HUS 3TOI B3aMMOCBSI3U TpeOyeTcs nalibHeilee u3ydyeHue
OpoOJIEMBIL.

CIUIeHIKTOMMS U €€ POJib B PA3BUTHH NOCJIe0nepanuoH-
HOT0 TPOMOOLUTO3a ¥ SHAOTEIHAIbHOM JUCHYHKIMH

OTnenbHOrO0 BHUMAaHUS 3aC/IyXXKMBAIOT TPOMOOLIMTO-
3bI, aCCOLIMMPOBAHHbBIC CO CIICHIKTOMHEN. XUpypru-
YecKoe JICUCHME SIBIISICTCS TPaBMUPYIOLIUM (haKTOPOM,
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¥ B paHHEM IIOCJICONEePAIIMOHHOM IIEPUOAE COIPSIKEHO
C BOCHAJCHMEM, HapylIeHWEM SHIOTeIUATbHOU (DYHK-
LIMM U TIOBBIIIEHHBIM PUCKOM TPOMOOTMYECKMX OCJIOXK-
HeHuii [25]. TTocneonepallMOHHBII TPOMOOIIUTO3 YACTO
CUMTAETCS PEaKTUBHBIM U OOYCIOBJICH KaK aKTUBAalIUEH
pereHepaTUBHBIX ITPOIIECCOB MOCJIE XUPYPIMUECKOrO BMe-
1IaTeJIbCTBA M BOCIIAJIECHHMEM, TaK M YTPaTOU CeJIe3¢HKH,
BBITIOJIHSIBIIICH BasKHEHIIYIO POJIb B PETYJSIIUM KOJUYe-
CTBa TpoMOOIIUTOB. B cBOI0O ouepenb, BHICOKAST KOHIICH-
Tpalusl TPOMOOIIUTOB MOTEHIIMATBLHO MOXET OKa3bIBaTh
TIOIOJTHUTEIbHOE BIUSHKUE Ha CTeTIIEHb PUCKa MOCJIeoIe-
PALIMOHHBIX TPOMOO030B [26].

CoryacHO onmyO0JIMKOBAaHHBIM JaHHBIM, ITOCIeornepa-
LIMOHHBII TPOMOOLIMTO3 BhIsiBiIsieTcsl y 80 % malMeHTOoB,
TepeHeCIINX CIJIEHAKTOMUIO [27].

Kpurnuyeckum KoOJIM4YeCTBOM TPOMOOIIMTOB, CBSI3aH-
HBIM C TIOBBILIIEHHBIM PUCKOM TPOM003a y IeTeil, OOBITHO
cuuTaeTcs 4yMcio, npesbinamoinee 1000,0 x 10°/1 [28].
OpHako pUCK TpoM003a MOXET BO3pacTU W IIpu OoJjiee
HU3KOM KOHLIEHTPALUU TPOMOOILIUTOB, OCOOEHHO B YCJIO-
BUSIX MPUCYTCTBUSI MHBIX (haKTOPOB pUCKA: HAPYIICHHUE
CBEPTHIBAEMOCTH KPOBU, HAIMYME XPOHMUECKHUX 3a00J1e-
BaHMI WIN IIUTEIbHAsE UMMoOuIn3aius [29].

B wuTanpsgHCKOM UcCCAeIOBAaHMU OTMEYAeTCsI, 4TO
4acToTa TPOMOOIMOOIMYECKUX OCJIOXHEHUI Yy JeTeit
rnocJje crieHakTomuu gocrturaet 10 %, a puck TpoM06030B
JIOCTOBEPHO aCCOIIMMPOBAH C MPOMEXYTOUHOU [-Tanac-
CEeMUEN, BPOXICHHON TU33PUTPOIIOATUYECKOM aHEMUEH
u aedunurom nupyBaTkuHasbl [30]. [TaTodusnonoruye-
CKUMU aCIIEKTaMU BBICOKOM YaCTOTHI OCJIOKHEHU MOTYT
SIBJIATBCSI TIPOArperaHTHOE COCTOSIHUE KPOBU, CBSI3aHHOE
C IIOCTCIUIEHOKTOMUYECKUM TPOMOOILIMTO30M, BBICBO-
0OXIeHMEe BHYTPUKICTOUHBIX KOMIIOHEHTOB, TaKUX KakK
ageHo3uHandocdaT, yCUIUBAIOIIUX AKTUBAIIUIO TPOM-
OOIIMTOB, CHIDKEHHE KHUCIOPOAHONW €MKOCTH KpOBH,
KOMIICHCAaTOPHOE YCHJICHHWE KPOBOTOKA U TIOBBLIIIICHHUE
BSI3KOCTH KPOBH.

B nccnegosanuu S.B. Troendle et al. OblJ10 ycTaHOBJIE-
HO, YTO JIETH C HACJIEACTBEHHBIM C(EepPOLIMTO30M TaKXkKe
UMEIOT 0oJiee BBICOKMI PHUCK TPOMOOTHMYECKHMX OCIOXK-
HEHUi1I B mocieorepalluoHHoM mnepuone [31]. ABTopbl
yKa3ajJu Ha TO, YTO BBICOKMI YPOBEHb PHCKa MOXKET ObITh
00YyCJIOBJIEH 4acTO HaOJ0gaeMbIM ITOCJIE OIEePaTUBHOTO
JICYCHUST YCTONYMBBHIM YBEJIMUYEHUEM KOJIMYECTBA TPOM-
0OIIMTOB, COXPAHSIIOIIMMCS Ha TIPOTSKEHUU HECKOJBKUX
JIEeT, a TaKKe COYeTaHWEeM TPOMOOIIMTO3a C TTOBBIIIICHUEM
YPOBHSI TeMOTJI00MHA CBEPX BO3PACTHOI HOPMBI, YBEIU-
YEeHHEM BSI3KOCTU KPOBHU.

Hapsiny ¢ TpoMO0OIIMTO30M CIUIEHIKTOMUS ACCOLIUUPY-
€TCS C PSIIOM M3MEHEHUI B CHCTeMe KPOBOOOpAIICHMS,
TaKUMHU KaK TOBBIIIEHME TeMOIJIOOMHA, a Takxke Oojee
BBICOKME YPOBHH XOJIeCTepHMHA, KOTOPHIE MOIYT OKa3bl-
BaTh 3HAYMMOE BJIMSIHUE HA SHIOTCIMAIbHYIO (QDYHKIIUIO
M TaKXKe YBEeJIMYMBaTh pUCK Tpombo3a [32]. Xupypruue-
CKH€ BMeEIIAaTeJbCTBA COIPOBOXKIAIOTCS BBbIPAKEHHBIM
CTPECCOM JIJIsI OpraHU3Ma, a TAKKe IMPOBOCHAIUTEIbHBIMU
u3MeHeHusMu. [1oBbllIeHe KOHIIEHTPALIUU IIUPKYIUPY-
IOIIUX IIUTOKWHOB, TIPOAYKTOB MEPEKNCHOTO OKUCICHUS
JINTIMI0B MOXKET CIIOCOOCTBOBAaTh Pa3BUTHUIO U MOIACP-
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XaHuto D]1 B mocieorepalliOHHOM MepPUOE, a yaaJeHue
CeJie3eHKM KaK OJHOI0 M3 OCHOBHBIX OPraHOB JIEIOHU-
pOBaHUS KPOBM HEM30EKHO MPUBOAUT K M3MEHEHMSIM
reMOIMHAMUKH, YTO TaKXKe OKa3bIBaeT MOIOJIHUTEIbHOE
BIMAHME Ha sHpotenuii cocymoB [32, 33]. CoueraHue
TPOMOOIINTO3a U HapyIIeHUs (PYHKIIUI SHAOTEINS OIpe-
JIeJISIeT TOBBIIICHHBIN PUCK Pa3BUTUS TPOMOOTHUYECKUX
OCJIOKHEHMH Y MallMeHTOB ITOCJIEe CIUIEHAKTOMUH, KOTO-
pble MOTYT HOCHUTh KaK CHCTEMHBIN, TaK W JIOKAJIbHBII
xapakrtep. Ilepcuctupyroliee BocHaJeHHE acCOIUMPO-
BaHO C pa3BUTHEM CUCTeMHOI D/I, Toraa Kak JoKaJlbHbIe
TPOMOO3bl MOTYT BO3HUKATh B MECTaX C BBICOKOI IeMo-
NMHAMHWYECKOM HArpy3Koi Ha COCYOUCTYIO CTEHKY WU
Ha (poHE yXe CYIIECTBYIOIIETO MOBPEXKICHUS SHIOTETUS
B YCJIOBUSIX TTOBBIIIICHHOM BSI3KOCTH KPOBH.

HecmoTpsi Ha Hamuuue nyO0auMKauMid, ITOCBSIIEH-
HBIX IIpOOJIeME TPOMOOTMUECKMX OCJIOXHEHUII Iocie
CIUICHAKTOMUM, TPSIMOM 3aBUCMMOCTA B IICTIOYKE
CIUIEHAKTOMUS—TPOMOOILIMTO3—TPOMOO3 110 CHUX IIOp
OIHO3HAYHO HE YCTaHOBJIEHO. Psm aBTOpPOB yKa3bIBarOT
Ha OTCYTCTBUE 3HAYMMOW CBSI3M MEXIYy pPEaKTHMBHBIM
MMOCTCIUIEHAKTOMUYECKUM TPOMOOILIMTO30M U PUCKOM
ITOCJIeOIePalIMOHHBIX TPOMOO30B, B YACTHOCTU Y Iallv-
eHToB 6e3 XMII3 [34].

B uccnenosannu Gelas et al. mpeacraBieHbl JaHHbIE
0 TOM, YTO TPOMOO03 BOPOTHOI BEHBI ITOCJIE TalIapOCKOTI -
YECKOW CIUIEHIKTOMUM Y JETEM SBJISICTCS OTHOCUTEIBHO
pENKUM OCJIOXHEHHEM M MOXET pa3BuBaThcs B 5—10 %
clyJyaeB, a B KauecTBe (paKTOpOB prcKa ObUIM OIlpeaesie-
HbI OOJIBIIION pa3Mep cesie3eHKU, TPOMOOIIUTO3 U OHKO-
Jiornueckue 3adosieBaHus [35].

B cBoem cucrematnueckom o63ope Krauth et al.
YKa3bIBaIOT, YTO PUCK TPOMOO30B CEIE3eHOUYHON U MOp-
TaJbHOU BEH IIOC/E CIUICHIKTOMHUU B CPEIHEM COCTaB-
Jsit 12,3 % u yalie Bcero pa3BuBajcs B CpoK 8—12 mHeit
mocie omeparuu. M XoTsa B HacTosiee BpeMs CBSI3b
MEXIY XUPYPTMUECKMM JIEYeHHEM M TpoMOO30M oOcCTa-
eTcs HeIOKa3aHHOM, a CYIIECTBYIOIINE KIMHUYECKHUE
HCCIIeI0BAaHUsI HOCIT OTPaHUYEHHBIN XapaKTep, aBTOPhI
JIeJIAlOT aKLIEHT Ha TOM, YTO 00JIbIlIas 4acToTa TPOMOO30B
HaOJr0gaeTcs y MallMEHTOB ¢ MUEIONPOJIepaTUBHBIMU
3a00JIeBaHUSIMM M HACJIEACTBEHHBIMU TeMOJTUTUYCCKU-
MM aHEMMSIMU, BKJIIOUYasl MPOMEXYTOUHYIO TallacCEeMUIO
U HACJIeNCTBEHHBIN c(hepolnTo3, Torna Kak y rmairueHTOB
C ayTOMMMYHHO# TpOMOOIIUTONIEHUEN U TIOC]ie TpaBMa-
TUYECKOMU CIUIEHOKTOMUHU PUCK CYILIECTBEHHO HIXKe [36].

ODTU maHHBIE ITIOAYEPKUBAIOT BaXHOCTh BHUMAHUS
K PUCKY TPOMOOTHYECKUX OCJIOXHEHUI ITOCe BBIMOJI-
HEHMSI CIUICHIKTOMMHM, HECMOTpPsS Ha HEIOCTaTOYHOCTh
cnenu@UUecKX peKOMeHJAlMii Il Tpo@UIaKTUKNA
U JIeYeHUsI TPOMOOIMOOJINMUECKUX COOBITUI TTOCTIe yaae-
HUS CEJIe3eHKU.

MeToapl IMATHOCTHKH SHIOTEIHATbHOM TUCHYHKIUN

HecMoTpst Ha ClHOXHOCTH OOBEKTUBHOW OLIEHKH
(GYHKLMY SHIOTEMSI, B COBPEMEHHOM MPAaKTUKE UCIIOJIb-
3YIOTCSl pa3jIM4YHbIe JIAOOpPaTOPHbIE U MHCTPYMEHTAIbHBIE
TECTBI, MTO3BOJISIOLINE U3YIUTh OMOXUMUYECKIE MapKepPhl
¥ TeMOJMHaMUUYecKue ToKa3aTeliv, CBsi3aHHbIe ¢ D/I.
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JlaboparopHasa guarHoctuka D] ocHOBaHa Ha OLIEHKE
koHueHTpauu NO u ero MmetabonutoB, OT-1 u mposoc-
MaJIMTEJIbHBIX MapKepoB: C-peakTUBHOro 0elKa, MHTep-
neiikuHa-6 u ®HO-o [37]. Psanm tectoB MOryT OBITH
HCITOIb30BAaHbI M1 OIpenesieHUs] KOJIMYECTBa pasiny-
HBIX MapKepoB, Takux Kak VWE, E-cenektuH u npyrux
MoJieKyn aare3uu [38].

«30JI0TBIM CTaHIAPTOM» B U3y4YeHUM (PYHKIIUU SHIO-
TeJIUs SIBJSIETCS YIbTPa3BYKOBasi OLICHKA ITOTOK-3aBUCH-
moit Bazogunarauuu (I13B/1). JanHbIii MeTOJ OCHOBaH
Ha M3MEPEeHUM AuaMeTpa IJIedeBOil apTepuu A0 U IOcye
WHAYLUUPOBAHHOTO  OKKJIIO3MOHHOIO  HIIEMUYECKOTO
cTpecca, KOTOPBIii CTUMYJIUPYET YBEJIMYEHHE KPOBOTO-
Ka 1 Bazomuaarauuio [39]. BeilmoaHeHre JaHHOTO TecTa
y IeTeii OOBIYHO OTPaHMYEHO B CHJIy aHAaTOMMYECKMX
1 (DU3MOJIOTMYECKUX OCOOEHHOCTe. Y aeTeil paHHe-
ro Bo3pacTa IUIEUEBasl apTepusl OTJIMYACTCS MaJbIM

KaauOpoM 1O CPaBHEHHUIO CO B3POCIBIMU MallUeHTaAMU,

B 3TOI CBSI3U BpauoOM MOXKET OBITb BbIOpaHa MHas apTe-
pusi, 6oJee JOCTyIHas ISl YJIBTPa3ByKOBOTO UCCIeI0Ba-
Hus [40]. Kpome Toro, mis odecrieueHus: 3(pHeKTUBHOM
OKKJTIO3UM 0€3 Upe3MepHOro JUCKOMGpOpTa WU TTOBPEX-
MEeHUS MSITKUX TKaHel BaXXHO MCIIOJIb30BaTh IETCKUE
MaHKEThI TIOIXOSIIEr0 pa3Mepa.

VY neteit muaaiiero Bo3pacta pe3yabTaThl OKKIIO3MOH-
HOM TIpOOBI MOTYT 3HAYUTENIbHO KOJIeOAThCsT M3-3a 0CO-
OCHHOCTEIl MX COCYIMCTOM CHUCTEMbl U PETyISILUU Kpo-
BoToKa. 1o cpaBHEHMIO CO B3pOCIBIMU COCYIBI Y ACTeil
OTJINYAIOTCSI MOBBIIICHHON 371aCTUYHOCTHIO M adalTUB-
HOCTBIO K MI3BMEHEHHUSM B KPOBOOOPAIIICHUH, UTO YCIOXK-
HSIeT CTaHAAPTU3ALIMIO TeCTa 1 AeaeT pe3yabTaThl Oojee
BapuabenbHbIMU. KpoMme TOro, neT MOTyT UCIBITHIBATh
0eCMOKOMCTBO UK HEYIOOCTBO, YTO MOXKET CYILLIECTBEHHO
BIMSTH Ha TOJIyYeHHBIE Pe3YyJbTaThl, IMTOCKOJBKY CTPecC
BBI3bIBACT U3MEHEHUsSI B KPOBOTOKE M KOJIEOAHUS COCY-
JIHCTOro TOHYCA, YTO TPEOYeT TIIaTeJIbHOTO MOHUTOPUHTA
Y1 KOPPEKTUPOBKU MPOIOJKUTEIBHOCTH OKKITIO3HUU.

Taxke BaxkHO YYUTBHIBATh, YTO y NE€TE OTCYTCTBYIOT
YETKO YCTAHOBJIICHHBbIE HOPMATUBHBIC 3HAYCHMS LIS
WHTEpIIpeTallui TecTa, TaK KaK BO3pacTHbIC U (hu3Mo-
JIOTUYECKHUE Pa3Iuyuusl MEXAY NeTbMU MOTYT IIPUBOIUTD
K 3HAYUTEJIbHBIM KOJIeOaHUSIM pe3yabraTtoB. I1pu uHTep-
MpeTaluy TeCTa BaXKHO YUYUTHIBATh KIMHUYECKUE JaHHbIE
KOHKPETHOro pebeHKa, TaKue KaK BO3pacT, COCTOSHHME
37I0POBbSI M HAJIMYME COITYTCTBYIOLIMNX 3a00JieBaHmii [41].

Takum o6paszom, TI3BJI Moxer paccMmaTpuBaThCs
B KauecTBe MOTEHLMAIbHO 3((PEeKTUBHOIO MHCTPYMEHTA
IS OLIEHKW DHAOTENMANbHON (DYHKIIMU y JeTeil mocie
XUPYPTUUECKMX BMEIIATe]IbCTB, OMHAKO C YYETOM psaa
CYIIECTBEHHBIX orpaHuueHuii. Tect TpeOyer amamnra-
UM K OCOOCHHOCTSIM JETCKOM COCYIMCTON CUCTEMBI,
BKJIIOUasi BBIOOp TIOAXOMISINETO BPEMEHM OKKIIIO3UH,
HCITOIb30BaHUE CHEIMAIBHBIX MAaHXeT 1 y4eT Bo3pacTa.
Kpome Toro, uHTepnperaius pe3yabraTOB OCIOXKHSIETCS
OTCYTCTBHMEM YCTaHOBJICHHBIX HOPMATHUBHBIX 3HAYCHUM
IUIST pa3HbIX BO3PACTHBIX TPYIIN, YTO TpeOyeT TIIaTe/b-
HOTO yyeTa KJIMHUYECKUX NAaHHBIX M WHIWBUIYaIbHBIX
ocobeHHocTell mauuveHTa. be3 craHmapTU3MpPOBAHHBIX
HOpMaTUBOB U OoJiee TouHbIX MeToaukK [13BJI ocTaeTcs
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MEePCIEKTUBHBIM, HO OTPaHUYCHHBIM UHCTPYMEHTOM LTSI
OLICHKHU SHAO0TEIMAIbHOM (DYHKIMU B MeAMaTPUIECKOM
MpaKTHUKeE.

OTHOCHUTETLHO HOBBIM METOAOM OLIeHKU D]l CIyKuT
TOHOMETPUSI DSHIOTENUST IepudepudecKnux apTepuid,
n3BectHas Kak EndoPAT (Endothelial Peripheral Arterial
Tone) [42]. MeTox ocHOBaH Ha OIleHKE M3MEHEHUI 00b-
eMa KpOBU M apTepuaJbHOTO TOHYCA B KOHEYHOCTSX.
HccnenoBanue MpOBOAMTCS C MOMOIIBIO CITEIIUATBHBIX
JIaTYMKOB, KOTOPbIC HANEBAIOTCS HAa MaJblbl PYK MallM-
eHTa U TI03BOJISIIOT OOHApYXXMBaTh JaXKe HE3HAUMTEJb-
HbI€ U3MEHEHMS B KPOBOTOKE, BbI3BAHHBIC SHIOTEIUIA-
OIIOCPEIOBAHHONM Ba3oauIaTallueii.

TepaneBTHYeCKHE ONMIIMH SHAOTETHAIBHON TUCHYHKIH

B HacTosiiee BpeMsl KpUTEepUM IMArHOCTUKU DJI
CYIIECTBEHHO OTpaHMYEeHbl. B KauecTBe KIIOUEBBIX
JMMATHOCTMYECKUX MapKEPOB MOTYT BBICTYIATh ITOBBIIIIEH-
HBIE YPOBHU MoJIeKyJ aare3uu, VWF 1 ripoBocmaninTesb-
HBIX IUTOKUHOB, a Takxke cHiKeHue NO [43, 44]. T13B]]
1 EndoPAT xoTs1 1 MOTYT OBITH pacCMOTPEHBI B KaUeCTBE
MHCTPYMEHTOB (DyHKIIMOHAIBLHOM OLICHKU, TeM He MEHee
TpeOYIOT amanTaluu Iisg geteil. YeTkux Kputepues
U TIOKa3aHMI K TIPOBENEeHMIO HecTelnpUuIecKoil Tepa-
MU TPOMOOTHUYECKUX OCJIOKHEHUI y IeTeit HeT. OgHako
HEKOTOpBIE aBTOPHI, Harpumep Stringer et al., yKa3bIBaloT,
YTO PYTMHHOE NPMMEHEHUEe aHTUATrperaHTHBIX Iperapa-
TOB HE PEKOMEHIYeTCS, HO pacCMaTpuBaeTcs y AeTeit
C O4YeHb OOJIBIIMM pa3MepoM cesie3eHKHU [27].

BaxHo otrmMetuth, uto Tepanusi DI, U peaKTUBHOTO
TpOMOOIIMTO3a y HeTell He cTaHgapTusupoBaHa [27],
a pa3zpabaTbhIBacMble TTOAXOIbI K JICYCHUIO TOKHBI ObITh
WHAWBUIYATIU3UPOBAHBI U 3aBUCAT OT OCHOBHBIX IIPH-
YUH, CTETICHU TSDKECTU COCTOSIHUS U OOIIEeT0 COCTOSTHUS
pebeHka [45].

K ocHOBHBIM mpuynMHaM, KOTOpbIE MOTYT OKa3aTb
BIMSTHUE Ha BBIOOD Tepanuu DI, MOXXHO OTHECTH XPOHU-
YecKre BOoCIaIuTeIbHbIe 3a001eBaHUs (HampuMep, roBe-
HUJIBHBIA apTPUT, CUCTEMHAasl KpacHasl BoJlYaHKa), MeTa-
Oonmueckue paccTpoiicTBa, Takue Kak CI u oxupeHue,
a TaKXKe CepIeYyHO-COCYIUCThIC MaTOJOTMH, BKJIIOYas
BPOXJIEHHbIE TOPOKHU CEPALIA U APTEPUATBHYIO TUIIEPTEH-
3uio [46]. KpoMe TOro, repeHeceHHbIE XUPYPIUYECKHe
BMEIIATEeIbCTBA, B YACTHOCTU CIUICHAIKTOMMS, U COCTOSI-
HUSI, COMPOBOXMAIOIINECS XPOHMYECKHMM BOCHAJICHUEM
WJIM TPOMOOLIMTO30M, TAKXKE MOTYT TPeOOBATh MHIAMBULY-
aJIM3UPOBAHHOTO MOAXoaa B JiedeHUH DI, oqHaKO HaKo-
IUIGHHBIE JaHHBIC B HACTOSIIEE BpPEeMsSl HE IO3BOJISIOT
chopMyIMpPOBaTh YETKUE KIMHUYECKHE PEKOMEHIAIINU
U TPeOYIOT JaTbHEHUIIIeTO N3yUYeHUs.

B memuarpuyeckoii mpakTHMKe IMPUMEHEHME JIeKap-
CTBEHHBIX CPEJICTB JIJ11 KoppeKiyu DJ1 orpaHu4YeHo, OIHAa-
KO 3 (eKThI OTAEIBHBIX MIPEeNapaToB MOTYT IIPEACTABISITh
CYILLIECTBEHHBIN HHTepec. Tak, NMpUMEHEHHE CTaTUHOB,
MMPOTUBOBOCIIAIUTEIbHBIX ITPENapaToB U aHTUOKCHUIAHTOB
B Psiie OrpaHUYEHHBIX KIMHUYECKUX MCCIIEAOBAaHUI TTPO-
JIEMOHCTPUPOBAJIO 3HAYMMBIIM TTOJOXUTENIBbHBINA 3(hQheKT
Ha (PyHKIIMOHAJILHOE COCTOSTHUE SHIOTEIHS.
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IIpemapaThl U3 TPYNOIIBI CTATUHOB MOTYT IIPUMEHSITh-
CAy IETEN C CEMEUHOM TUIIEPXOJIECTEPUHEMUEN, OJHAKO
B psiie MCCAeAOBaHUI ObUIO YCTAaHOBJICHO, YTO CTAaTUHBI
CIIOCOOHBI YIy4YIllaTh SHIOTEIUANbHYIO (DYHKIIMIO Oja-
romapsi CBOMM aHTUOKCUIAHTHBIM U IIPOTHBOBOCHA-
JIUTEIBHBIM CBOMCTBaM, a MX IPUEM XapaKTepU3yeTcs
BBICOKUM TIpoduyieM 0€30MacHOCTU Y B3POCJBIX Malli-
eHToB [47, 48].

HecrtepounHbie NpOTMBOBOCIAIMTENbHBIC CpPEICTBA
1 HEKOTOpbIE OMOJIOTMYECKUE areHThl, TAKMEe KaK WHTHU-
outopel @HO-0 (HampuMmep, 3TaHEPLEIT), MPUMEHSI-
IOTCSL JUISI JICUCHUSI Pa3IMYHBIX BOCIIAIUTEIbHBIX 3a00J1e-
BaHUII M MOTYT CITOCOOCTBOBATb YJIYYIIEHUIO (PYHKIIMIO
9HAOTEIMS 33 CYET CHUKEHUS YPOBHS LUPKYIUPYIOIINX
LIMTOKWHOB [49].

Hecmotpst Ha TO, 4TO 3(PPEKTUBHOCTL MPUMEHEHUS
TaKUX aHTUOKCHIAHTOB, Kak BuTamMuHbl C u E, Hocut
HEOTHO3HAUHBII XapakTep, MX IPHUEM MOXET CI0CO0-
CTBOBAaTh YMEHBIIEHUIO OKCUAATUBHOTO CTpecca U yiIyd-
LIEHUIO DHAOTEeNMaabHOM pyHKImu [50, 51].

JlexapcTBeHHBIM IperapaToM C 3asBJICHHBIMI aHTHOK-
CHUIAHTHBIMU CBOMCTBAMU TakKe SIBJIseTCs] N-alleTUIIu-
creuH. [Ipeamnonaraaock, 4To €ro MpueM MOXKET 3HAUUMO
VAYYIIUTh SHAOTEIUAIbHYIO (DYHKIIMIO, OTHAKO B MCCIIe-
noBaHMM Jeremias A. et al. ObUIO MOKa3aHO, YTO IpUEM
N-anerwnuctenHa 900 mr/cyt y nmauueHToB ¢ CJI 1-to
TUIMA HE TPUBOIWI K 3HAUMMOMY YJIYYIIIEHUIO MOKa3aTe-
nsg T13B/I, oqHako oTMevYanoch CTaTUCTUYECKU 3HAYMMOE
CHIXeHUe KOHUeHTpaiuu C-peakTUBHOro Oeska, 4To
yKa3blBaeT Ha ITOTCHLUMAJIbHOE YMEHBIIEHUE BbIPAXKEH-
HOCTU CHCTEMHOTo BocrnaneHust [52]. BaxkHo OTMETHUTB,
YTO CYIIECTBEHHbIM OrPaHMYEHMEM JAHHOIO MCCJIEI0Ba-
HUS SIBJISIZICS MaJiblii 00beM BBIOOPKM, HE TTO3BOJISIONINIA
JIOCTUYDb ANEKBATHOM CTATUCTUYECKOM MOIIHOCTUA LIS
BepU(bUKALIMU UCTUHHO OTPHULIATEIbHOTO pe3ybraTa.

B Hacrosiee BpeMst eIMHBIX IMTOIX0A0B K Tepanuu DJ1
HE OoIlpenesieHO, MEXIy TeM pa3paboTKa ONTHUMAaIbHBIX
TepareBTUIECKUX CTpaTeTuil IS KOPPEKIIMU SHAO0Te-
JIMAIbHON (DYHKIIUM Y MAIlUEHTOB C PEaKTUBHBIM IOCT-
CTIJICHOKTOMUYECKUM TPOMOOIIMTO30M TMOTEHIIMATBHO
MOXET CIOCOOCTBOBAaTh CHMXKECHUIO YACTOTHI OCJIOXKHE-
HUI KaK B paHHEM IOC/IeOonepalliOHHOM, TaK U B OTaa-
JICHHOM TIepuoax.

3akiroyenne

HecMoTpst Ha cyliecTByIOIINE TOCTYKEHUS B M3yde-
HUM MeXxaHu3MoB D]I, mo-TipeskHeEMY OCTaeTCsl BEICOKOI
MOTPeOHOCTH B OoJIee IIIyOOKOI OLIEHKE €€ 0COOEHHOCTE
y JeTeii M BBISBJICHUM B3aMMOCBI3€H MEXOy Hapylle-
HUeM (YHKUUU 3HIOTEIUS U PUCKOM TPOMOOTHMYECKUX
OCJIOKHEHHMI, B TOM YHMCJIE Yy NALIMEHTOB C XPOHUYECKOMN
TeMOJIMTUYECKOM aHEMUEN MOCIE XUPYPIrUYECKUX BME-
IIaTeJIbCTB, TAKMUX KaK CIICHIKTOMMSI.

XUpypruyeckue BMEIIaTeIbCTBA MOTYT OKa3blBaTh
3HAYUTEJIbHOE BIMSHUE Ha dHAOTEIUAIbHYIO (DYHKIIUIO,
YTO CBSI3aHO C pa3IMUYHBIMU (hbaKTOpaMu, BKIIOYAs OIle-
PaLIMOHHBIN cTpecc, BocaleHNe, U3MEHEHUS TeMOIMHA -
MUKH. B cBoio ouepenb, DJI MOXET SIBASTHCS 3HAUMMBIM
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3BEHOM B IIaTOreHe3¢ TPOMOO30B, OCOOCHHO Yy [eTeit
C TIOCJIeonepallMOHHBIM TPOMOOIIUTO30M.

CylecTByIOLIME METOIbI IMarHocTuKu DI ripeacran-
JISIIOT 0001 3(p(PeKTUBHBIE MHCTPYMEHTHI, OTHAKO HE00-
XOAMMO IIPOBEJACHUE JOIMOIHUTEIbHBIX MCCIICIOBAHUIA
JUISL ajanTalydyd Y ONTUMM3aLMKU MPUMEHEHUs JTaHHBIX
METO/OB B ACTCKOM MOIMYJISIIIUH.

Oco0bIii MccaenoBaTeIbCKU MHTEPEC TPeICTaBIsIeT
MPOBEICHNUE MJIUTEIbHBIX MPOCHEKTUBHBIX UCC/IEI0BA-
HUI JUIST U3ydeHusT BIusiHus D1 y neTeil ¢ peaKTUBHBIM
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MOCTCIIJIEHKTOMUYECKHUM TPOMOOLIMTO30M HA OTAAIEH-
HbIi TIPOTHO3, B TOM YMCJI€ OLIEHKY PUCKOB Pa3BUTUSI
CC3.

Viydimenue noHuMaHus poau D1, coOBeplIeHCTBOBA-
HUE METOIOB AMAarHOCTUKM M pa3pabO0TKa ONTHUMAaIbHBIX
TepaneBTUYECKUX CTpaTeruii sl AeTeil ¢ TPOMOOLIMTO-
30M, B TOM 4MCJI€ MIEPEHECHIUX CIJIEHIKTOMMIO B CBSI3U
C XpOHUYECKOM TE€MOJUTUYECKON aHEMUEU, OCTAIOTCS
MPUOPUTETHBIMU 3aJa4aMU B COBPEMEHHOU IeauaTpuun
U IETCKOU Te€MaTOJIOTUH.

NUTEPATYPA / REFERENCES

1. Iunos A.B., Muuxosuu M.B., Kanuuun P.E., Cyukos U.A., KakTyp-
ckuii JI.B., Pynuuukuii C.B., Heuaes JI.B. Mop¢omnoruueckue nu3me-
HEHHS CTEHKHU COCYAOB IPH YHI0TEINAIbHON qucyHKInu. KypHai
anaromuu ¥ ructomnarooruu. 2017;6(2):115-21. doi: 10.18499/2225-
7357-2017-6-2-115-121. [Shilov AV., Mnikhovich M.V, Kalinin R.E.,
Suchkov I.A., Kakturskiy L.V., Rudnitskiy S.V., Nechaev L.V.
Morphological changes in the wall of vessels in endothelial
dysfunction. Zhurnal anatomii i gistopatologii = Journal of Anatomy
and Histopathology. 2017;6(2):115-21. (In Russ.)].

2. PaBaeBa M.IO., Uysu E.H., /IpeBetnsik H.A. Ponb okcuia azora B pas-
BUTHH dHAOTEIHATBHON AuChYHKIUH. YueHble 3anucku KpsiMckoro
(enepanbHoro yuusepcurera uM. B.1. Beprazackoro. buonorusi.
Xumus. 2013;26(4(65)):147-57. [Ravaeva M.Yu., Chuyan E.N.,
Drevetnyak N.A. The role of nitric oxide in the development of
endothelial dysfunction. Uchenyye zapiski Krymskogo federal’nogo
universiteta imeni V.. Vernadskogo. Biologiya. Khimiya = Scientific
Notes of V.I. Vernadsky Crimean Federal University. Biology.
Chemistry. 2013;26(4(65)):147-57. (In Russ.)].

3. Papnaiikuna O.I', BiracoB A.IT., Meimikuna H.A. Ponb sH10TEIMAITB-
HOM I[I/IC(I)yHKLII/IPI B IIAaTOJIOTHH Cepﬂe‘lHO-COCyZ{HCTOﬁ CHCTCMBI.
VibsIHOBCKHMI MeANKO-0roornyeckuii xxyprai. 2018;(4):8-17.
[Radaykina O.G., Vlasov A.P., Myshkina N.A. Role of endothelial
dysfunction in cardiovascular system pathology. UI’yanovskiy
mediko-biologicheskiy zhurnal = Ulyanovsk Medico-biological
Journal. 2018;(4):8-17. (In Russ.)].

4. Theofilis P., Sagris M., Oikonomou E., Antonopoulos A.S., Siasos G.,
Tsioufis C., Tousoulis D. Inflammatory Mechanisms Contributing to
Endothelial Dysfunction. Biomedicines. 2021;9(7):781.
doi: 10.3390/biomedicines9070781.

5. Wybranska I. Genetic Markers of Endothelial Dysfunction.
Endothelial Dysfunction — A Novel Paradigm. Published online.
doi: 10.5772/intechopen.109272. [Electronic resource]:
https://www.intechopen.com/chapters/85824.

6. Ciftel M., Atas N., Yilmaz O. Investigation of endothelial dysfunction
and arterial stiffness in multisystem inflammatory syndrome in
children. Eur J Pediatr. 2022;181(1):91-7.
doi: 10.1007/s00431-021-04136-6.

7. Lee W.F,, Wu C.Y,, Yang H.Y., Lee W.l., Chen L.C., Ou L.S.,
Huang J.L. Biomarkers associating endothelial dysregulation in
pediatric-onset systemic lupus erythematous. Pediatr Rheumatol
Online J. 2019;17(1):69. doi: 10.1186/512969-019-0369-7.

8. Chia Y.C,, Siti Asmaa M.J., Ramli M., Woon P.Y., Johan M.F.,
Hassan R., Islam M.A. Molecular Genetics of Thrombotic
Myeloproliferative Neoplasms: Implications in Precision Oncology.
Diagnostics (Basel). 2023;13(1):163. doi: 10.3390/diagnostics13010163.

9. Genovesi S., Giussani M., Orlando A., Lieti G., Viazzi F., Parati G.
Relationship between endothelin and nitric oxide pathways in the
onset and maintenance of hypertension in children and adolescents.
Pediatr Nephrol. 2022;37(3):537—45. doi: 10.1007/s00467-021-05144-2.

10. Crenanosa T.B., IBanoB A.H., Tepemkuna H.E., [TonsixoBa 2.5.,
Jlaryruna J1.J]. Mapkeps! 9HAOTEIHATBHON AUCHYHKI[UH: TTATOrCHE-
THYECKas POJIb M JHarHOCTHYECKOE 3HaYeHHe (0030p TUTEpaTyPhl).
Knunnyeckas nabopatopuas auarnoctuka. 2019;64(1):34-41.
doi: 10.18821/0869-2084-2019-64-34-41. [Stepanova T.V., lvanov A.N.,
Tereshkina N.E., Popiekhova E.B., Lagutina D.D. Markers of
endothelial dysfunction: pathogenetic role and diagnostic significance.

Klinicheskaya laboratornaya diagnostika = Russian Clinical
Laboratory Diagnostics. 2019;64(1):34-41. (In Russ.)].

11. Cersosimo E., DeFronzo R.A. Insulin resistance and endothelial
dysfunction: the road map to cardiovascular diseases. Diabetes Metab
Res Rev. 2006;22(6):423-36. doi: 10.1002/dmrr.634. PMID: 16506274.

12. Krenning G., Barauna V.G., Krieger J.E., Harmsen M.C., Moonen J.R.
Endothelial Plasticity: Shifting Phenotypes through Force Feedback.
Stem Cells Int. 2016;2016:9762959. doi: 10.1155/2016/9762959.

13. Csiszar A., Tarantini S., Yabluchanskiy A., Balasubramanian P.,
Kiss T., Farkas E., Baur J.A., Ungvari Z. Role of endothelial NAD*
deficiency in age-related vascular dysfunction. Am J Physiol Heart
Circ Physiol. 2019;316(6):H1253-66. doi: 10.1152/ajpheart.00039.2019.

14. Inostroza-Nieves Y., Rivera A., Romero J.R. Blockade of
endothelin-1 receptor B regulates molecules of the major
histocompatibility complex in sickle cell disease. Front Immunol.
2023;14:1124269. doi: 10.3389/fimmu.2023.1124269.

15. Victor V.M., Rocha M., Sola E., Bafiuls C., Garcia-Malpartida K.,
Hernandez-Mijares A. Oxidative stress, endothelial dysfunction and
atherosclerosis. Curr Pharm Des. 2009;15(26):2988-3002.
doi: 10.2174/138161209789058093.

16. Zhang G., Yu H., Su J., Chi C., Su L., Wang F., Zheng Y., Xie B.,
Kang K. Identification of Key Genes Associated with Endothelial Cell
Dysfunction in Atherosclerosis Using Multiple Bioinformatics Tools.
Biomed Res Int. 2022;2022:5544276. doi: 10.1155/2022/5544276.

17. Aoyama R., Kubota Y., Tara S., Wakita S., Yamaguchi H.,
Shimizu W., Takano H. Vascular Endothelial Dysfunction in
Myeloproliferative Neoplasms and Gene Mutations. Int Heart J.
2022;63(4):661-8. doi: 10.1536/ihj.22-003.

18. Zhang G., Yu H., Su J.,, Chi C., Su L., Wang F., Zheng Y., Xie B.,
Kang K. Identification of Key Genes Associated with Endothelial Cell
Dysfunction in Atherosclerosis Using Multiple Bioinformatics Tools.
Biomed Res Int. 2022;2022:5544276. doi: 10.1155/2022/5544276.

19. Chirkov Y.Y., Nguyen T.H., Horowitz J.D. Impairment of Anti-
Aggregatory Responses to Nitric Oxide and Prostacyclin: Mechanisms
and Clinical Implications in Cardiovascular Disease. Int J Mol Sci.
2022;23(3):1042. doi: 10.3390/ijms23031042.

20. Kohli S., Shahzad K., Jouppila A., Holthéfer H., Isermann B.,
Lassila R. Thrombosis and Inflammation-A Dynamic Interplay and
the Role of Glycosaminoglycans and Activated Protein C. Front
Cardiovasc Med. 2022;9:866751. doi: 10.3389/fcvm.2022.866751.

21. Castiglione M., Jiang Y.-P., Mazzeo C., Lee S., Chen J.-S.,
Kaushansky K., Yin W., Lin R.Z., Zheng H., Zhan H. Endothelial
JAK2V617F mutation leads to thrombosis, vasculopathy,
and cardiomyopathy in a murine model of myeloproliferative
neoplasm. J Thromb Haemost. 2020;18(12):3359-70.
doi: 10.1111/jth.15095.

22.Mahmood I., Hamdan F., Al-Tameemi W. Role of endothelial
dysfunction in relation to prothrombogenesis in polycythemia vera.
Iraqi J Hematol. 2018;7:8. d0i:10.4103/1JH.1JH_32_17.

23. Baldauf C.K., Charakopoulos E., Béttcher M., Zeremski V.,
Mougiakakos D., Schraven B., Fischer T. JAK2-V617F Promotes
up-Regulation of Pro-Inflammatory Cytokines Including IL-1 upon
Adhesion-Induced Activation of 1/p2 Integrins. Blood
2023;142(Suppl 1):2749. doi: 10.1182/blood-2023-174058.



@ POCCUIACKNIA XXYPHAT

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

24.Rajendran P., Rengarajan T., Thangavel J. The Vascular Endothelium
and Human Diseases. Int J Biol Sci. 2013;9:1057.
doi: 10.7150/13BS.7502.

25. Saghazadeh A., Rezaei N. Inflammation as a cause of venous
thromboembolism. Crit Rev Oncol Hematol. 2016;99:272-85.
doi: 10.1016/J.CRITREVONC.2016.01.007.

26.Ejikeme C., Elkattawy S., Kayode-Ajala F. Reactive thrombocytosis
after splenectomy in hereditary spherocytosis: Case report and
literature review. Eur J Case Rep Intern Med. 2021;8.
doi: 10.12890/2021_002673.

27. Stringer M.D., Lucas N. Thrombocytosis and portal vein thrombosis
after splenectomy for paediatric haemolytic disorders: How should
they be managed? J Paediatr Child Health. 2018;54:1184-8.
doi: 10.1111/jpc.14227.

. Zulkafli Z., Janaveloo T., Rahman W.SW.A. Extreme thrombocytosis
in a child: Laboratory approaches and diagnostic challenges. Oman
Med J. 2019;34:336-40. doi: 10.5001/0mj.2019.65.

29. Rodeghiero F., Ruggeri M. Short- and long-term risks of splenectomy
for benign haematological disorders: should we revisit the indications?
Br J Haematol. 2012;158(1):16-29.
doi: 10.1111/J.1365-2141.2012.09146.X.

30. Ferrara M., Bertocco F., Ferrara D., Capozzi L. Postsplenectomy
Thromboembolic Risk in Children with Hematologic Disorders:
Case Report. J Blood Disord Transfus. 2014;5(8).
doi: 10.4172/2155-9864.1000225.

31. Troendle S.B., Adix L., Crary S.E., Buchanan G.R. Laboratory
markers of thrombosis risk in children with hereditary spherocytosis.
Pediatr Blood Cancer. 2007;49(6):781-5. doi: 10.1002/pbc.21319.

32. Autoimmune Thrombocytopenia. Y. Ishida, Y. Tomiyama (eds.)
Springer Nature Singapore Pte Ltd., 2017. Pp. 159-64.
doi: 10.1007/978-981-10-4142-6_15.

33.Guo B., Pan J,, Shen Y., Zhang Q., Wang Z., Huang L., Yu Q. Platelet’s
Rule of Change and Clinical Significance before and after
Splenectomy. Am J Surg. 2019;1;85(11):1288-93. PMID: 31775973.

34. Zvizdic Z., Kovacevic A., Milisic E., Jonuzi A., Vranic S. Clinical
course and short-term outcome of postsplenectomy reactive
thrombocytosis in children without myeloproliferative disorders:
A single institutional experience from a developing country. PLoS
One. 2020;15(8):0237016. doi: 10.1371/journal.pone.0237016.

35. Gelas T., Scalabre A., Hameury F., Dubois R., Grosos C.,
Mouriquand P.D., Mure P.-Y. Portal vein thrombosis after laparoscopic
splenectomy during childhood. J Thromb Thrombolysis. 2014;38:218-22.
doi: 10.1007/s11239-013-1037-2.

36. Krauth M., Lechner K., Neugebauer E.A.M., Pabinger I. The
postoperative splenic/portal vein thrombosis after splenectomy and its
prevention — an unresolved issue. Haematologica. 2008;93(8):1227-32.
doi: 10.3324/haematol.12682.

37. Leite A.R., Borges-Canha M., Cardoso R., Neves J.S., Castro-FerreiraR.,
Leite-Moreira A. Novel Biomarkers for Evaluation of Endothelial
Dysfunction. Angiology. 2020;71(5):397-410.
doi: 10.3324/haematol.12682.

38. Gragnano F., Sperlongano S., Golia E., Natale F., Bianchi R.,
Crisci M., Fimiani F., Pariggiano 1., Diana V., Carbone A., Cesaro A.,
Concilio C., Limongelli G., Russo M., Calabro P. The Role of von
Willebrand Factor in Vascular Inflammation: From Pathogenesis to
Targeted Therapy. Mediators Inflamm. 2017;2017:5620314.
doi: 10.1155/2017/5620314.

2

©

Cratbst moctynuia B penakiuio: 14.03.2024. IMpuHsTa B neuats: 08.12.2024.
Article was received by the editorial staff: 14.03.2024. Accepted for publication: 08.12.2024.

1’2025

TOMAVOL. 12

39. Rodriguez-Miguelez P., Seigler N., Harris R.A. Ultrasound
Assessment of Endothelial Function: A Technical Guideline of the
Flow-mediated Dilation Test. J Vis Exp. 2016;(110):54011.
doi: 10.3791/54011.

40. Hopkins N.D., Dengel D.R., Stratton G., Kelly A.S., Steinberger J.,
Zavala H., Marlatt K., Perry D., Naylor L.H., Green D.J. Age and sex
relationship with flow-mediated dilation in healthy children and
adolescents. J Appl Physiol. 2015;119(8):926-33.
doi: 10.1152/japplphysiol.01113.2014.

41. Evanoff N.G., Kelly A.S., Steinberger J., Dengel D.R. Peak Shear and
Peak Flow Mediated Dilation: A Time Course Relationship. J Clin
Ultrasound. 2016;44(3):182. doi: 10.1002/JCU.22324.

42. Jakubowski M., Turek-Jakubowska A., Szahidewicz-Krupska E.,
Gawrys K., Gawrys J., Doroszko A. Profiling the endothelial function
using both peripheral artery tonometry (EndoPAT) and Laser Doppler
Flowmetry (LD) — Complementary studies or waste of time?
Microvasc Res. 2020;130:104008. doi: 10.1016/J.MVR.2020.104008.

43. Dri E., Lampas E., Lazaros G., Lazarou E., Theofilis P., Tsioufis C.,
Tousoulis D. Inflammatory Mediators of Endothelial Dysfunction.
Life. 2023;13(6):1420. doi: 10.3390/1ife13061420.

44, Kutikhin A., Shishkova D., Velikanova E., Sinitsky M.Yu.,
Sinitskaya AV., Markova V.E. Endothelial Dysfunction in the Context
of Blood—Brain Barrier Modeling. J Evol Biochem Phys. 2022;58:781-806.
doi: 10.1134/S0022093022030139.

45. Hafsari A., Ridha N.R. Reactive trhombocytosis in children. Int
J Health Sci Med Res. 2022;1(2):111-32.
doi: 10.37905/ijhsmr.v1i2.14134.

46. Deshpande D., Janero D., Amiji M. Therapeutic strategies for
endothelial dysfunction. Expert Opin Biol Ther. 2011;11(12):1637-54.
doi: 10.1517/14712598.2011.625007.

47. De Jongh S., Lilien M.R., Op’T Roodt J., Stroes E.S.G., Bakker H.D.,
Kastelein J.J.P. Early statin therapy restores endothelial function in
children with familial hypercholesterolemia. J Am Coll Cardiol.
2002;40(12):2117-21. doi: 10.1016/S0735-1097(02)02593-7.

48. Kavey R\W., Manlhiot C., Runeckles K., Collins T., Gidding S.S.,
Demczko M., Clauss S., Harahsheh A.S., Mietus-Syder M.,
Khoury M., Madsen N., McCrindle B.W. Effectiveness and Safety of
Statin Therapy in Children: A Real-World Clinical Practice
Experience. CJC Open. 2020;2(6):473-82.
doi: 10.1016/j.cjco.2020.06.002.

49. Razvan-Valentin S., Gller S., Utkan T., Sahin T.D., Gacar G,, Yazir Y.,
Rencber S.F., Mircea L., Cristian B., Bogdan P., Utkan N.Z.
Etanercept Prevents Endothelial Dysfunction in Cafeteria Diet-Fed
Rats. Int J Environ Res Public Health. 2022;19(4):2138.
doi: 10.3390/ijerph19042138.

50. Cazeau R.M., Huang H., Bauer J.A., Hoffman R.P. Effect of
Vitamins C and E on Endothelial Function in Type 1 Diabetes
Mellitus. J Diabetes Res. 2016;2016:3271293.
doi: 10.1155/2016/3271293.

51. Bayat M., Daei S., Ziamajidi N., Abbasalipourkabir R., Nourian A.
The protective effects of vitamins A, C, and E on zinc oxide
nanoparticles (ZnO NPs)-induced liver oxidative stress in male Wistar
rats. Drug Chem Toxicol. 2023;46(2):209-18.
doi: 10.1080/01480545.2021.2016809.

52. Jeremias A., Soodini G., Gelfand E., Xu Y., Stanton R.C., Horton E.S.,
Cohen D.J. Effects of N-acetyl-cysteine on endothelial function and
inflammation in patients with type 2 diabetes mellitus. Heart Int.
2009;4(1):€7. doi: 10.4081/hi.2009.e7.

0630pb! nuTepatypbl // Literature reviews




0630pb! nuTepatypbl // Literature reviews

) POCCUIACKII XKYPHAI 172025
POAOr [ETCKOM FTEMATONOIWN w OHKOMOT W // Russian Journal of Pediatric Hematology and Oncology TOMAVOL. 12

(9

https://doi.org/10.21682/2311-1267-2025-12-1-62-69

Cnyyaii ycnewHoro npuMeHeHns TaHAEeMHOro peXxMma BbICOKO03HOiA
nonUXMMNUOTEpanum ¢ nocneayowen ayToNnoruyHon TpaHcnnanTaymen
remono3TMYecKnX CTBONOBbLIX KJIETOK Y pe6eHKa ¢ pethpakTepHoii
thopmoii repMUHOreHHO-KNEeTO4HOM onyXxonu
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lepmunocenno-kaemounsvie onyxoau (I'KO) npedcmaeasiom coboil eemepoeeHHyl0 epynny HOB000PA306aHULL, DPA3BUEARULUXC U3
NAOPUNOMEHMHBIX 3aPO0bIULEBbIX KAeMOK, OUACHOCIMUDPYeMbIX Hauwe Y MAddeHyes, demeil paHHe20 803pacma, no0poOCMKO8 U MOA0ObIX
83POCAbIX, U XAPAKMEPUSYIOUUXCS PABAUMHBIMU N0KAAU3AUUeL, 2UCION0SUHECKOl KAPMUHOU, KAUHUMECKUM MeHeHUeM U NPOCHO30M.
Hecmomps ma docmamoyHo 8bICOKYI hgheKmueHocmos Co8pemeHHbIX cmaHoapmubvlx npomokonog xumuomepanuu (XT) npu KO,
00AbULYIO CAOJCHOCMY npedcmagasem AedenHue ux peyuouos u pegpakmepHoix opm, cocmasaarouux 0o 30—40 % ¢ cmpyxmype écex
T'KO u umerowjux kpaiine HebaaeonpusmubwLii npoeHo3. B nacmosuee epems nem eduHoli cmpameeuy mepanuu peyuousos u pedhpaKmepuuix
gopm I'KO, oonako 6 mupogoil u omevecmeeHHoll aumepamype npeocmasneHvl 0aHHble 00 YCHeUWHOM NPUMEHeHUU Y MaKux NayueHmos
soicoxodosroii XT (BAXT) ¢ nocaedyroweii aymonoeuunoil mpancnianmayueli 2eMonodmu4eckux cmeonogvlx kaemok (aymo-TICK). /s
PaspabomKu u ONMUMU3AUUY NPOMOK0108 OGHHO20 Memoda mepanu, d, c1e008amenbHo, U YAy4uleHus pe3yabmamos AeHeHus HayueHmos
¢ peyudusamu u pegppaxkmeproimu popmamu I'KO, Heobxodum anaru3 6oavuieeo 4ucaa uccie008anull paziuiHbiX mpaHCcnAGHMAUUOHHBIX
yeHmpos, pabomarwux 6 3mom Hanpasienuu. B cmamve npedcmaenenvl akmyanvhvle aumepamypHoie 0anHvle no npumereruro BIAXT
¢ nocaedyrougeii aymo-TICK y nayuenmos ¢ I'KO, a makace kaunuveckuii cayuaii ycheunoeo nposederus 2 kypcos BAXT ¢ aymo-TICK
6 mandemHoM pexcume y peberka ¢ peppakmeproii ghopmoii I'KO ¢ nocaedyrowum coxpaneHuem noaHoi pemuccuu 8 meueHue 2 nem.
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A case of successful use of a tandem regimen of high-dose polychemotherapy followed by autologous
hematopoietic stem cell transplantation in a child with a refractory form of germ cell tumor

K.A. Sergeenko', E.B. Machneva”?, T.Z. Aliev', N.A. Burlaka', O.A. Kapkova’, T.I. Potemkina', K.V. Mitrakov',
A.P. Kazantsev', A.S. Temnyy', D.S. Smirnova’, I.Yu. Trushkova', V.S. Ermakova’, P.A. Kerimov', M.D. Malova’,
N.G. Stepanyan’, G.B. Sagoyan', A.M. Suleymanova', G.M. Muftakhova’, 1.0. Kostareva’, M.V. Rubanskaya’,
K.1I. Kirgizov', S.R. Varfolomeeva’

IN.N. Blokhin National Medical Research Centre of Oncology, Ministry of Health of Russia; 23 Kashirskoe Shosse, Moscow, 115522, Russia;
2Russian Children’s Clinical Hospital — Branch of the N.I. Pirogov Russian National Research Medical University, Ministry of Health
of Russia; 117 Leninskiy Prosp., Moscow, 117997, Russia

Germ cell tumors (GCTs) are a heterogeneous group of tumors that develop from pluripotent germ cells, diagnosed most often in infants, young
children, adolescents and young adults, and are characterized by different localization, histological picture, clinical course and prognosis.
Despite the fairly high efficiency of modern standard chemotherapy protocols for GCTs, the treatment of their relapses and refractory forms,
which make up to 30—40 % of all GCTs and have an extremely unfavorable prognosis, is very difficult. Currently, there is no single strategy
for the treatment of relapses and refractory forms of GCTs, however, the world and domestic literature presents data on the successful use of
high-dose chemotherapy (HDCT) in such patients followed by autologous hematopoietic stem cell transplantation (auto- HSCT). To develop
and optimize protocols for this therapy method, and therefore improve the treatment outcomes for patients with relapses and refractory forms
of GCT, it is necessary to analyze a larger number of studies from various transplant centers working in this area. The article presents current
literature data on the use of HDCT followed by auto- HSCT in patients with GCT, as well as a clinical case of successful 2 courses of HDCT
with auto- HSCT in tandem mode in a child with a refractory form of GCT with subsequent maintenance of complete remission for 2 years.

Key words: autologous hematopoietic stem cell transplantation, high-dose chemotherapy, germ cell tumors, children
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AKTyaJIbHOCTD

IepmuHoreHHo-kaeTouHble onyxoan (I'KO) mpen-
CTaBJISIIOT COOOI reTeporeHHylo rpyIriy HOBOOOpa3oBa-
HUIi, pa3BUBAIOIINXCS U3 TUTIOPUITOTEHTHBIX 3apOjbliiie-
BBIX KJIETOK, C PA3JIMYHOI TUCTOJOTUYECKON CTPYKTYPOI,
JIoOKau3aluuei M KJIMHUYECKHMM TeyeHueM (Tabiuua),
JMIMAarHOCTUPYEMbIX Yallle Y HOBOPOXIECHHBIX, MJIAJACHIIEB,
MOJAPOCTKOB M MosioAbix B3pocibix. KO BcTpevarorcs
CPaBHMTEJILHO PeKo, cocTaBisisa 1—3 % Bcex omyxojeit
JeTckoro Bo3pacta [1—7].

bnaronaps coBpeMeHHbIM ITpoTokoiaM jJedyeHuss COG
(Children Oncology Group, CIIIA) u MAKEI 2005 (Tep-
MaHus), OCHOBaHHBIM Ha xumuoTtepanuu (XT), BKIoya-
Iolllell mpenapaThl LIMCIUIATUH, 3TOno3ua, udochamun
U OJICOMUIUH, YAAJIOCh NTOOUTHCS 3HAYMTEIBHOIO YBe-
JIMYeHus rokaszaresieit kak obueit (OB), Tak 1 6eccodbi-
tuitHoil (bCB) BbXKMBaeMOCTHY MU JICUEHUN MALUEHTOB
¢ 'KO Bcex Bo3pactHbix rpyni [8]. IIpu aToM nporHo3
1711 00JIbHBIX ¢ pedpakTepHbiM TeueHuem 'KO u peun-
IMBaMM OCTaeTcsl HeOIaronpusiTHbIM, a rnokaszateau OB
Huskumu — ot 40,0 1o 45,0 % [4, 9].

Mopdgponoeuueckue munst I'KO 6 3aeucumocmu om ee aokaruzavuuu [ 1]

B cnyuyae pasButus peuuauba y namueHToB ¢ 'KO,
Kak ee JIOKAJIM30BaHHOM (hOpMbI, TaK M TNIPU HAIUIUU
OTIAJICHHBIX METAcTa30B IIOCJE IPOBEICHUST Teparnuu
-1 TMHUM ¢ UCIOJIb30BAaHUEM IUIATMHOCOAEPKAIINX
pexumMoB noauxumuotepanuu (ITXT), unu B ciayyae ped-
pPaKTepHOro TeyeHus 3a0o0JjieBaHUSI, TTPOBOAUTCS CMEHa
TIXT, a Takxe paccMaTpUBaIOTCSl BApUAHTHI TPUMEHEHUSI
JOTIOJTHUTEIbHBIX TePAreBTUUECKUX OTIIMIA, B TOM YUCIIe
Boicokoao3Hasg XT (BAXT) ¢ nmocnenytoleit ayTojoruy-
HOM TpaHCIUIAHTAllMel TeMOTIO3TMYECKUX CTBOJIOBBIX
kietok (ayro-TI'CK) [10—15], koTopast Obl1a omucaHa
eiie B padotax 1980-x rogoB npu jgeyeHUU pedpakTep-
Hbix opm/permnuBoB 'KO, mpoaeMOHCTpHPOBaBIINX
MpeofoJieHue Pe3UCTEeHTHOCTU OMYXOJEBbIX KJIETOK,
MPUOOPETEHHOM MOC/Ie Teparuy AIKUIUPYIOIIMMU areH-
TaMM, IyTeM MHTeHCU(bUKALIMU 103bl XUMHUOIIPENapaToB
[15]. BeneHue ayTOJOTMYHBIX T€MOMO3TUYECKUX CTBO-
JoBbix keTok ('CK), moaydyeHHbIX U3 nepudepruyeckoi
KpoBu, nocyae BIXT no3BoJisieT 6e3 pucka rnocjieayoiieit
JUTUTEJIbHOI aruia3uy KPOBETBOPEHMS Y TTAllMeHTa YBEIH -
YUBaTh /103y XUMUOMPENapaToB B NECATKN pa3, UCIOJIb-
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Morphological types of germ cell tumor (GCT) depending on its localizations [ 1]

Jlokam3anus BospacTaas rpynna Tun omyxoum
Localization Age group Tumor type

Teparoma: 3penast — 65 %, Hespenasi — 5 %, 3mokadectBeHHbIe — 30 %

KpecruoBo-konunkoBasi 001acTh HoBopoxneHnHsie (vame cmemandbie KO 1 onyxosu xenrtounoro meika (O2KM))
Sacrococcygeal region Newborns Teratoma: mature — 65 %, immature — 5 %, malignant — 30 %
(most often mixed GCTs and yolk sac tumors (YST))

CeraemEe Tonceoma 3penag Tepatoma — 60%,UCM€H_IaHHbIC I'KO — 20 %, "
Mediastinum Adolescents Susipoe i (g7 (BIF) — 200 2 S
Mature teratoma — 60 %, mixed GCT — 20 %, embryonal carcinoma (EC) — 20 % ES
3abprolnHHast KJIeTyaTka Hetu 0 2 et 3penast, He3pesiast TepaToOMBI, PeIKO — 310KadecTBeHHbIe [ KO S
Retroperitoneal tissue Children up to 2 years Mature, immature teratomas, rarely malignant GCTs 5
<
Tonosa/mrest HO;;)EIOX?;H;LE 3penasi, He3peJiasi TepaTOMBI, peIKo — 3oKadecTBeHHbIe [ KO _5':3
Head/neck G2 Mature, immature teratomas, rarely malignant GCTs —
Newborns and infants —
~
Bnaranuiie Jertu 1o 3 et OXM =
Vagina Children up to 3 years YsT =
Teparoma: 3penast — 65 %, Hespenast — 5 %, 3nmokauectBeHHbie [ KO — 30 %: §
AvyHUKKI Hern 11—15 net nucrepMuHoma, OZKM, xopuokapumrHoma (XK), cmemanabie KO o
Ovaries Children 11— 15 years old ~ Teratoma: mature — 65 %, immature — 5 %, malignant GCT — 30 %: dysgerminoma, =
YST, choriocarcinoma (CC), mixed GCT 3
o
3penas TepatoMa — 20 %, 3nokauectBeHHbIe [ KO — 80 %: OXKM, DP, ceMnHoMa, =]
Swaku MnaneH1bl, TOAPOCTKA ememanne TKO 3
Testicles Infants, adolescents o

Mature teratoma — 20 %, malignant GCT — 80 %: YST, EC, seminoma, mixed GCT

BP, repMmuHOMa, 3pesas tepatoma, XK
EC, germinoma, mature teratoma, CC

LleHTpasbHast HepBHasI cCTEMa
Central nervous system

Jletu 1o S et
Children up to 5 years old
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3ysl UX J10303aBUCHUMBIN IPOTHBOOMYXOJEBbIN 2(GhEKT.
JlaHHBI MeTOoHd JieYeHUsI B HACTOSIIIIEEe BpeMsl SIBJISICTCS
JIYIIMM BapUMaHTOM Teparuu Ijis TalMeHTOB ¢ pedpak-
TepHbIMU (opMamu/peruauBamMu KO u 3HayeHUSIMU
OB okoino 50,0-60,0 % [11].

IIpencraBieHHBI HUXKE KIMHUYECKUIA CIydail JeMOH-
ctpupyeT 3 (HEKTUBHOCTDh U MPUEMJIEMBIl YPOBEHb TOK-
cuyHoCcTH TaHgeMHoro pexxuma BIAXT c¢ mocnenyronieii
ayro-TI'CK y nanmeHnTKu ¢ peppakrepHoit popmoii 'KO.

Kinmaugeckwmii coryqaii

3abonesanue y nauuenmru A. 0bL10 Bbis61€HO 8 603-
pacme 1 eoda, Koeda mame obHapyxcura y pebeHka oopa-
308aHUe 6 obnacmu Kpecmua, 4mo NOCAYICUAO NOBOOOM
onrs obpawenus k epauy. [lo OanHbIM KOMRbIOMEPHOL
momoepaghuu (KT), vinosneHHoil no mecmy ycumenbcmea,
Y pebeHKa 6 Kpecmuo60-KONYukoeoil obaacmu om ypoeHs
S3 onpedeasinoce MackomkanHoe 00pa308anue ¢ HEPOBHLIMU
U HewemkumMu KoHmypamu pazmepamu 60x 76 X 74 mm, mec-
HO npuneeaioujee K Kpecmuyo80-KON4UKOBbIM HNO360HKAM,
onyckasuieecsi 8 51200u4Hyt0 ooaacme. Kpome moeo, Obvlau
BbIS18ACHBL MEMACAMUYECKOe NOPAdCeHUe NeeKUX, KoCmell
maza u MNO360HK08, GbICOKA KOHUeHmpauus anspa-ge-
monpomeuna (ADII) (525 600 ME/ma) u aaxkmamoeeu-
dpoeenasvl (408 Ed/n) 6 kposu. Yuumvieas oucceMuHayuro
0NYX041e6020 NOPAdICeHUsl, OaHHble 1ADOPAMOPHBIX UCCAe00-
6aHUIl, nayueHmxa Oblaa cMpamu@uUUUpPo8aHa 6 blCOKY
epynny pucka. B HUH demckolii oHKoa02uu u eemamonozuu
um. akad. PAMH JI.A. lypnosa @I'BY «HMHUI] onkono-
euu um. H H. Baoxuna» Munzopaea Poccuu pebenky 0bi10
nposedeno 4 xypca IIXT no cxeme C-BEP (6neomuyun,
3MONo3uUd, YUCHAAMUH, UUKAOGochHamud) ¢ nociedyiouum
onepamusHuim neveruem. Ilocae kypcose IIXT y nayuenmxu
ommeuanucy 3nHavumoe cHuxicerue yposts ADII do 24 ME/mn
u cokpawerue pasmepos onyxoau Ha 83,0 %. Caedyouwum
SMANoOM BbINOAHEHO ONepamugHoe jeveHue 6 obseme yoa-
AeHUs: onyxoau, Kpecmua u peszekuuu S5-noseonxa. Ilo
OQHHBIM  2UCMOA0CUMECK020 UCCA008AHUS ONEPAUUOHHO20
mamepuana mopghoaoeuteckas KapmuHa coomeenmcmeosand
cemewrannoil TKO (O2KM + 3penas mepamoma) ¢ uHdyyupo-
BaHHbLIMU nocmmepanesmuyeckumu usmerenusmu. Ilocae
nposedennoil TIXT u onepamuseroeo newerus y nayueHmxu
COXPAHANOCHL NogbiuleHUue KoHyenmpayuu 6 kposu ADII do
12,7 Me/ma, ommeuero Hakonaenue paduogapmnpenapama
6 mene L3-no3eonka no OAHHLIM MACHUMHO-PE30HAHCHO
momoepagpuu (MPT) opeanoe 6prownoii norocmu. Taxum
00pazom 6vla 0CMUSHYM YACUUHbIL OMBem HO OCHOBHOMY
3a004€6aHUI U NPUHAMO PeuleHUe 0 NPOBeOeHUU A0BH6aHM -
noit IIXT 6 pexcume CEP (3mono3ud, yucnaamun, yuxio-
gocghamud).

Ilocne nposedenus pebenky 3 Kypcoé adsrHO8aHMHOL
IIXT no daunoim kormpoasubix oocaedosanuii (KT opearos
epyonoil kaemku, MPT c¢ enympueeHHbiM KOHmMpacmu-
posanuemM, NOUMPOHHO-IMUCCUOHHAsE momoepapus/KT
¢ BF-@pmopoesokcueniokos3oil) npusHaKoe  ONyxoneeo-
20 pOoCcma He 8blsI8AEHO, HO COXPAMSACS GbICOKUL YPOBEHb
ADIT— 20,53 ME/ma(pegpepencroviesnauenus—4—8EME/ma).
Yuumuieas epynny vicoKoeo pucka no npoepeccuu onyxo-
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A1e6020 npoyecca, 8 Kauecmee KOHCOAUOUPYIOUueeo AeUeHusl
nauuenmke 0vi10 évinoanero 2 kypca BAXT ¢ nocaedyrouseii
aymo-TICK 6 mandemHom pexcume coeracHo KAUHUHECKUM
DEKOMEeHOauUsIM no Ae4eHUr) SKCMPAKPaAHUAAbHBIX 2epMU-
HO2eHHbIX onyxoaell, 0000penHbix Hayuno-npakmuueckum
cosemom Munzopaea Poccuu ¢ 2024 2. [12]. Ilepsuiii kypc
1IXT exntouan smonosud (350me/m? 6 onu —5, —4, —3) u kap-
oonnamun (280 me/m? 6 onu —5, —4, —3), 2-it Kypc — s3mo-
no3ud (400 me/m? 6 onu —5, —4, —3) u muomeny (300 me/m?
odnoxkpamuo). TICK nposodusace na gone cmanoapmHoii
CONpo8oOUMeNbHOL mepanuu, 8 Mom yucie NPoPYUAAKmMuKU
NHeBMOYUCMHOU, 2pUbOK080il, OAKMepuarbHoll UH@eKuull,
peaxkmueayuu eepneceupycHoll ungexyuu. Boccmarnosaenue
Aelikono3sa 6u.10 3aghukcupogano Ha + 12-ii dens nocae obe-
ux TICK na gore cmumyaayuu epanHyiouumapHsiM Koao-
HUeCMUMYAUPYOWUM  GaKmopom, mpomoouumonos3a —
Ha +14-ii denv nocae 1-it aymo-TICK u na +18-ii denv
nocae 2-ii mpaucnaaumayuu. B pannem nocmmpancnian-
MAYUOHHOM Nepuode OMMe4anIocs pazeumue CmaH0apmHbLx
UHPEKUUOHHBIX U MOKCUHECKUX OCAONCHEHULL: 0poghapun-
eeanvroeo mykozuma Il cmenenu, HelimponeHuyeckoeo
aHumepoxoauma Il cmenenu, XumuouHOyyUpOBAHHOU MOK-
cudepmuu Il cmenenu. [locmmpancnaaumayuoHHblil nepuoo
nocne 2-it TICK ocaoxchuacs pazeumuem 08ycmopoHHell
noAUceeMeHMAapHOL NHe8MOHUU epubKoeoll smuonoeuu. Ha
hoHe npomueoOMUKPOOHOL U CUMNIMOMAMUYECKOU Mepanuu
8Ce 0CA0JICHEHUS ObLAU KYRUPOBAHBL, MPAHCHAAHIMAM QYHK -
UUOHUPOBAA YO08aemeopumensHo. 1o OaHHbIM KOHMPOALHO-
20 00cAe008anUsi NOCAe NPOGEOCHHO20 AeHeHUs KOHCIMAamu-
posanvl Hopmaauzauus yposus ADII, noanas pemuccus no
OCHOBHOMY 3aboneganuro. JlaumeavHocms HaOAOOeHUs 34
nayueHmkol ¢ JuHamuke cocmaguaa 24 mec om oKOH4AHUS
AeHeHUsl, COXPaHAemcs NOAHAS PEMUCCUSL.

Oo0cyxneHne

B crpykrype I'KO onyxonm aucceMUHUPOBAHHOTO
XapakTepa M C HEIOCTaTOYHBIM OTBETOM Ha TepaIluio
(peuyauBuUpylomue,/pedpakTepHble)  COCTABISIOT 0
3—40 % [4], a ayro-TI'CK sBisiercs HeOTbEMJIEMbIM
9TaroM MX JiedeHUsI. B KpyImHBIX MeXXITyHapOIHBIX UCCIIe-
noBaHusx OB manueHToB ¢ peruauBoM/pedpakTepHBIM
tegeHneM I'KO nocie TI'CK cocrasiser no 60 %, a 6e3
TI'CK — Bcero 40—45 % [4, 9, 11]. OnHako, y4yuThbIBast
PEIKOCTh NAaHHOW HO30JIOTUM, HA CErOAHSIIHUKN [I€Hb
OTPaHUYCHO YMCIIO JTUTEPATYPHBIX JTaHHBIX O MOKa3aHU-
ax, cpokax 1 oobeme BAXT ¢ nocnenyromeit ayro-TICK
npu 'KO, rmepeHoCMMOCTH ¥ BO3MOXKHBIX OCJTOKHEHUSX
JTAHHON Teparuu, 0OCOOEHHO y AETEN.

Mupoeoii onvim npogedenus 6bvICOK0003HOU XuMuUO-
mepanuu ¢ nocaedyrouieli aymon02uUMHOU MPAHCHAAHMA-
yuell 2eMONOIMUMECKUX CIMBOA0BbIX KACMOK nayueHmam
C 2ePMUHO2CHHO-KACHIOMHBIMU ONYXO0AAMU

B 1986 1. yuenblie u3 Yuusepcurera Munuanst (CLLIA)
BITEpBbIE MPOIEMOHCTPUPOBAIN 3((HEKTUBHOCTD
u TipueMiiemylo TokcuuyHocTh BJIXT y mpemieueHHBIX
nauueHToB ¢ 'KO. B kmtoueBom atane 1/11 dasbr uccie-
noBaHUs 33 OOJBHBIX C peLMAMBAMU WU pedpakTep-
HbeiMU popmamu 'KO momyuunau 2 6Jj0Ka MOHOTEpaITuu
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BBICOKMMU J03aMu 3Tomno3uaa [13] mim kapOoruiatuHa
[14] ¢ mocnenyromeit ayto-TI'CK [15]. B aTtom wmccie-
JIOBAaHMM OBUIM OIIpeleeHbl MaKCHMMAJIbHO IePEHOCU-
Mble H03bl KapOorutatuHa (1500 mMr/m?) u 3TOIO3uUIA
(1200 mr/m?), KOTOpbIe BBOAWIMCH B TeUEHUE 3 JAHEH 10
penHdy3uu ayroaornyHbelx 'CK. Hecmorps Ha BwIcO-
KYI0 TpPaHCIUIAHTALIMOHHO-aCCOLIMMPOBAHHYIO JI€Tajlb-
HocTb (yMepau 7 (21,0 %) nauueHToB), YacToTa MOJHOIO
orBeTa coctaBwia 25,0 %, Ipu 3TOM CTOMKasi pEMUCCHS
npocturnyta y 13,0 % 6onbHbix. C y4€TOM TOrO YTO Jieue-
HUE IMallMeHTaM IIPOBOAWIOCH B KAYeCTBE HE MEHEe YeM
3-11 IMHUM TepaIliu, pe3yJIbTaThl IPEACTABISUINCH OOHA-
nexuBaromnmu [15]. B Gonee mo3mHeM MyJIBTULICHTPO-
BoM uccnenoBanuu Eastern Cooperative Oncology Group
1988—1989 rr. [16] ¢ MCIOJIB30BaHUEM TOIO XKe pexkuma
BAXT OblM modydyeHbl cxoxkue pesyabraThl. Cpeau
40 mMauKMeHTOB ¢ peUAUBUPYIOLIMMU MU pedpaKTepHbI-
mu popmamu I'KO (mpu atom y 95,0 % u3 HuUX JieyeHue
MPOBEACHO B KayecTBe 3-i JIMHUU Tepanmuu U 0oJjiee)
yactota orBera coctaBuia 45,0 %, y 20,0 % mocTurHyt
noJiHbii otBeT 1y 13,0 % — croiikas pemuccust. Jleraib-
HOCTb, CBSI3aHHAsI C TOKCMYHOCTBIO TepaIliu, COCTaBUIIa
13,0 % [16]. DTu uccienoBaHus NOATBepIMIN 3DheK-
TUBHOCTH 2 IMOCJIEAOBATEIbHBIX IIUKIOB BBHICOKOIO3HBIX
KapOoILIaTMHA U 3TOIIO3UIA B KAYECTBE OCHOBBI pPexKrUMa
BAXT Bo 2-i1 u 3-it nuHusx tepanuu nauueHToB ¢ ['KO.

DddekTuBHOCTL goOaBieHUs 3-To  IIperapara
(muknodochamuaa nnmm udochamuna) K KapooraaTuHy
U 3TOIO3K Ay ObLiIa TpoaHaIM3MpPOBaHa B PSIIE MOCIEAYIO-
mux padot. Tak, B uccieq0BaHUM HEMELKMX YUCHbBIX IIPU
HCIIOJIb30BaHUU MdochamMuia, KapOoriaTuHa U 3TOMO-
3uga y 74 nauuenTtoB ¢ 'KO 2-netusss BCB cocraBuna
35,0 %, B TO BpeMsl KaK CMEPTHOCTb, CBSI3aHHasl C Jieue-
HueMm, — Bcero 3,0 % [17]. R.J. Mother et al. oneHuau
2 1uKIIa KoMouHamu nukinodochamuaa (60—150 mr/kr)
C BBICOKOJO3HBIMU KapOoruiatuHoM (1500 Mr/m?) u a3to-
no3unoM (1200 mr/m?) y 58 mauueHToB ¢ pedpakTepHbI-
mu I'KO. ITonnblit orBeT 0bUT HOCTUTHYT ¥ 23 (40,0 %)
GobHbIX, Y 17,0 % peMuccust coxpaHsiiach 0ojiee 2 JIeT.
IMouyeunast TokcuyHoCTh Habmomanach y 10,0 % nauu-
€HTOB, rernarorokcuyHoctb — y 20,0 %, a cMepTHOCTb,
CBsI3aHHas ¢ JieyeHueM, cocrasmna 12,0 % [18].

Hannbie o npumenenuu BJXT ¢ ayro-TI'CK y nereii
¢ 'KO nemHorouucneHunsl. Hambonee kpymnHoe uccie-
nmoBaHue mposeaeHo B 2019 . M.D. De Pasquale et al.,
ywieHaMU M TalbsIHCKO# accolMaliy AeTCKO OHKOJIOTUM
u rematosoruu (The Associazione Italiana Ematologia
Oncologia Pediatrica). B nucciaenoBanuu ObLJT TPOAEMOH-
CTpUPOBAH OMBIT JieueHUs 21 mamueHTa (MeauaHa BO3-
pacta — 21 Mec) ¢ pedpakTepHbIMU opmamu (n = 11)
u peunrarBamu KO (JiokasbHbIM peLIMIUB — B 6 CIydasix,
MeTacTaTMYeCKUii WiIK 0e3 BBISIBICHHOrO o4ara ¢ M30-
JnupoBaHHBIM ToBbiIeHUeM ADIT — B 4). B kauecTBe
Tepanuu 1-it muHum 20 ManyMeHTaM IMPOBEAEHBI KYypChI
PEB (uucrnatus 25 mr/m?/cyt B 1—4-ii 1HU, 3TOIO3MI
100 mr/m?/cyt B 1—4-ii gHu, 61ieoMuLiiH 15 Mr/m?/cyT Bo
2-1i AIeHb), B Ka4eCcTBe Tepanuu 2-il TMHUU 19 00JbHBIX
noiayunin kKypcel ICE (udochamun 1,8 r/m?/cyt B nHU
1-5; kap6orutatud 400 mMr/m2/cyt B nHU 1 U 2; 3T0IO-
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3ua 100 mr/m2/cyt B ouu 1-5). BAXT ¢ nocnenyioeit
ayro-TIT'CK 6buta mpoBeneHa 16 maunueHTam. Pexum
KOHIUIIMOHUPOBAHMS B OOJBIIMHCTBE ciydaeB (n = 15)
BKJIIOYAJ TUOTEIY M LHuKiIodochamua, 1 60J1bHOMY OBLIO
npoBeneHo 2 kypca BIAXT. stomosun/Troterna/IMKIO-
docdamun (1-it kypc) u Thorena/mendanaH (2-it Kypc).
OB u 10-netusis BCB Bceit rpynibl NalMEHTOB COCTaBU-
i 71,0 % u 66,6 % coorBercTBeHHO, OB B rpyImne mamu-
EHTOB ¢ pepakTepHBIMU onyxousiMu — 54,5 %, B rpyiie
¢ peunaMBOM 3abosieBanusa — 91,5 % [19].

OmevecmeeHHbIl  ONbIM  NPOGEOCHU  BbICOKOOO3HOIL
Xumuomepanuu ¢ nocaeoyrouieii aymoa02u4Hoil mpancnian-
mauueil 2eMOnO3Mu1ecKux Ceoa06bIX KAenOK nauueHmam
C 2ePMUHO2EHHO-KACHIOMHLIMU ONYX0AAMU

B Poccuiickoit ®enepanmu onsIT mpumeHeHus BAXT
¢ nocnenytoneii ayro-TI'CK Takke o4yeHb OrpaHUYEH.
OnHOIT M3 HEMHOTUX OITyOJMKOBAaHHBIX PadOT SBJISET-
ca onbliT PI'BY «HMUI ATOUN um. Amutpus Pora-
yeBa» MwunsapaBa Poccum [20]. Cpenu 57 mauueHTOB
B Bo3pacte 0—14 JeT, moay4yaBIIMX Teparuio 1o MOBOAY
akcTpakpaHuanbHbeix ['KO, 4 6bu1a mpoBeneHa BJIXT
¢ nocnenytomeit ayro-TI'CK. Tpu manueHTa momyqauan
BAXT c ayto-TI'CK B cBA3M C pa3BUTHEM pelUINBa/
nporpeccun 3aboneBaHus1, 1 00JbHOI — B KauecTBe Tepa-
nuu 1-i JMHUM BBUIY HEBO3MOXHOCTU PaJIUKaJIbHOI'O
yaaneHus onyxoiu. ITocie TpaHcaHTaUIMy 2 MaluueHTa
KUBBI B peMUCCUM: Y | OONBHOI pa3BUIICS JTOKATbHBIN
pEeLMIUB, IIPY 3TOM OHA XMBa MOCJIe Tepanuu 3-il TMHUU
(ITXT), un 1 mauuent, nmoayunusnii atan BAXT B kaue-
CTBE KOHCOJIMAALIMU B paMKax Teparnuu 1-il TUHUU, yMep
B pe3yJIbTaTe pa3BUTUSI U30JIMPOBAHHOIO PELMIMBA LIEH-
TpaJibHOM HEPBHOI cucTeMbI [20].

Y4uTbiBast peIKOCTh JaHHOI HO30JIOTUM, B HACTOSIILIEE
BpeMsi HE CYILECTBYeT OOIICIPUHSITOIO KOHCEHCyca
B OTHOIIIEHUU TIOKa3aHMii, cpokoB M obObema BJIXT
¢ nocnenyitomeit ayro-TI'CK nipu pedpakrepHbix (op-
max/permauBax ['KO. Kaxnplii oTaenbHbINH TpaHCIUIaH-
TAUMOHHBII LEHTP Y KJIMHMYECKasl TPyIIla MPUMEHSIIOT
CXeMBbI TepaliM, OCHOBaHHbIE HA BHYTPEHHUX IIPOTO-
KOJIaX JIEYCHHUs], COOCTBEHHOM KJIMHUYECKOM OIIbITE
M TEXHUYECKMX BO3MOXHOCTSIX. KpoMe Toro, oTcyTcTBYy-
0T CpaBHUTE/IbHBIE AaHHBIE 00 ONTUMAJIbHOM KOJIMYE-
CTBE TpaHCIUIAHTALIMI (OOMHOYHASI TPAHCIUIAHTALIUS I10
CPaBHEHMIO C TaHIEeMHOI) [21].

TMonpiTku  ontumu3auuu 3¢ dektuBHoctn  BIAXT
¢ ayto-TI'CK mpu I'KO BkIII04aroT 3cKajlaliiy 103 LIUTO-
TOKCUYECKUX ITperapaToB, 100aBIecHue 3-ro XMMUOAareHTa
B KOHIMLMOHMPOBAHUE, M3MEHEHUE IPEAIICCTBYIOLLIEH
mobumuzaimoHHo XT Wi yBelMueHWe KOJMYeCTBa
muknoB BAXT [17, 21, 22]. B HacTos11iee BpeMs HET CUCTe-
MAaTU3MPOBAHHBIX JTAHHBIX 00 ONTHMMAJIbHOM KOJIMYECTBE
mukioB BJAXT mpu pedpakTepHbIx hopMax/peruanBax
I'KO, omHako OOJBIIMHCTBO NPUMEHSIEMBIX PEXUMOB
BKJIIOUAIOT B ce0sl He MeHee 2 LIMKJIOB TaKoil Tepamuu
[22—24]. Bo MHOIMX TpaHCIJIAHTALIMOHHBIX LICHTPAaX ayTo-
TI'CK mpu I'KO BBITIONHSIETCS ¢ UCTIOJIB30BaHMEM IIpeTia-
paToB KapOOIUIaTUH, 3TONO3WA 1 TUOTena. [IpumeHsercs
takske ayro-TT'CK B kauecTBe 1-i1 TMHUM Tepanuu B LIEJIIX
noBbIIeHUS 3G (GEKTUBHOCTH JIEUeHUS B LieJioM [25].
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Ha ocHoBaHuM oImyOJMKOBAaHHBIX JAHHBIX O PE3Yb-
tatax JiedueHuss KO kak y B3pOCHbIX, TaK U y OETEH,
BeIylIre 3KCIepThl EBporeiickoro obliecTBa 1Mo TpaHC-
IU1aHTauuu KoctHoro mo3sra (European Society for Blood
and Marrow Transplantation, EBMT) B 2024 r. npuin
K 3akmoueHuio, utro BAXT ¢ mocaenytomieii ayro-TICK
yIy4lliaeT pe3yabTaThl TepaluM MallMeHTOB ¢ pedpak-
TepHbIMU opmamu/pertmauBamu KO, Ho He meMOH-
CTPUpPYET MPEUMYILEeCTB B Ka4eCTBe Tepanuu 1-il TUHUMN
y OOJIBHBIX I'PYMIIBI HU3KOTO pucKa. [TokazaHusMu ISt
nposeaeHus BIAXT ¢ nmocnenyromeit ayro-TI'CK caemy-
et cuntath peunaus ['KO mocie 1ocTKeHus peMucCcun
M HEJOCTATOYHBIN OTBeT Ha nepBu4Hyio XT. TTocKoabKy
KapOOIUIaTUH M 3TOMNO3UJ BKIOYaloT B XT 1-il TuHUK
y nereii ¢ 'KO, skcnepThl peKOMEHIYIOT PacCMOTPETh
Ipyrue KOMOWHAIIMM TIperapaToB ISl PEeKUMOB KOH-
IUIIMOHUPOBaHUs, TaKue Kak MesdanaH, THOTeNa WIu
nmakJnTakces [26].

B npencraBieHHOM HaMU KJIIMHUYECKOM clIydae ObLTA
MPOJEMOHCTPUPOBAHbI 3((MEKTUBHOCTL U TMpUEMIIe-
mas TokcuyHocTh BIAXT ¢ mocnenyiomeit ayro-TI'CK
y MauueHTKu ¢ peppakrepHbiM TeueHuem 'KO. Hecmo-
Tps1 Ha HEOIAroNPUSITHBIM MPOrHO3 IO OCHOBHOMY 3a00-
JIeBaHMIO (HaJu4yde MeTacTaTUYECKOIo IOpaXkKeHUs Ipu
MepPBUYHON TMArHOCTUKE, OTCYTCTBHE IMOJHOTO OTBETAa Ha
CTaHIApTHOE JIeYeHME), HaM YIaJoCh JOCTUYb Y peOeH-
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Ka CTOMKOI peMuccuu Osarogapss WHTEHCU(UKALIUU
neueHus ¢ npuMmeHenuem BIAXT c¢ ayro-TI'CK, a Takxke
n30exaTb Pa3BUTHUSI TSDKEJBIX OCIOXHEHUN Teparumu.
CxeMa TIpeATpaHCIUIAaHTAllMOHHOTO  KOHIULIMOHUPO-
BaHMS, KOTOpOE IOJIy4yuia IMalyeHTKa, ¢ BKIIYCHUEM
KapOoIulaThHa, 3TOIO3UAa U TUOTEIIbl paHee Oblla HeOI-
HOKPATHO YCIIEITHO ampoOMpoBaHa B MEXKIYHapOMHBIX
HMCCIEAOBAHUSAX M TI0Ka3aja BBICOKYIO 3(D(EKTUBHOCTD
npu aucceMuHupoBaHHBIX popmax KO, a Takxke mpu-
eMJIEMBII YPOBEHb TOKCUYHOCTH.

3akiroyenne

JlutepaTypHble JaHHBIE M COOCTBEHHBIN OIBIT IPU-
meHenuss BIXT c¢ mocnenyromeit ayro-TI'CK y nmenu-
arpuueckux mauneHToB ¢ 'KO mMoKa3bIBalOT BBICOKYIO
MOTEHLMAIbHYIO 3HAYMMOCTb 3TOr0 METOAa Teparuu
B OTHOLICHUM YJIYYIICHUS ITOKa3aTesiell BbIKMBAEMOCTHU
B JIaHHOM TpyIiIie GOJbHbBIX.

Takum obpasom, yuuthiBas peakoctb 'KO, a Takxke
MOTPEOHOCTh B ONTUMM3ALMU U YIYYIICHUU PE3yJibTa-
TOB TepaIlMy 3TOro BUA OIYyXOJieil, HEOOXOAUMbI Iajib-
Heiilllee TIpoBedeHUE HcclienoBaHuil 3G GEeKTUBHOCTU
n nepeHocumoct BIXT c¢ ayro-TI'CK y mauumeHTOB
¢ 'KO u obbeanHeHMe OMbITa Pa3IUYHBIX TPaHCIUIAH-
TAlIMOHHBIX 1IEHTPOB, pabOTaIOIIMUX B JaHHOM HaIpaB-
JICHUU.
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3N10Ka4eCcTBEHHAA BPOXAEHHAA ONYX0sb 3a4aTKa WWILKOBUAHON Xene3bl.
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Mbui npedcmasnsiem kaunuueckuil cayuail 4pe3evitaiino peoKoll 8poiNCOeHHOL ONYX0aU 20106H020 M0324 Y pebeHKa 6 MecAues JHCU3HU —
ONYX01U 3a4amKa wuwKoeuonoil xceaesul (pineal anlage tumor, PAT), ecmpeuaroweiics 6 0,04 % cayuaes écex Ho6000pazoeanuii 2010861020
Mo3ea 6 demckom eospacme. B 3apybexcroti aumepamype onucano 20 cayuaee PAT y demeil, omeuecmeeHHbix nyOAUKAYULl Ha 9my memy
Hem.

Ha mexywuii momenm kak omoenvHulli mun OaHHAS ONYX0Ab 6 NocaeOHeM u30anuu Kaaccugukayuu Bcemuphoii opeanuzayuu
3dpasooxpanenus (BO3) 2021 e. ewe ne onpedenena. B kaaccugpuxayuu BO3 2007 o. PAT onucvisaemcs kak pedkuii eapuanm
nuneobnacmomot (I1B) ¢ menanomuueckoil, xpsauesoli u/uiu paboomuodIacmHoll OuphepeHuuposKoll, KOmopblil XapaKmepuszyemcs
2eMEPOCeHHBIMU INEMEHMAMU HeUPOINUMENUANbHOU U IKIMOME3eHXUMANbHOU MKAaHU, HO 0e3 3HOodepmanshbix cmpykmyp. B ceaszu
¢ pedKocmolo 0aHHO20 MUNA HOBOOOPA308GHUS 2UCMON0UMECKUT OUACHO3 MOJICem BbI3bIBAN 3aMPYOHEHUsl Y MOpghoaoea.

Cneyughuueckoii mepanuu 6 nacmosiuee 8pems He pazpabomano, ONMUMAanbHbIM CHOCOOOM AeHeHUs 8AAemCcs MAKCUMAAbHO NOAHOe
Xupypeuteckoe yoanenue 006eMHO20 00pa308aHuUs, A MAKice NOAUXUMUomepanus no npomoony aeuerus I1b. Oonaxo sgpghexmugnocmo
danHoll cmpameauuy NOKa 0cmaemcsi HesiCHol.

KiioueBble ciioBa: ormyxoJib 3auaTKa IIMIIKOBUIHOM JXeJIe3bl, OIyX0JIX MO3ra, SMOPHUOHAIbHAS OITYXO0JIb, IETCKHE OITyXOJIN
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Malignant congenital tumor of the pineal gland rudiment. Literature review and clinical case

E.V. Kumirova', M.A. Kolcheva®*, A.N. Kislyakov’, M.I. Livshits’, P.V. Lobankin’, A.S. Levashov’, G.A. Bykova’,
V.V. Semenova®$, T.V. Nasedkina’, R.Kh. Anders®, A.S. Kucheryavaya’, G.E. Chmutin’*, S.R. Varfolomeeva?, V.V. Gorev’

IN.I. Pirogov Russian National Research Medical University, Ministry of Health of Russia; 1 Ostrovityanova St., Moscow, 117997, Russia;
°N.N. Blokhin National Medical Research Centre of Oncology, Ministry of Health of Russia; 23 Kashirskoe Shosse, Moscow, 115522, Russia;
JMorozovskaya Children’s Clinical Hospital of the Moscow City Healthcare Department; 1/9 4" Dobryninskiy Per., Moscow, 119049, Russia;
“Peoples’ Friendship University of Russia named after Patrice Lumumba; 6 Miklukho-Maklaya St., Moscow, 117198, Russia;
*Regional Children’s Clinical Hospital; 3 Semashko St., Stavropol, 355029, Russia;

Engelhardt Institute of Molecular Biology, Russian Academy of Sciences; 32 Vavilova St., Moscow, 119991, Russia

We present a clinical case of an extremely rare congenital brain tumor in a 6-month-old child — pineal anlage tumor (PAT), which occurs in
0.04 % of all brain neoplasms in childhood. Foreign literature describes 20 cases of PAT in children, while there are no such publications in the
domestic literature.

At present, this tumor is not yet defined as a separate type in the latest edition of the WHO classification in 2021. In the WHO classification
0f 2007, PAT is described as a rare variant of pineoblastoma with melanotic, cartilaginous and/or rhabdomyoblast differentiation, characterized
by heterogeneous elements of neuroepithelial and ectomesenchymal tissue, but without endodermal structures. Due to the rarity of this type
of neoplasm, histologic diagnosis can be difficult for the morphologist.

Specific therapy has not been developed at present, the optimal treatment is the maximal complete surgical removal of the volumetric neoplasm,
as well as polychemotherapy according to the protocol of pineoblastoma treatment. However, the efficacy of this strategy remains unclear.

Key words: pineal anlage tumor, brain tumors, embryonal tumor, pediatric tumors
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BBenenne

B Hameit pabore MBI TpeAcCTaBlisieM KIMHWYECKUIA
cllyyail 4pe3BblYaHO PEIKOU BPOXICHHON OIyXOJIMU
rOJIOBHOT'O MO3ra y pebeHKa 6 MeCsileB XXU3HU — OITyXOJIn
3ayaTkKa IIMIIKOBMAHONM Xenesbl (pineal anlage tumor,
PAT), Bctpeuatonieiics B 0,04 % ciiyyaeB Bcex HOBOOOpa-
30BaHMUII TOJOBHOTO MO3Ta B JETCKOM Bo3spacte [1, 2].
B 3apy0exHoii nuteparype ommcanHo 20 cmydaeB PAT
y meteii [3], oTeuecTBEHHBIX ITyOIMKALIMIT Ha 3Ty TEMY HeET.

Ha Ttexymuii MOMEHT KaK OTHEJbHbII TUIl JaHHAas
OITyXOJIb B TOCJIEAHEM M3TaHuM Kiaccudukamuu Bcee-
MUpHOI opraHusanuu 3apaBooxpaHeHus (BO3) 2021 .
emle He omnpeaeneHa [4]. B knaccudukaunm BO3 2007 .
PAT omnuckiBaeTcsl Kak pelKWii BapMaHT IMMHEO0IacTo-
Mbl (I1B) ¢ MemaHoTMYeCcKoOi, XpsIiieBol u/uau paod-
JIOMUOOJIaCTHO nnddepeHINPOBKOIA, KOTOPBIi
XapaKTepu3yeTcsl TeTePOTreHHBIMU 3JIEMEHTaMM HeMpo-
SIUTEMAJIbHON M 3KTOME3EHXUMMAaJIbHOU TKaHU, HO 0e3
9HAOEPMAIbHBIX CTPYKTYp [S—7]. B CBsI3UM ¢ peaKocTbIio
JTAaHHOTO TUIIa HOBOOOPAa30BaHMS TUCTOJIOTUICCKUIA THa-
THO3 MOXKET BBI3BIBATh 3aTPyIHEHUS Y MopdoJiora.

Cneunduueckoil Tepanmuu B HaCTOsIIEe BpeMsl He
pa3paboTaHO, ONTUMAaJAbHBIM CIOCOOOM JIeUEHMS SIBJISI-
eTcs MaKCHUMaJIbHO TIOJTHOE XUPYPru4ecKoe yaaJcHHe
00BEMHOI0 00pa30BaHUs, a TaKXKe MOJMXUMHOTEpPAIus
(ITXT) mo npotokony neueHus I1b. OgHako addeKTuB-
HOCTb JaHHOM CTpaTeruy moka ocTaeTcsl HesicHo [7].

a 7

Puc. 1. MPT eonosnoco mozea: a — e pexwcume T2, kapmuua 06semHO-
20 KUCMO3HO-COAUOH020 00pA308aHUs NUHEANbHOU 00Aacmu pazmepamu
77 % 84 x 54 x 57 MM, ¢ Haauvuem 8vipadceHHoeo macc-3ggdexma, nepuseH-
MPUKYASAPHLIM OmeKoM u eudpoueanueil; 6 — 6 pexcume T'1, unmencusroe
HakonaeHue KOHMPACMHO20 Gew,eCcmaa OnyxXoaeabim 00paso8anuem

Fig. 1. MRI of the brain: a — in T2 mode, a picture of a volumetric
cystic-solid mass in the pineal region measuring 77 x 84 x 54 x 57 mm,
with a pronounced mass effect, periventricular oedema and hydrocephalus;
6 — in T1 mode, intensive accumulation of contrast agent by the tumour mass

Kaunuueckuii cayuaii

B netipoxupypeuueckoe omoenerue I'bY3 «Mopo3oeckas
JT'Kb JI3M» nocmynuna desouka é eo3pacme 6 mecsues
€ Jcanobamu Ha Gs10CMb, CHUJICEHUEe AKMUBHOCMU, 0CIPO
BOZHUKWIUM CXOOAUWUMCST KOCO2Aa3UeM, OMmKaA30M om edbl.
Panee ambyramopro podumenu camocmosmenvro 6bin0OAHU -
AU MACHUMHO-pe30HancHyo momoepaguto (M PT) zonoeHoeo
Mo3ea, ede 0bl10 BbISIGAEHO MACCUBHOE KUCMO3HO-COAUO-
Hoe 00pa3oeanue NUHEANbHOU 001aCMmU, C BbIPAICEHHBIM
macc-agpghekmom, a makoice pazgumuem MmpueeHmMpuKysap-
Holl obcmpykmueroil euopoyeparuu (puc. 1).

B cea3u ¢ maxcecmovio coCMosHUS U 8bIPAICEHHOLL 2Unep-
MEeH3UBHOI CUMNMOMAMUKOI degouke 0bl10 NPOGEOeHO
9KCMpeHHOe 0NepamugHoe 6Meuamenbcmeo: SH00CKonu4e-
cKas mpugeHmMpuKyA0Cmomusi ¢ 00HOMOMEHMHOU buoncueil
H080006pa306anus, a MaKice UMNAGHMAYUS BEHMPUKYA10Ne-
pumoreanvrHoeo wynma. Ilocaeonepayuonnsiii nepuod npo-
mekan 2nadko, no pe3yabmamam nepeoco 2UCMoN02UHeCK020
uccaedosanus ovina eepuguuuposana I1b, BO3 Grade V.
Janee 6 pamkax ymouHenus pacnpocmpaHeHHOCMU Heo-
naacmuueckoeo npoyecca ovina evinoanena MPT cnunnoeo
M032a ¢ KOHMPACMUPOBAHUEM — Memacmamu4eckKozo nopa-
JCeHUsl CNUHHO020 M032a 8bisieneHo He Oblio. Tlocae 6uoncuu
nayueHmKa noayHana CUCMeMHYI0 XUMUOMePanuio no cxeme
snevenus I1b coenacno esponeiickomy npomokoay HIT-MED
2020, 6e3 unmpaseHMpuKyAspHO20 88e0eHUs XUMUONPena-
pamos. Ilocae 2 kypcos 96-uacoeoii unghysuu c npumere-
HUuem npenapamoeé Kapoonaamumn u 3mono3ud 0vin noayueH
noaoxcumenwvHolil 3pghekm 6 sude HebOAbULO2O YMEHbUICHUS
Pazmepos onyxoau, nocie 3-eo Kypca aevenus 0ocmueHyma
cmabuauzauus onyxoau (puc. 2).

a 7

Puc. 2. MPT ¢ konmpacmuposanuem 6 pexcume T1 6 akcuanvrolii (a) u ca-
eummanwroii (0) npoexyusx nocae 3 kypcog IIXT

Fig. 2. T'I-weighted MRI with contrast in axial (a) and sagittal (6) projections
after 3 courses of polychemotherapy
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Yuumuieas pazmepul onyxonesoeo y3na, uepes 4 mec nocae
nepeoii onepauuu 6 ycaosusax I'bY3 «Moposzosckasn /JJITKb
JI3M» evinoanena noemopHas onepayus — cyomomanvHas
Dpe3eKyuss HoB000PA308aHUS.

Ha MPT 20108H020 M032a ¢ KOHMpacmupogarnuem Ha
1-e cymku nocae onepayuu ommeuaemcs: 0CMamo4Has ony-
xonvb (puc. 3), MPT cnunno2o mo3ea mMemacmamu4ecKozo
nopajiceHus He GblA8UAA.

a 0

Puc. 3. MPT ¢ kommpacmuposanuem 6 pexcume T1 6 axcuarvroii (a)
u cazummansroli (6) npoekyusx nocae cyomomansHoil peseKyui onyxonu.
Habnrwodaemces ocmamounas onyxons oowumu pazmepamu 47 % 17 x 26 mm

Fig. 3. TlI-weighted MRI with contrast in axial (a) and sagittal (6)
projections after subtotal tumour resection. There is a residual tumour with
total dimensions of 47 x 17 % 26 mm

Tucmonoeuueckoe uccredoganue onyxoau MaKpocKo-
NUYEeCKU GblABUA0 002aMO BACKYAAPUSUPOBAHHYIO ONYXOb
Cepo-KOpu4Heg8oeo uygemd, MIeKO-91ACMUMHOU  KOHCU-
CMEeHYUU, ¢ 31eMeHMmaMu HeKkpo3a U nempuguxkamamu.
Mukpockonuyecku: eemepoeeHHAs —ONyXoneeas MKAHb
¢ MHOROYUCACHHbIMU MUKpPOKatvyunamamu. Onyxons npe-
UMYUeCIBEHHO NPeOCmAaBneHa HelpoHAaNbHbIM KOMHOHEH-
mom pazauuHoi cmeneHu OJuggepernyuposku. B mranu
NPUCYMCMBOBANU SUNEPKACOYHble NOAS, NOCMPOCHHbIE U3
HU3K0O0UGepeHUUpPOBaHHbIX KACMOK MEeAK020 U CpedHe2o
pasmepa, umerouwux 6a3ouivHole 50pa oKpyeaoi u 080uUd-
HoOUl hopmbl. Ommenena Kpaiine 6bICOKASL MUMOMUHECKAS
akmuserocmo. OOHapydcenvl Ooaee OuggepeHyUposanHoie
noas, npedcmaseHHvle OMHOCUMENAbHO MOHOMOPQHbIMU
KAeMKAMU ¢ OKpYeAblMu A0pamu ¢ 2avbl04amoim Xpoma-
MUHOM, MENCKACMOYHbII MAMPUKC 8 MAKUX YYACMKAaX
QUOPUNAAPHBLE, OMMEYAIMCS MHONICECTNBEHHbIe PO3CMKU
muna lomepa— Paiima. B wacmu npenapamog ecmpeuanucs
CKONACHUS KPYNHBIX KAeMOK, UMEHWUX 6 Uuumoniasme
MeaKue epanyabl 4epHo20 NUSMeHma PemUHANbHO20 MUNA
(puc. 4).

Oxonuamenvro eepugpuyuposar duaenos: PAT, BO3
Grade V.

Yuumuieas yooesemeopumenvroie pe3yavmamol Gbino-
HeHHOll onepayuu no YoareHur 0046020 GpasmeHma
ONyXoau U OMHOCUMENbHO COXPAHHORO COMAMUUECKO020
cmamyca, 6 Yeasx MaKcuManbHo2o 00CMudICeHUs nPomueo-
onyxoneeo2o 3ggexma Ovira npogedeHa mpemos: onepayusl,
docmuenyma RO-pesexyus (puc. 5).

1’2025

Puc. 4. [ucmonoeuueckoe uccaedosanue: a — npu Marom yeauHeHuu 6U3ya-
AUBUPYEMCst MHO2OKOMROHEHMHAS, HEONAACMU1ECKAas MKAaHb, 6 — npu 601b-
uiem yeeauteHul MOJICHO YeUOems, Ymo 4acms onyxoau (caeea) npedcmas-
NeHa HU3K0OUDDEPeHUUPOBAHHBIM HELIPOHANLHIM KOMHOHEHMOM, Opy2das
yacms (6 yenmpe) — 6onee Oup@epeHyupo8aHHbvIM 2aHNUOZHO-2AUANbHBIM
KomnoHenmom. Taxoice uzyanuszupyemcsi KOMROHEHM ¢ MEAAHUHCOOePIICca-
WUMU INUMEAUOUOHBIMU KACMKAMU, M. €. DeMUHAAbHbIL nueMenm (YKa3aH
cmpenkoii)

Fig. 4. Histological examination: a — at low magnification, multicomponent
neoplastic tissue is visualized; 6 — at higher magnification it can be seen
that part of the tumour (left) is represented by a low-differentiated neuronal
component, the other part (in the centre) is represented by a more differentiated
ganglion-glial component. A component with melanin-containing epithelioid
cells, i.e. retinal pigment, is also visualised (indicated by arrow)

Puc. 5. MPT ¢ koumpacmuposanuem 6 pexcume T1, akcuanrvnaa npoek-
yus. CoxpaHsemcs HepagHOMepHOe HAKONAeHue npenapama no KOHMypy
NOCMONEPayUOHHOU 00AacmU CIMeHKaMu Kucmol, oKycoé 60016 3adHeeo
Kkpas 4-20 ucenydouka 0o 5 x 7 mm. JJocmosepro ocmamouras onyxonb He
onpedeasiemcs

Fig. 5. Tl-weighted MRI with contrast, axial projection. Uneven
accumulation of the preparation along the contour of the postoperative area
by the cyst walls, focusses along the posterior edge of the 4" ventricle up to
5% 7mm are preserved. The residual tumour is not reliably determined
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Memoo  6bicOKONPOU3800UMENbHORO — CEKBEHUPOBAHUSL
JIHK 6611 npumenen 045 aHaiusa onyxoneeo2o mMamepuana
6 nabopamopusx Hucmumyma moarekyasproti 6uosouu um.
B.A. Dneeaveapoma PAH u @I'BY « HMHUI] onkonoeuu um.
H.H. baroxuna» Munzdpasa Poccuu. Hccaedosanue noka-
3ano, umo ¢ JHK, evidenenHoll u3 obpasyoe onyxoneeoil
MKAHU, KAUHUYECKU 3HAYUMbIX NAMOSEHHbIX MYMAYull He
8bIS18ACHO.

[locae npoiideHHo20 xupypeuuecko2o aeuenus u cmaou-
AUBAYUU COCMOSHUS NAYUCHIMKA GbINUCAHA U3 OMOeNeHUs.
Heupoxupypeuu 6 yeasx npo0oaNCceHUs: AeHeHUs U NOAYYeHUs
8bICOK0003HOU XUMUOMEPANUU ¢ MPAHCHAGHMAYUEH 2eMO-
noamuyeckux cmeonogulx kaemok. Oonako yaice uepes 3 Hed
nocne nocaedreil onepayuu va MPT yenmpanvHoil HepHoll
cucmembl ¢ KOHMPACMUPOBAHUEM BbIA6AEHA MACCUBHAS NPO-
epeccusi 3a001€6aHUs KAK A0KAAbHO, MAK U C NOSABACHUEM
Memacmasog no 000404KAM 20108H020 U CHUHHO2O MO3ed,
a makdce 8 GUCOYHYH) 004acmb U NOAYUADUS MO3HCEUKA

(puc. 6).

a 0

Puc. 6. MPT ¢ pexcume T1 ¢ konmpacmuposaruem: npoepeccus 3a601e6a-
HUSL, pACRPOCMPAHEHUe NPOUecca No 000104KAM 20108HO20 U CNUHHO20 MO3-
2a ¢ Memacmasamu 6 8UCOYHOL 00AACMU, ROAYULAPUSIX MO3HCEUKA

Fig. 6. T1-weighted MRI with contrast: disease progression, spread of the
process through the brain and spinal cord membranes with metastases in the
temporal region and cerebellar hemispheres

Ilocne nposedenus ewje 2 kypcos I[IXT no cxeme unmen-
cusHotl undykyuu no npomokoay HIT-MED 2017/2020 na
7-e cymKku y nayueHmxu yCmaHo8AeHo Haaudue cencuca Ha
(POHE MUENOMOKCUHECKO020 AePaHYAOUUMO3d, NO MANCeCmu
COCMOosHUSL 0e80UKA nepegedena 6 omaoeaeHue peanumayu.
bBoinr nposeden Koucuauym: yuumoléas KpaiiHe msdicenoe
cocmosiHue, Haaudue CMOUKUX UHMEKYUOHHBIX 0CA0NCHEHU,
ObLI0 peuwleHo OmKa3amvcs Om OanvHeliueeo npogedeHus
CNEYUANbHO20 NPOMUBOONYX01€6020 NeHeHUs (Xumuomepa-
nuu, ayueeoi mepanuu). [layuenmke onpedenenvt nokasa-
HUS K RAAAUAMUBHOU NOMOWLL.
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Jlemanvuolii ucxod Hacmynua eciedcmeue mexKyuje-
20 UHEEKYUOHHO20 npouecca U npocpeccuu 3a001e6aHus.
Obwuii cpok HabarodeHus cocmagun 8 mec ¢ MOMeHmMa nep-
euunoit MPT.

Oo6cyxneHne

PAT — kpaiiHe peakuii TMUCTOJIOTUYECKHUIA AMArHos,
BepBble omnmucaHHbI Schmidbauer et al. B 1989 1. [2].
JlaHHBIIA TUTT HOBOOOPA30BaHUI YaCTO OTHOCST K TTOATH-
ny I1b u3-3a pacnonoxeHus1 B 00JaCTU IIUIITKOBUIHOM
JKeJie3bl, HAIMUMS OIYyXOJIEBOTO KOMIIOHEHTA, CXOIHOIO
¢ I1b, u arpeccuBHOro KJIMHHUYECKOro tedeHus [8, 9].
PAT nonyumna Takoe Ha3BaHME M3-3a THMCTOJOTUYECKO-
IO CXOACTBA C MEJIAHOTUYECKOM HEHUPOIKTOAECPMAIbHOM
omyxojbto aercrBa (MNTI, unu retinal anlage tumor) —
CKOIUICHUII MUTMEHTUPOBAHHBIX M HEMUTMEHTUPOBAH-
HBIX SITUTEIMONONO00HBIX KJIETOK [8, 9]. OmHaKo CXOACTBO
3TO TOJBKO TucTonorndyeckoe: MNTI — aT0 mobpokaue-
CTBEHHBIC OITyXOJIM, KaK IIpaBWJIO, BEpXHEH 4YeITIOCTH,
C JIOKAJbHO arpecCHMBHBIM TE€YEHMEM, B TO BpeMsl KakK
PAT, no-BunuMomy, nposiBisieT ooJibliee cxoncTso ¢ [1b
B IIpOLIecCce CBOETO pa3BUTHS [9].

B ructonornueckux uccienoBanusx PAT BbISIBISIOT-
Cs 3KTOME3eHXUMAaTbHBIN/PaONIeCKU TOMUOOIACTHBIN
KOMITOHEHT Y HaJluuue XpsiieBoi TuddepeHINPOBKHU.
Taxxe B psime ciydyaeB BepudUIMpyeTcsl TKaHb CO CMe-
IIaHHBIM HEWPO3MUTEIUATbHBIM M 3KTOME3eHXUMAaJIb-
HBIM KOMIIOHEHTOM, HO 0e3 sHmomepMabHOi mudde-
pennanuu  [9].  HefiposanuTennaabHbii KOMIIOHEHT
HOBOOOpa30oBaHUSI MOXET BKJIOYaThb HEWpPoOIaCThI,
IJIMIO, 2JIEMEHTHI CeTYaTKH, MUTMEHT MEJIaHUH, PO3eT-
kun DrekcHepa—BunTtepiureitnepa u Tomepa—Paiira.
DKTOME3eHXUMaJIbHbIA KOMIIOHEHT BKJIIOYAeT IOJioca-
TYIO MYCKYJIATypy, XpSIIeBYI0 TKaHb U padIoMHOOIaCThI
[10, 11]. Omnako ructosornyeckuii nuarno3 PAT moxeTt
BBI3bIBATD 3aTPYAHEHMS B CBSI3U C HATUYMEM YHUKAJIBHBIX
TUCTOJIOTUIECKUX OCOOCHHOCTEI.

ITpu oOHaApYKEHUU OITyXOJIU IIUIITKOBUIHOM 00J1aCTh
CO CMEIIaHHBIMU MPUMUTUBHBIMU HEHPOIKTOAEPMATIb-
HBIMUA U 9KTOME3CHXUMAaJIbHBIMM TPU3HAKAMU CJCIyeT
YYUTHIBATh HAJWUME HECKOJBKUX CXOXHUX IO CTPOCHUIO
HOBOOOpa3oBaHMIi, IIOMMMO BbIIIEYKa3aHHOro. Tak,
HarpuMmep, TepaToMa ¢ IMPUMUTUBHBIM HEWPOIKTOIEP-
MaJIbHBIM KOMITOHEHTOM OTJIMYaeTCsl HaJuyheM BceX
3 3apopbllIeBbIX ciaoeB, Toraa Kak B PAT orcyrcTBylOT
9HTOIEPMAJIbHBIN (HallpUMep, KUILIEYHbIM, pecrmpaTop-
HBII) WX KOXHBIN KOMIIOHEHTHI, TUIIMYHbBIC [JISI Tepa-
ToM. JIpyruM BaKHBIM (haKTOPOM SIBJISIIOTCSI BapUaHTHI
Menyuiooiaactombl (MB) ¢ nuBepreHTHOM nuddepeHIu-
poBKoOIi, T. e. Mb ¢ MUOreHHOI 1/WIN MeJTaHOTUYECKOM
nnddepeHnpoBkoii. B aToM ciydae oTCyTCTBUE TTOpa-
JKEHUsI TTapeHXUMBI MO3XKeuKa I10 TaHHBIM HeHpOoBMU3ya-
JIU3allMd WK MHTPAOIepallMOHHOTO HAOJIIONEeHUS CBU-
JIETEIbCTBYIOT B IMOJIB3Y AuarHoza Mb. B coMHUTETbHBIX
CJIyJasix BBIMOJHEHME MOJICKYJISIPHOTO aHajau3a, Xapak-
tepHoro mist Mb (13oxpomocoma 17q, Haau4ue aMILIU-
dukamu MYC), MoXeT ObITh ITOJIE3HO IJIs1 BeprupUKaIuu
MaTOJIOTUYECKOro auarHo3sa [12].
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PAT nMeeT CKJIOHHOCTB K pacIipOCTPaHEHUIO T10 JIMKBO-
PY, B CBSI3U C YeM ITOIPOOHBIN MPOoLiecC OIpeneaeHs cTa-
nuu 3aboneBaHust, Bkoyasgs MPT cimHHOTO Mo3ra ¢ KOH-
TpaCTUPOBaHUEM U IIUTOJIOTMUECKUI aHaau3 JIMKBODA,
BCerIa TOJIKHBI OBITh YaCThIO TIEPBOHAYATBHOIO KIIMHUYE-
cKoro obcnenoBaHus 3tux namueHToB [10]. Hecmotps Ha
YHUKaJIbHOCTh THCTOJIOTMYECKOTO CTPOCHUSI, PEHTICHO-
normyeckas kaptuHa PAT Hecneumduuna. Takum o6pa-
30M, PEHTI€HOJIOTMYECKUI AU depeHIInaIbHbII UarHo3
0OBIYHO OXBAaThIBAET BECh CHEKTP MATOJOTUM IITUIITKOBHI-
Hoit oonactu. PAT, kak mpaBuiio, uMeeT OOJIbIIIME pa3Mephl
(> 4 cM), yacTo co ciaBieHHEM BOAOIPOBOJA FOJOBHOTO
MO3Ta U/WIu MOopaXKeHWeM TeKTaJbHOW IutacTuHKU. [lo
JMAHHBIM KOMIIBIOTEPHOII TOMOTpaduy OIyXOjdb MMEET
TUTIEPIEHCHYIO TUIOTHOCTh, YaCTO C HAJIUMYMEM KHMCT WIK
kaneuuvHatoB. [Ipu MPT onyxons umeer T1-u3o- unm
TUTTOMHTEHCUBHBIM U T2-U30MHTEHCUBHBIN CUTHAI IO
CPaBHEHMIO C OKPYKAIOIIEH IMMapeHXUMOM TOJIOBHOIO MO3-
ra. Habmonalorcsl rereporeHHOe HaKOIUIEHHWE KOHTpacTa
U orpaHuyeHue nuddy3nn (13-3a BHICOKOI KIETOYHOCTH)
B pexkumax DWI u ADC. Takke MoxeT HaOII0aaThCsI LIeH-
TpaJIbHBII HEKPO3, HAIIOMUHAIOLII Ipyrie HOBOOOPa30-
BaHMS IIUIIKOBUAHOIM Xene3sl [1, 3, 8].

XapaKTepHbIX KIMHUYECKUX TPOSBICHUN WU CUM-
nTomoB PAT He cymecTtByeT. ITomoOHO KIMHUYECKOIM
KapTUHE JPYTMX OMYyXOJeH IMUIIKOBUIHOK 001aCTU ITPO-
sapneHust PAT MoryT ObITb CBSI3aHBI C TUTIEPTEH3MOHHBIM
CHHIPOMOM H3-3a OOCTPYKLIMH BOLOIPOBOJA TOJOBHOIO
Mo3ra u/wii cuHapoMoM IlapuHo 13-3a caaBieHUs TeK-
TaJlbHOM TuTacTUHKHY [13].

Ony06MKOBaHHBIX JAHHBIX O MOJIEKYJISIPHOM TTpoduie
PAT He Tak MHoOro. B noctymnHoii Ha CerogHSsIIIIHUIA 1eHb
yutepatype 2 auarHo3a PAT Obliu Kitaccu(UILIMPOBAHbI
o npoduato metwupoBanust JJHK B “MYC/”FOXR2-
activated” rpymiax, 4To COOTBETCTBYET OJHOM U3 YEThIpeX
moutekynsipHbix rpynmn 16 [4, 10]. OgHako B HallleM City-
yae MOJICKYJISIPHBIN aHAJIM3 HE BBISIBWI HATUIUE FeHETH -
YEeCKMX MyTaLlUd.

C momeHTa nepBoro coodbireHus o PAT B 1989 1. u o
CEeTOAHSIIHUNI AeHb onucaHo 20 ciyyaeB B 3apyOexKHOI
JIUTepatype, SIBISIONIUXCS SAUHUIHBIMU COOOIICHUSIMMU,
COCPEIOTOYCHHBIMU Ha T'MCTOJIOTMYECKUX OIMCAHUSIX
ONMYXOJW M C KOPOTKMMHU CpoKamMu HabmogeHus [3].
PAT uyaie onucaHa y aeTeil paHHero Bo3pacrta — B Mep-
BBI€ TOMBI XKU3HU, CPEIHUI BO3pacT cocTaBiseT 9,5 mec.
B otnnune ot I1b, koTophie yallle BCTpeyaroTcs y IeBO-
yek, PAT B OOJBIIMHCTBE ClAy4YaeB ITMArHOCTUPOBAJIACh
y MaJibuukoB (5:2) [14—16].
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B neuenum PAT npennaraercs cTparerusi BeAeHUs
3JI0KAa4€CTBEHHBIX dMOPUOHAILHBIX OIYXOJiell — Mak-
CUMajJlbHO BO3MOXHasi XMpypruyeckas pe3eKius
C MOCJIEIYIOLUIUM aabIOBAHTHBIM JIeYeHUEM U JIy4eBOi
Tepanueil B cjydae OTCYTCTBUSI BO3PACTHBIX IIPOTUBO-
nokazaHuii [17]. B cBsI3u ¢ peakocTbio 3a00aeBaHUS
B JIUTEpAType HE CYIIECTBYET €IMHOTO MHEHMSI OTHOCH -
TeJIbHO MPOBEAEHUS CIIen(pUISCKOM Tepanuu, I03TO-
MY JUJI JAaHHOTO TUIIAa OIYXOJIU IPeaaraloTcs pPexXuMbl
IIXT, xoTopble ucronb3ytorcs mist teyeHus [1b.

IMTockonbky PAT knaccudunmpyercss Kak BapHaHT
I1b, naHHbBI THIT HOBOOOpa3oBaHUs oTHeceH K IV cre-
MeHHU 3710KayecTBeHHOoCTH Mo BO3, nMeroliieii arpeccus-
HOE€ KJIMHMYECKOe TeUeHUE U IJI0X0i IIPOTrHO3.

3akiroyenne

PAT — kpaiite penkoe nepBUYHOE 3JT0KAYECTBEHHOE
HOBOOOpa30BaHME IIUIIKOBUIHON Keae3bl, MMEIoIIee
obmmue yeptol ¢ [1B. YuuTeiBasg HeOoMbIIOE YMCIIO 3ape-
TUCTPUPOBAHHBIX CIIydyaeB, TOYHBIN TMCTOTEHE3 U €CTe-
CTBEHHOE TEUYCHME NaHHOM OITyXOJM HU3Yy4YeHBI MaJo.
B neyeHuM 3THX OImyXoJieil orepalusl U XUMUOJydeBas
Tepanusl SBJISIOTCS OCHOBOIIOJAralollei CTpaTeruei.
C yyeToM HaJU4YMsI TUTAHTCKOIO 00pa30BaHMs y MaJeHb-
KOTro pebeHKa MepBUYHO ObljIa BHIOpaHa HearpecCuBHas
XUpypruyeckass TakKTUKa M IIOcje OUOICHUM U JIMKBO-
poapeHupymolieil onepanun 3(p@PeKTUBHO IpUMEHEeHa
cTtpateruss HeoagbloBaHTHOU IIXT, kKoTopast mokasana
YYBCTBUTEILHOCTh OIYXOJIM K XuUMuoTepanuu. [1pume-
HEHHE arpecCMBHOIO MHOTO3TAITHOIO XHUPYPTrAYECKOTo
BMEIIIaTeJIbCTBA B IIEASIX MaKCHUMaJbHO pPaaMKaJIbHOTO
yIaJeHUs OIyXOJIU MOXET JIOKAJIbHO €€ KOHTPOJIMPO-
BaThb. OHAKO arpecCUBHOE OMOJIOTMYECKOE TOBEIACHUE
1 OBICTpOE MEeTacTaTUYeCKOe PacHpoCTpaHEHUE OIy-
XOJIM, a TaKXe TsKejable MH(MEKIIMOHHBIE OCIOXHEHUS
Ha ¢one [IXT He MO3BOJMIM MOTYYUTH AAEeKBATHBIN
9(hEKT OT NPOBOAMMOIO KOMILJIEKCHOTO JIeYeHUS.
TaiiMUHT B JIeUEHUM TAHHOTO THUIIA OITYXOJIM SIBJISIETCS
Ype3BBIYATHO BaXXHBIM B JOCTUKEHUM 3(PHEKTUBHOCTH
Teparnuu.

HOna pa3paboTKu Crelu(PUUIEcKUX pPeKOMEHIAINit
MO JICYCHUIO HEOOXOAMMO TOJYYUTh OOJIbIlIe 3HAHUM
0 KJIMHUYECKON KapTHHE, MOJEKYISPHBIX XapaKTepH-
ctukax u crpaterusx jgedenuss PAT. HecmoTpst Ha cBoloO
penkoctb, PAT cnenyer paccmaTpuBaTh KaK OTIEIbHYIO
HO30JIOTUYECKYIO €NMHMITY ¥ BKJIIOUATh UX B MaTOJOroa-
HaToMuyeckuit nuddepeHunanbHbiil quarto3s I1b.
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AKTyaJIbHOCTh

MMMmyHOTepanusi MOHOKJIOHAJIbHBIMM aHTUTEJIaMU
(MAT) B MOCTKOHCOJMAALIMOHHOM TIEpUOAC Teparuu
Helipodaactombl (HB) Bpicokoro prcka o3HaMeHoBajia
co00It 3HAUUTEIbHBIM TTporpecc B yJIy4ylleHUU MPOrHo3a
IIJIS TIAIIMEHTOB, JOCTUTILIMX XOPOIIEro OTBeTa Ha Tepa-
nuio 1-i nuuun [1].

B Hacrogiee BpeMs1 YrpaBlieHUEM MO CAaHUTAPHOMY
HaI30py 3a KauyeCTBOM IUIIEBBIX MTPOAYKTOB M MEIMKa-
meHTtoB CIIA (Food and Drug Administration, FDA)
omobpeHbl 3 mpemnapata MAT 1151 JiedeHUs TallMeHTOB
¢ HB BoIicokoro pucka — guaytykcumado (ch14.18), auny-
Tykcumabo 6eta (chl14.18/CHO) u Hakcutamab (hu3F8).
Cpenn GD2 (mmcuanoraHrnno3un 2)-crneur@uueckux
MAT nuHyTyKcMMab OeTa TMOJyYMJI IIMPOKOE pacmpo-
crtpaHeHue B EBpore u nocTyneH nis npuMeHeHus B Poc-
cuiickoit Meaepaunm.

C 2024 r. nuHyTYyKCMMAab OeTa ObLT BKIIOUYEH B KIMHU-
yeckue pekomeHaauu 1o Hb, yrBepxxnennsie MuHucrep-
CTBOM 3/1paBooxpaHeHust Poccuiickoit @eneparuu [2].

JuHyTyKcuMab OeTa MpeacTaBiseT coO00M XUMepHOe
MAT IgGl, crenudpuyeckn HaleJeHHOE Ha YIJIEBOI-
Hblii ¢parMeHT GD2, KOTOpBIiI B BBICOKOM CTEIEHU
aKkcrpeccupyercs Ha kinetkax HB. IIpotuBoonyxoseBas
aKTMBHOCTb NMHYTYKCMMabOa OeTa peanu3yeTcsl 3a CYeT
CBSI3BIBAHUSI € TOBEpXHOCTHBIM GD2, 4TOo NpUBOIUT
K aKTMBAIlM{ aHTUTEI03aBUCUMOM KJIETOYHOM ITUTOTOK-
CUYHOCTH U KOMILJIEMEHT-3aBUCUMOM IIMTOTOKCUIHOCTH,
B pe3yJbTaTe 4ero MPOUCXOIUT JIM3UC OIMyXOJIEBBIX Kile-
ToK [3—7].

Junytykcumabd 6eta ogoopeH EBpomeiickoii KoMuc-
cueii B mae 2017 r. mis neyenus nauueHToB ¢ HbB rpym-
bl BBICOKOTO pHMCKa B Bo3pacTe 12 MecsleB U cTaplie,
KOTOpBIE paHee MoJydaaud MHAYKIIMOHHYI XUMHOTepa-
U0 U JOCTUIJIM, IO KpalHEN Mepe, YaCTUYHOIO OTBETa
¢ TIOCJIeyIolIeil MUeT0abJaTUBHOM Teparueil U TpaHC-
IUTaHTalMel CTBOMIOBBIX KJIeToK [3]. OH TakxKe 0m00peH
B EBpocolo3e misd MalMeHTOB ¢ pEeLMAMBUPYIOIICH WU
pedpakrepHoit Hb ¢ octarouHbiM 3a001eBaHrEM UK 63
Hero [3]. B Hacrosiee BpeMs IMHYTYKcUMab OeTa TakKe
MPUMEHSIETCS B KavyecTBE KOMITOHEHTa WIYKIIMOHHOM
tepanuu HB rpynmbl Beicokoro pucka u GD2-no3utus-
HBIX KOCTHBIX M MSITKOTKaHHBIX capKoM |8, 9]. B Poccuii-
ckoit Denepanuu mpemnapar AMHYTYKCMMaO OeTa 3ape-
rucrpupoBad 15.07.2022 (HoMep peTrHCTPaLIMOHHOTO
ynocroBepenus JITT-008352) [10].

IIpumeHeHue npenapaTa AMHYTYKCMMAa0 OeTa acColLm-
HMPOBAHO C PSIIOM HexkenateabHbIX ssBiaeHuit (HA), Bkiio-
yas 00JI€BOI1 CUHIIPOM, CUHAPOM CUCTEMHOM KaIMLIsSIp-
Hoit yreuku (CCKY) u annepruyeckue peakuuu, 4TO
TpeOyeT TIIATEeJIbHOTO MOHMTOPUHIA M CBOEBPEMEHHOTO
MPOBEACHUS CUMITTOMaTU4YeCKoi Tepanuu [3, 11].

C y4eToM BBIIICU3IIOKEHHOTO, aKTyaJbHOU 3amaveit
SIBJISIETCS pa3paboTKa peKOMeHIALMil Mo MpoduIaKTUKe
n xoppekunu HA y manmeHToB, Mojydamonnx Teparuio
IUHYTYKCMMaboMm Oeta Ha Tepputopuu Poccuiickoii
®enepaunu u B EBpasuiickux crpaHax. Takue peKOMeH-
JAallMU TOKHBI OCHOBBIBATHCSI HAa JAHHBIX KIMHUYECKUX
HCCIIeIOBaHUI 1 paHee OMyOJMKOBAaHHBIX PadoT, MOCBSI-
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IeHHBIX M3ydyeHuto HS y mammeHTOB, MoOgy4YaBIIMX
IuHYTYyKcumao oeta [3, 12—17]. [TomoOGHBIe Mephl TO3BO-
JISIT ONITUMU3UPOBATh KIMHUUECKYIO TPAKTUKY, MUHUMU-
3UpoBaTh pUcKU pa3BuTus HA 1 moBBICUTE 6€30ITaCHOCTD
Teparuu y JTaHHOI KaTeropuu OOJbHBIX.

Jns1 HamMcaHUsI pyKOBOACTBA MPOBEIEHBI CUCTeMaTH -
YECKHUI MOMCK OITyOJNKOBAaHHBIX KIMHUYECKUX UCCIIEIO-
BaHUU U PETPOCIIEKTUBHBIA aHAIN3 IIPEALIAYIINX OTYETOB
o HS y mauumeHTOB, TOJy4YaBIIMX AUMHYTYKcUMabO Oera.
B niensix BBISIBICHUSI BCeX PeIeBAaHTHBIX MCCICAOBAaHUIA,
OLIEHMBAIOIIMNX MPOoGUIb OE30MaCHOCTU TUHYTYKCMMaba
OeTa, TTOMCK oxBaThIBaJl 0a3bl JaHHBIX PubMed, Google
Scholar, Cochrane Library, eLibrary. OH ocyiiecTBIsiI-
cga B (dopMme craeaylolux 3ampocoB: “neuroblastoma”,
“dinutuximab beta”, “anti-GD2 antibody”,
“ch14.18/CHO”.

WccnenoBaHusi, moirydeHHbIe U3 0a3 MaHHBIX, OBLIU
HE3aBHUCHMO ITPOBEPEHBI M OTOOPaHbI aBTOpaMU Ha YPOB-
He 3arojioBKa/aHHOTAIINH.

Hns 3TOoro uccjiaenoBaHUS HCIOJb30BAINUCh CIELY-
IoIIMe KPUTepUM BKIIIOUCHUS: MmanueHTel ¢ HBb rpymmbl
BBICOKOTO pHUCKa W/WIM ¢ pedpaKTepHON/peliuaIuBU-
pywoueit Hb, monyyaBiime nnHyTykcnumab 6eta Ha OHOM
M3 DTAIIOB Teparuu ¢ olieHKo# pa3sutus H.

ABTOpPBI HACTOSIIIIETO PYKOBOJACTBA MMEIOT OOJIBIION
OITBIT B UCITOJIb30BAaHUY TIpernapara IMHYTyKcuMao Oera.

Bo3MozxkHbIEe cXeMbI IPUMEHEHNs TMHYTYKCMMa0a oeta

JAuHyTykcuMab OeTa SIBJISIETCS BaXKHBIM KOMITOHEH-
TOM Tepanuu naiueHToB ¢ Hb rpymmsl Beicokoro pucka,
MPOAEMOHCTPUPOBABIINM  BBICOKYIO 3 ()EKTUBHOCTD
M yJIydllleHue ToKa3aTesieil BbKUBaeMOCTU. DPPeKTUB-
HOCTb U 0€30ITaCHOCTh JMHYTyKCUMaba OeTa OlLeHEHBI
B paMKaX HECKOJbKUX KIWHUYECKUX MCCISIOBaHUI
[3, 12—15]. IMonyyeHHbIe JaHHbIE TEMOHCTPUPYIOT yBE-
JuueHue OeccoObiTuiiHOl BbhoKMBaeMoctu (BCB) Ha
20 % n obweit BerkuBacMoctu (OB) Ha 9 % [12—15].
B uyactHoctu, B wuccinemoBanuu SIOPEN HRNBLI
(2002—2017 rr.), B KOTOPOM OLIEHUBAJIOCH IIPUMEHEHUE
IUHYTYKCMaba OeTta B pexume l-1 JUHUM Teparuu,
pe3ynbTaThl BBDKMBAEMOCTU OBUIM JOCTOBEPHO BBIIIIE
B IpyIIIe MallMeHTOB, MOJIYJYaBIINX TUHYTYKCUMa0 OeTa,
0 CPaBHEHMIO C TIPYMNNOM, HE ITOJyYaBIIEH IIpenapar.
Tak, 5-netuss OB B rpynme ¢ AUHYTYyKcMMaOoM OeTa
cocraBmia 65 %, Torma Kak B KOHTPOJIBHOM TpYIIIIe 3TOT
mokasareJb 0bl1 paBeH 50 % (p < 0,0001) [14].

B xnmuHMYecKO# MpakTUKe MPUMEHSIOTCS pa3IndHbIe
pexxuMbl BBeleHHUs Tipemaparta. Hampumep, B pamkax
MNOCTKOHCOIMIALUMU Tepanust AUHYTYKCMMabom Oerta
COCTOMUT M3 5 LIMKJIOB, KaXXIbIii U3 KOTOPHIX HAYMHAETCS
Ha 36-i1 neHb. [Ipenapar BBoauTcs B mo3e 10 mr/m2/cyt
MyTeM HeIpepbIBHO MHPY3uu B TeueHue 10 cyT.

IToMmumMo MoOHOTEpanuu akTUBHO M3y4aeTcs pPOoJib
IUHYTYKCHMaOa 0eTa B KOMOMHAIIMY ¢ XUMUOTeparieBTU-
YecKUMU TIpernaparaMy y NMalueHToB ¢ pedpakTepHbIMU
u peuuauBupytomumu dopmamu Hb. Tak, B muiotHOM
ucciaegoBanuu, nmposeaeHHoOM N. Olgun et al., malMeHThI
¢ peuunuBupyolieit/pedpaxkrepHoit Hb (#n = 19) momyua-
JI KOMOMHAaIMIo MpuHOoTeKaHa (50 Mr/m?/CyT BHyTpUBEH -
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Ho, nuu 0—4), remo3onomuna (100 Mr/m2/cyT repopajib-
Ho, nHu 0—4) u auHytyKcumaba Gera (10 mr/m2/cyr,
nHu 1—10). B pe3ynbrare ObL1a JOCTUTHYTA 4YaCTOTa 00b-
ekTuBHOro orBeTa (Y0O0) B63 % (12/19), BKi1to4ast 6 1moJi-
HbIX (ITO) 1 6 yactuunbix (YO) oTBeToB [18].

B 2023 . A. Wieczorek et al. ory0oJIMKoBalIu pe3yib-
TaThl Teparuu MalMeHTOB C peLIUANBUPYIOIIEi/pedpak-
tepHoit Hb (n = 25), moay4yuBIIMX XMMUOMMMYHOTEpa-
10 UpUHOTeKaHOM 50 Mr/m2/CcyT BHYTPUBEHHO (JIHU
1-5), temozonomuaoM 100 Mr/m2/cyT nepopajibHO (MIu
BHYTpb) (aHuU 1—5), nuHyTyKcuMaboMm Geta 10 mr/m2/cyT
BHyTpuBeHHO (1HU 2—6). YOO cocraBuna 63 % (16/25),
n3 Hux 8 [TO u 8 HO. BaxxHo oTMeTuTh, uTo 3-71eTHsIst OB
U BBDKMBAEMOCTD 0€e3 Imporpeccuu coctaBuin 36 % u 35 %
COOTBETCTBEHHO [19].

B 2019 1. mpencTaBiaeHbl faHHBIC IO MCITOJIb30BAaHUIO
IUHYTYKcMMaba Oera Tocjie TraruIOMJIeHTUYHOM TpaHC-
IUIAHTALlMM CTBOJIOBBIX KJIETOK Yy JeTeil ¢ peLMIuBU-
pytoiieit Hb. Tpexnerusa OB u BCB cocraBwm 58 %
u 45 % coorBeTcTBeHHO [20].

B uccaenosanum T.B. IllamaHckoif 1 coaBT. (n = 5)
JUHYTyKCHMMa0 OeTa MCIIOJIb30BajICs HAa MHAYKIMOHHOM
JTare Tepanuy y NepBUYHbIX nanueHToB ¢ HB rpymmbl
BBICOKOTO pUCKa B KOMOMHAILIMK cO cxeMaMu N5 (BUH-
KpUCTUH 1,5 Mr/m2/cyT BHYTpUMBEHHO 3a 1 4 B JeHb 1;
uuciuiatud 40 Mr/m2/cyT BHYTPUMBEHHO HENPEPhIB-
Hoii uHGy3ueir B nuu 1—4; sromoszun 100 mr/m2/cyr
BHYTPUBEHHO HEIIpepbIBHON wuHGY3ueid B gHU 1—4)
u N6 (BUHKpUCTUH 1,5 Mr/mM?/CyT BHYTpUBEHHO 3a
1uBnnu 1 u 8; nakap6aszun 200 Mr/mM2/cyT BHyTPUBEHHO 32
1 u B gau 1-5; udochamun 1500 Mr/m2/cyT BHyTPUBEHHO
3a 23 u B nHu 1-5; mokcopyouuuH 30 mr/m?/cyT BHY-
TPUBEHHO 3a 4 4 B 1HU 6—7). JIuHyTyKCMMab OeTa B 103€
10 Mr/mM2/CyT BBOAWIICS HEIIPEPbIBHOM MH(MY3Meil B TeUe-
HUe 5 cyT, HaunHas ¢ 5-1o Hg B Kypce N5 1 ¢ 6-ro gHs
B kypce N6. YOO cocrasuma 60 % (3/5) [8].

Jlaumeavnocmo 66edenuss ounymykcumao oema

N. Siebert et al. B8 2016 . npoaHanusupoBain ¢ap-
MaKOKMHETUKY U (apMaKOAMHAMUKY UIMTEIbHOMI
uHPY3UM OUHYTYyKcuMaba Oera 100 mMr/m> B TeuyeHue
10 cyT ¥ MPOAEMOHCTPUPOBAJIM, YTO OHA CIIOCOOCTBYET
He TOJbKO Oosiee 3(PHEKTUBHON MMMYHOMOMYISIIAM,
HO Y CHIMXAeT PUCK pa3BUTUs 0O0JIEBOIO CUHApPOMA
[21, 22]. B pmanpHeitmem paboueit rpynmoit SIOPEN
MPOJEMOHCTPUPOBAHO, 4YTO BBEICHME IUHYTyKCHMaba
6era u3 pacuera 100 mr/m? B Tedenue 10 cyt mo cpas-
HEHUIO C OUHYTyKcuMabom Oera u3 pacuyeta 100 mr/m?
B TeyeHue 5 ¢yt umeno aydinve npodunbs HA 1 nepeno-
cumocTh. Hanbonee pacnpocrpanennsie HA 11I/1V cre-
nexnu cornmacHo Common Terminology Criteria for Adverse
Events Version (CTCAE), onucaHHbIe B UCCIEIOBAaHMSIX
SIOPEN, Bkmoyanu O00JI€BOM CUHAPOM, JIMXOPAIKY,
peaklMu TUIepyyBcTBUTEIbHOCTH/auiepruto, CCKY,
JIapeIo U MOBBIIICHNE YPOBHSI IEYEHOYHBIX (hePMEHTOB.
Bce onu HabO0maIMCh y NALIMEHTOB, TTOTYYaBIIUX JTIO0YIO
cXeMy JIeueHMsI, HO yacToTa HekoTopbix HSl, Takux kak
00JIeBOII CUHIPOM, peaklys TUIIePUYyBCTBUTEIbHOCTU
Y TUIIOTOHMUSI, ObUIa 3HAYMUTEIbHO HMXKE IIPU BBEICHUU
IUHyTYyKcuMaba 6eta B TeueHue 10 oqueii [12, 13].
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Cnoco6bt 6éedenus ounymykcumaba bema

Bo3MOXHBI HECKOJIBKO CITOCOO0B BBeaeHUs [8, 12,
13, 15]:

1. HemnpepoiBHast nHbpy3usa B TeyeHue 5 (Ha dTame
vHaykuu) uan 10 (Ha aTamne MoCcTKOHCOIUIAIMS) THEei
B 103e 10 Mr/m?/cyT.

2. ExxenneBHast uH(py3us B 103¢ 20 Mr/M? JJIMTEIbHO-
CTBIO 8 U Kax/asi B TCUeHUE 5 THEil.

B uensgx npopunakTuku 00JeBOTO CUHAPOMA TIperna-
paT IpearoYTUTEIbHEee BBOAUTH HENPEPbIBHON MHOY3U-
ei.

Jlozoebtil pexcum ounymyxcumaba 6ema y demeil ¢ mac-
coii meaa menee 12 ke

Hetsam ¢ Maccoii Tea oT 5 1o 12 Kr peKOMeHOyeT-
csa mosupoBka 0,33 Mr/Kr/cyt, obimas mo3a Ha IIUKI —
3,3 mr/kr. st mereid BecoM 10 5 KT JO3MPOBKA COCTaB-
qset 0,22 Mr/Kr/neHb, obIas 103a Ha MUK — 2,2 MT/KT
[12, 13, 15].

Cnocob6 npumenenus ounymyxcumaba bema

HuuyTtykcumab O6eTa BBOAUTCS BHYTpuBeHHO. Ilepen
BBEICHUEM DPEKOMEHIYeTCs YCTAaHOBUTDH IAIIMEHTY IICH-
TpaibHBIN BeHO3HBIN Katetep (LIBK), nmpeamoururensHo
IBYXIIPOCBETHBIN. B ciyyae HEBO3MOXHOCTH €ro ycra-
HOBKU IIPU TI€PBOM ITPUMEHEHUU TUHYTYKCUMaba 6eTa 10
Hayvaja MHQY3U peKOMEHIOBAaHO 00eCIIeunTh MaleHTa
nepudepruIecKuM JOCTYIIOM JISI TIPOBEACHMSI CUMIITO-
MaTHUUYeCKON Tepanuu B cliydae pas3BUTUS ocTpbix HSL
[15, 16].

Bzaumodeiicmeue ounymyxcumaba bema c Opyeumu
ACKAPCMBEHHBIMU CPeOCmeamu

IIpu ucnonb3oBaHUM OMHYTYKcHMMaba Oera cleayeT
n30eraTb OMHOBPEMEHHOI'O MCITOJIb30BaHUS CJICAYIOIINX
npenapatos [3, 15, 16]:

1. I'moxokoptuxkocrepounsl (I'KC). Bo Bpems Tepa-
UM JUHYTYKCUMaboM OeTa He pPEeKOMEHIYeTCsl IpumMe-
Henue 'KC 3a 2 Hen 10 mepBoOil J03bI B MEPBOM LIMKIIE
U B TeueHue 1 Hel mocie mocaenHeil 1036l B MPeabIIyIeM
LIMKJIE, 32 UCKITIOYEHUEM COCTOSTHUI, YTPOKAIOIINX KU3HMU.

2. Bakuunauwus. B nepuon 1eyeHust IMHYTYKCMMaOOM
6eta 1 B TeueHue 10 Hel mocie 3aBepIIeHUs TTOCIETHETO
Kypca Tepanuu ciaeayeT u3beraTb BaKLIIMHALMU. DTO CBSI-
3aHO ¢ UMMYHOCTUMYJIMPYIOLIMM IE€WCTBUEM IUHYTYKCH -
Maba 0eTa ¥ MOTeHIMATIbHBIM PUCKOM Pa3BUTHUS PEAKUX
HEBPOJIOTUYECKUX OCIOKHEHUIA.

3. ®dypocemun (Mad OUYPETUKH). Y MALKUEHTOB
C TOBBIIICHHON IPOHUIIAEMOCTBIO KaIWLISIPOB CYIIe-
CTBYET BBICOKMIT PUCK Pa3BUTHS TMITIOTEH3UM MPU OTHO-
BPEMEHHOM MPUMEHEHUU (HypoceMMIa WiIN IPYTUX AUY-
PETUKOB.

4. AnbOyMMH. Y MaliMeHTOB C TOBBIIIEHHONW TTPOHU-
1IaeMOCTBIO KaIlWLISIPOB BBEACHHE albOyMHMHA MOXKET
CITOCOOCTBOBATH BHIXOIY KUAKOCTHU U3 COCYIUCTOIO pycia
B MHTEPCTULIMATIBLHOE U AJIbBEOJIIPHOE ITPOCTPAHCTBO. DTO
CBSI3aHO C TeM, YTO MPHU CUHAPOME IMOBBIIIICHHOMN KaIluI-
JIIPHOM TPOHMILIAEMOCTHU ajlbOYMUH, HapsIay C IJIa3MOM,
BBIXOIUT B TKaHU, YTO YBEJIMYMBAET OHKOTUYECKOE daB-
JIeHHEe B MHTEPCTUIIMU U YCYTYOJsIeT OTeK. B jerkux aro
MOXET MPUBECTU K HAKOILJICHUIO KUIKOCTH B aJIbBEOJIAX,
HapyIIeHWIO Ta3000MeHa U Pa3BUTUIO OCTPOIO pecrupa-



m POCCUIACKNIA XXYPHAT

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

TOPHOIO IMCTPECC-CUHAPOMA WU APYrux (hopM Jierou-
HOW HEJIOCTATOYHOCTHU.

5. BHYTpUBEHHBI UMMYyHOIJIOOYIMH. OTHOBpEeMEH-
HO€ NIPUMEHEeHNE BHYTPUBEHHBIX UMMYHOTIJIOOYJIMHOB HE
pEeKOMeHJIyeTCsl, TaK KaK OHU MOTYT CHIKATh 3((PeKTUB-
HOCTb KJIETOYHOHN LIMTOTOKCUYHOCTHU, OIOCPEIOBAHHON
JIUHYTYKCMMaOoMm Oera.

Ilpucomoeaenue pacmeopa ounymyxcumaba bema

Junytykcumab OGerta pasBomaTr B 0.9 % pacrBo-
pe HaTtpusl XJopuma M ajbOymuHe. PacTBop MOXHO
TOTOBUTH €XEAHEBHO UISI MH(Y3UM WIM TPUTOTOBUTH
pacTBOp B 00beMe, JOCTaTOYHOM Ha 5 mHeit. Konunue-
CTBO pacTBOpa IJis €XEIHEBHOW MH(QY3MU COCTaBISIET
48 mn, nist 5-nHeBHOM 10361 — 240 MJI, CKOPOCTb MUH(PY3UK
JIOJKHA COCTaBIATh 2—2,1 Mii/4. PacTBop AuHyTyKCHUMa-
0a OeTta BBOAMTCS C ITOMOIIBIO MUKPOCTPYMHOI TTOMITBHI
win uHby3omara/mepdysopa. B ciaydae mcmnonb3oBaHuUsS
WH(GY3MOHHBIX CUCTEM HEOOXOAMMO Halndue (UILTPOB
¢ pazmepoM 1op 0,22 MUKpoMeTpa. Xumudeckas v pusu-
yeckass CTaOMJIbHOCTh IIPU MCIIOJb30BAaHUM pa3BEICH-
HOTO TIpenapaTa COXpaHsIoTcs 10 48 4 Tipu TeMIieparype
25 °C (B 50 mut mmpuiie) U 1o 7 mHEW MpU TeMIiepaType
37 °C (B 250 Ma1 nH(pY3MOHHOM TIaKeTe) Ioce KyMyJis-
TUBHOTO XpaHeHUsT npu Temrieparype 2—8 °C B TeueHUE
72 4. Ecu HeMenJIeHHOTO TPUMEHEHMS T10C/Ie BCKPBITHS
¢1akoHa He TOCIe0BaI0, CPOK XPaHEHUS pa3BeICHHOTO
nperapara He TOJKeH MPeBbIIIaTh 24 4 TIpu TeMIiepatype
2—-8°C [15, 16].

[MpunpuMeHeHUU AMHYTYKCMMaba 6eta B 03¢ 20 Mr/m>
B TeyeHMe 5 aHeir mpemapart pasogar B 100 ma 0,9 %
pacTBopa HaTpusi xjopuna. PacTBop ciemyeT roroBUTb
€XeTHEBHO HEITOCPEACTBEHHO IIepeil MCITOJIb30BaHUEM.
BBeneHue ocyiecTBIsIeTCS CO CKOPOCThIO OKOJIO 13 M1/,
4yTO obecrneuynBaeT UHQY3UIo B TeueHue 8 4 [15].

Ileped nauaaom raxcoozo Kypca aevenus Heoo6xooumo
oueHueamov Hucecaedyrouiie KAUHUYECKUe Napamvempol.
B cayuae necoomeemcmeus napamempos ycmanoe.1eHHbLM
Kpumepusam aevenue 0mraaovleaemcss 00 60CCMAaAHO8ACHUS
YKazauuolx 3navenui [3, 15, 16]:

1. ITynbcokcumerpust > 94 % nipu KOMHATHOM TeMIIe-
paType.

2. AnexBaTHasl (PYHKIIMSI KOCTHOT'O MO3ra: aOCOJIIOT-
HO€ KOJIMYeCTBO HelTpoduiaoB > 500/MKI, KOIUIECTBO
TpoMborutoB > 20 000/MKJI, ypOBeHb TIe€MOIJIOOMHA
> 8,0 r/nn.

3. AnexkBaTHast  (QyHKUMS  TI€UEHU: YpPOBEHb
aJaHMHaMUHOTpaHCcdepa3bl U acrapTaTaMHMHOTPaHC-
depasbl He TOKEH IMpeBBINIaTh < 5 pa3 BBIIIE BEPXHEM
rpaHuisl Hopmsl (BI'H).

4. AnexBaTHas (PYHKLMS TOYEK: KJIMpPEHC KpeaTu-
HUHA WA CKOPOCTh KIIyooukoBoil ¢uibrpanun (CKdD)
> 60 ma/mMun/1,73 M2

IIpu ucnonb3oBaHUM AUHYTYKCMMaba OeTa B KOM-
OMHALMKU ¢ XMMMUOTEpaIueil y MallMeHTOB ¢ PEeIUINBOM
3aboeBaHUsl TpeOyeTcsl TOATBEpKACHUE aleKBaTHOTO
(YHKIIMOHUPOBAHUS KOCTHOTO MO3Ta.

Y nauyuenmoeé co 3nauumviMu uHmMeEpPKyppeHmMHbIMU
3a601e6anuAMU He0OX00UMO OMCPOHUMb HAHAAO AeHeHUs.
U nepecmMompems 603MOICHOCHb e20 nposedenus [3, 15, 16]:
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1. IMauueHThl ¢ aKTUBHBIMU MH(MEKIIMOHHBIMU TIPO-
1eccaMu.

2. IMauueHThl ¢ KIMHWYECKU 3HAYMMBIM ILIEBpajb-
HBIM BBIITIOTOM, COIIPOBOXKIAIOIINMCS KIMHUYSCKUMU
CUMITTOMAaMH.

3. [TaleHTHI ¢ IPOSIBIEHUSIMU 3aCTOMHOI cepIedyHOoml
HEIOCTaTOYHOCTH WJIM HEKOHTPOJIUPYEeMbIMU HapyIlIeHU -
SIMM CepICYHOTO pUTMa.

4. TlauueHTHl ¢ BBIPAXXEHHBIMU TICUXMYECKUMU pac-
CTPOICTBAMM WJIM HEKOHTPOJIMPYEMBIMU CYIOPOXHBIMU
COCTOSTHUSIMU.

5. [MaumMeHTHI ¢ KIMHUYECKU 3HAYMMbIMU HEBPOJIOTH-
YEeCKMMM PacCTPOMCTBAMU MU 00BEKTUBHOM nepudepu-
yeckoit HelipomaTueii (ctereHu > 1I).

6. INammeHThI, KOTOPHIM TPeOYIOTCS WU, BEPOSITHO,
MOTYT IIOTPEOOBAThCS KOPTUKOCTEPOUABI WU IPYrHe
MMMYHOCYIIPECCUBHBIC ITperapaThl.

Monumopune 6o epems 66edenuss ounymyxcumaba bema
u npaxmuyeckue acnexkmot [3, 15, 16]:

1. MHHbysun nuHyTyKcuMaba OeTa IOJIKHBI OCY-
mecTBIAThCs uepe3 LIBK.

2. CompoBoauTesibHasl Teparnus JJisi BHYTPUBEHHOTO
BBEICHUS TOKHA MIPOBOAUTHCS Yepe3 OTACIbHBIM KaHa
KareTepa, €Cld 3TO BO3MOXKHO B CIyJyae HaaW4us ABYX-
WJIM TPEXIIPOCBETHOTO KaTeTepa.

3. Eciu B HAaMM4mMm nMeeTcst TOJIbKO OHOIPOCBETHBIN
Karetep, MH(Y3MOHHASI JUHUS C TUHYTYKCMMaboM OeTa
JokHa ObITh ToakmoyeHa K LIBK oueHb 0J1M3KO0 K TOUKe
BXOJIa KaTeTepa.

4. Bo BpeMs1 nH(]Y3UM AUHYTYKCHMMaba OeTa 3a maiy-
€HTaMU JIOJDKHO  OCYIIECTBIISITbCS  TOIOJTHUTEIBHOE
HaOoaeHueE:

- TIOCTOSTHHASI TTYJIbCOKCUMETPUS

- U3MepeHue apTepuanbHoro nasiaeHus (AJl) Kaxnbie
30 MuH B TeueHure 4 4 ¢ MOMEHTa Havyaya UH(Y3UU U 3aTeM
Kaxuibie 60 MUH;

- U3MepeHue Macchl Teja 2 pa3a B JeHb, UTOObI OOHA-
PYXUTh paHHHUE MPU3HAKU TOBBIIIEHHON MPOHUIIAEMO-
CTU KaIlWLISIPOB.

HS na ¢doHe mHOy3uM TuHYTyKcuMaba Oeta Tipen-
craBiieHbl BTab. 1 [3, 15], oHU olleHMBAIOTCS 110 5-11 Bep-
cuu CTCAE [23].

Tabmuuna 1. Haubonee pacnpocmpanennvie HS na ¢one ungysuu
duHymykcumaba b6ema
Table 1. Most common adverse effects with dinutuximab beta

HA %
Adverse effects °

DebpunureT 38
Fever

BOJ_IeBoﬁ CUHIIPOM 77
Pain

Aﬂnepran:g(.m peaxkuuu 741
Hypersensitivity ’
PBora

Vomiting 90
A 51
Diarrhea

CCI_(Y 40
Capillary leak syndrome

Tunorensus

Hypotension A

lMpakTu4eckue BONPOCLI AETCKON OHKONOruu-remaronoruu // Practical questions of pediatric oncology-hematology
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IIpodunakTuka W JiedeHHe HeiponaTHIecKoii 0o
[15, 16, 24]

BBenenue nuHyTykcruMaba 6eta CoOnpsizkeHO C pUCKOM
pa3BUTHS AJUIOAUHUU U HeiiporaTudeckoii 6onu. Heiipo-
maTudeckasi 00Jb MOXET BO3HUKHYTh M3-3a aKTUBAIIUKU
IUHYTYKcMMaOoM OeTa Kackaaa KOMITJIEMEHTa B riepude-
PUUYECKMX CEHCOPHBIX HEPBHBIX BOJIOKHAX, 9KCIIPECCUPY-
fommx GD2 [25], mockonbky GD2 skcnpeccupyercst He
TOJIbKO B KJ1eTKax HB, HO 1 B 3M0pOBBIX HEPBHBIX KJIETKAX
LIEHTPaJIbHOM U nepudepuIecKoil HEPBHOM cUCTEMBI [26].
Bosb yarie Bcero BO3HUKAET B XKMBOTE, KOHEYHOCTSIX, CITU -
He, TPyIHOM KJIeTKe WIM cycTaBax (apTpairus) [3].

Heitiporatuueckass 00Jb SIBJASETCSI pacIpoOCTpaHEH-
HBIM IMOOOYHBIM 3 (HEKTOM, 0COOEHHO B MEPBOM LIMKIIE
Tepanuu. g TpodUIaKTUKM PEKOMEHIYETCS IpeMe-
IUKalMs TabareHTMHOM 3a 3 IHSA O0 WHADY3UM JUHY-
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Tykcumaba 6era (10 Mr/Kr/cyT oqHOKpaTHO B 3-ii IeHb,
2 pa3a/cyT Bo 2-ii AieHb, 3 pa3za/cyT B 1-ii IeHb U B THU BBe-
JIEHUST IMHYTyKCcMaba 6eTa). MakcuMabHasi OMHOKpaTHAast
no3a rabanenTuHa — 300 mr OTMmeHa rabGareHTHHA OCY-
LIECTBIISICTCS IIOCTEIIEHHO MOCIe 3aBepILICHUS MH(DY3UU.

B nepBbIX LIMKIaX TakKe 1eaecoodpa3Ha mpeMearKa-
st MopuHoM. Ctpaternst 00e3001MBaHUSI ITPeICTaBIIe-
Ha B Ta0. 2.

Takum o6paszom, B 3aBucumMocty ot HS npenpiayiero
LMKJIa J103a MOp(hUHA MOXET OBITh CHMXKEHA B CJIEIYIO-
IIMX IMKJIaX, B HEKOTOPBIX CIyJasix MOXKHO MCITOJIb30BaTh
nepopanbHbIii MOpPUH WM oboitTuch 0e3 Hero. [lpen-
BaputenbHass uHOy3us mopduna (0,02—0,05 mr/kr/q,
ontumaiabHo 0,03 Mr/Kr/4) IpoBOAMTCS 3a 2 4 10 Havaja
nHpY3UU JUHYTYyKCcMaba 6eta. B 3aBucumMoctu ot 6oJie-
BBIX OILIYIIEHUI TMallMeHTa BO3MOXHA OTMEeHa MopduHa

Tabmuua 2. Pekomerdayuu no npoguaakmure/nevenuro 601e6020 cunopoma y nayuenmos ¢ Hb, noayuarowux mepanuro ounymykcumabom bema

Table 2. Recommendations for the management of pain associated with dinutuximab beta treatment in patients with neuroblastoma

JlekapcTBo Pexomennannu
Drug Management recommendation

IMpeMenukanus: nepesa BBeACHUEM AMHYTYKcHMMaba 6eTa (3a 2 4 10 nH(Y31K1) HayaTh HEMPEPbIBHYIO BHYTPUBEHHYIO MH(DY3UIO
mopdwuHa (0,03 mr/kr/4) wim BBect 60:10¢ (0,03—0,06 MI/Kr) ¢ BO3MOKHOCTBIO YBeJTUUeHUsT 1036l 110 0,1 Mr/Kr
Premedication: prior to dinutuximab beta (2 h before infusion), start a continuous intravenous morphine infusion (0.03 mg/kg/h) or
administer bolus (0.03—0.06 mg/kg) with the possibility of increasing the dose up to 0.1 mg/kg

BHyTpuBeHHbII
MOpGhUH
Intravenous
morphine
Henb/day 1

OpnHOBpeMeHHO ¢ MH(Y3Uel TMHYTYKcMMaba 6eta: BHyTpuBeHHast MHOY3us MopduHa B 1o3e 0,03 Mr/Kr/4. DTy 103y MOKHO
YMEHBIIUTb C TIEPBOTO THS B 3aBUCUMOCTHU OT TIEPEHOCUMOCTHU
Concomitantly to dinutuximab beta infusion: intravenous morphine infusion at 0.03 mg/kg/h. This dose can be reduced from the first
day depending on tolerance
[pu XOpo1110 KOHTPOIMPYEMOI GO PEKOMEH/IYETCsI paHHEe CHUXEHME 103bI MOp(dUHA, a TAKKe Mepexo/l Ha epOpaIbHBII
MOp(MUH KaK MOXHO CKOpee, ¢ TIOCTETIEHHBIM CHUKEHUEM CKOPOCTH MH(MY3UU BILIOTH 10 €€ TIPEKPaIIeHUs

If well-controlled pain: early morphine reduction is recommended as well as oral morphine as soon as possible, with a progressive
decrease in the rate of infusion until its suspension
JleHb +2: HenpepbIBHAs BHYTpUBEHHas1 MHGY31st MopdrHa co ckopocTbio 0,02 mr/Kr/4

Huu/days 2—10*

Day +2: continous intravenous morphine infusion at a rate of 0.02 mg/kg/h
HeHb +3: HenpepbIBHAsE BHYTpUBEeHHast UHDY3ust MopduHa co ckopocTthbio 0,01 Mr/kr/4

Day +3: continous intravenous morphine infusion at a rate of 0.01 mg/kg/h
JIeHb +4: HenpepblBHAsi BHYTpUMBEeHHas1 MHGY3ust MopduHa co ckopocTbio 0,005 mr/Kr/4
Day +4: continous intravenous morphine infusion at a rate of 0.005 mg/kg/h
JeHb +5: npeKkpaTUTh BHYTPUBEHHOE BBEIEHUE MOP(UHA U MePeiTH Ha NepopasibHbI MOPMUH WK TIACTHIPU C (heHTaHUIOM
Day +5: discontinue intravenous morphine and switch to oral morphine or fentanyl patches

Ho3za ot 0,2 10 0,4 Mr/KT Kaxsie 4—6 4, moaoupaeTcss UHIANBUIYATbHO [UTS KasKIOTO MallieHTa

TlepopabHbIit
MopbuH
Oral morphine

B 3aBUCHMOCTH OT €r0 COCTOSTHUS
Dose between 0.2 and 0.4 mg/kg, every 4—6 h, to be adapted to each patient according to evolution
IMepexon Ha MiepopasibHBI MOPGUH B 3aBUCMOCTH OT BHYTPMBEHHOI O3Bl U MMOCTETNIEHHOE CHUKEHUE BILIOTH 10 OTMEHbI

Conversion to oral morphine, depending on the intravenous dose being administered, and progressively decrease until withdrawal

BBoauTh mapaiieTamMolt 1o pacnucaHuio B TeueHue Beeil nHdy3uu. [1pu HeooxonumocTu (00U B XKUBOTE, JTUXOpAKa U T. 11.)

cJeayeT Ha3HavyaTh METaMU30J1 HaTpusl, UOynpodeH WK Apyrue npenapaTbl B COOTBETCTBUU C OOBbIYHOM MpakTKoi LleHTpa

If necessary (abdominal pain, fever, etc.), metamizole sodium, ibuprofen or other drugs should be prescribed in accordance with the
usual practice of the Center

B ciyuae criazmatnyeckux 6oJieii B XKUBOTE MM BUCLIEPATbHBIX O0JIeH MPEANOYTUTETbHBIM CPEICTBOM JICYCHUS SIBIISIETCS
METaMH30JT HaTPUSI U3-3a €TO CMa3MOJIMTUIECKOTO 3hdekTa
In the case of abdominal cramping pain or visceral pain, the treatment of choice is metamizole sodium for its antispasmolytic effect

B ciyuyae BbICOKOIi TeMIIepaTypbl pACCMOTPUTE BBEACHKME MHIOMETAlHA, U30eraiiTe ero y malueHTOB Maiie 2 JeT

HeonuounnHobie
AQHAJIbIeTUKU
Non-opioid
analgesics

In case of high fever, consider indomethacin administration, avoid in patients under 2 years of age
Pexomerndyemoie 003b1
Recommended doses
mapaneramoit: 10—15 mMr/kr/6 4 nepopaibHo, 15 mr/kr/6 4 (7,5 mr/kr/6 4 mist nauneHToB < 10 KT) BHyTPUBEHHO

paracetamol: 10— 15 mg/kg/6 h orally, 15 mg/kg/6 h (7.5 mg/kg/6 h for patients < 10 kg) intravenously
ubymnpodeH: 7 Mr/Kr epopaibHO Kax/ibie 6—8 1
ibuprofen: 7 mg/kg orally, every 6—8 h
MeTaMu30J1 HaTpust: 12,5 Mr/Kr mepopaibHo, 20 MT/KT BHYTPUBEHHO, 103l MOTYT OBITH yBeTMUYeHBI 10 40 MI/KT,
B 3aBHCUMOCTH OT XapaKTePUCTHK MalleHTa
metamizole sodium: 12.5 mg/kg orally, 20 mg/kg intravenously, and doses can be increased up to 40 mg/kg according to patient

characteristics

uHpomeTauH: 0,5 Mr/Kr/6 4 iepopaibHO
indomethacin: 0.5 mg/kg/6 h orally
|

IIpumevanue. * — sma pekomendayus nO CHUNCEHUIO 003bl MOPHUHA NPUMEHUMA K Nepeomy UUKAY. JNs nocaedyiouux UuKka08 ee MOJCHO a0anmupoeams 6 coomeemcmeuu

¢ hompebHocmamu hay, U K

KOUL CUMY

Note. * — this morphine dose reduction recommendation applies to the first cycle. For subsequent cycles, it can be adapted according to the patient’s needs and the clinical situation.
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B TEUEHME 5 THEM MyTeM MOCTENIEHHOTO CHUXEHMSI 103bI
(Hampumep, ot 0,03 mr/kr/4 no 0,005 mr/kr/4).

IIpu HEeoOXOOUMOCTU TOCTe OTMEHBI BHYTPUBEHHO-
ro MopduHa MnokasaH IepopajbHbIN cyJlbpaT MophUHa
(0,2—0,4 mr/xr kaxnbie 4—6 4) Wi BO30OHOBICHUE BHY-
TPUBEHHOTO BBeJeHUS. B ciyyae ymepeHHOI 6011 BO3-
MOXHO Ha3HaueHUe MepopabHOrO WIM BHYTPUBEHHOTO
TpamazoJa.

Mmuenue aemopos. Heobxooumo cmpemumoscs omme-
HUmMb MOPQUH KAK MOJICHO DaHbvlie, 8 3A8UCUMOCU Om
uHousudyarvHol cumyauuu. Bozmoscna caedyrowas cxema
86e0eHUsI MOPPUHA 80 8peMsl 2-20 U NOCACOVIOUUX UUKA0B:
mopghun 6 doze 0,02 me/Ke/u HayuHarom 6800ums 3a 2 4 9o
Hauasa un@ysuu JuHymykcumaodba bema; 6 nocaedyrouiem
npu omcymcmeuu 001e6020 CUHOpOMAa 6 meyenue 8 4 Ha
gone unghysuu dunymykcumadba bema MONCHO COKPAMumo
ckopocms egedenus mopguna Ha 50 % (0,01 me/xe/v), ecau
yepes 2—3 u 604e60il cuHOPOM HA POHe UHPY3UU OUHYMYK -
cumaba bema He 80300HOBUACS, PeKOMeHOYemcs 0ONOAHU-
MeAbHO COKPamums CKOPOCMb 88edeHuss MOpuHa euje Ha
50 % (0,005 me/xe/v), u ecau 6 meuenue 2—3 u omcym-
cmeyem 601e60i CUHOPOM, caedyem NOAHOCHbI) OMMEHUMb
MOpQhuH.

B ciyuae, eciiv HecMOTps Ha TIPOBeIeHUE aJIeKBaTHOM
00e300MBalolIeil Tepanuu OOJIb COXpaHSIETCs, CIASAyeT
paccMOTpeTh OIMI0 MpepbiBaHUsS WHOY3UM aHTUTeNIa
Ha 30 MMH ¢ MoOCJIeayoluM Bo300HOBIeHEM ¢ 50 %
peyKIIMei 103kl BBEICHUSI C TMOCTENIEHHBIM YBEJIUYECHM-
eM ckopoctu 10 100 %. HenepeHocumasi, pedpakrepHast
U/WIK He MOAAIOIIAsICs JICYSHUIO 00JIb, HECMOTpPSI Ha
HeTpepbIBHYIO NHQY3UI0 MOpGhUHA, SIBASIETCS MOKa3aHU-
€M K IpeKpalleHUIO JeYeHUSI TMHYTYKCUMaooM OeTa.

INepen HavagoM Tepanuu MOP(PUHOM PEKOMEHIYETCS
BBeJIeHUE OHOM 103kl oHnaHceTpoHa (0,15 Mr/kr) u ome-
mpasosna (1 Mr/kr/cyr).

[1pu xoporieit IepeHOCUMOCTH U OTCYTCTBUU OOJIEBO-
ro cuHapoMa 3—5-i Kypc UMMYHOTeparuy MOXHO TIpO-
BOJIUTH 0e3 MopdUHa.

IIpodunakTuka ajepruyeckoii peakuum [15, 16, 24|

Annepruyeckre peakuMuM Ha AUHYTYKCMMaO Oerta
yalile IpOSIBJISIOTCS B Hadyajle Kypca Teparuu, 4TO CBSI-
3bIBAIOT C UMMYHOTOKCHMYECKMM Bo3aeiictBuem MAT [27].
[nepuyBCTBUTEILHOCTh BapbUpYyeTCs OT CIa0bIX KOX-
HBIX MPOSIBJICHUI 1O YMEPEHHOM TMIOTOHUU WJIM TaKMX
Cepbe3HBIX COCTOSTHUI, KaK OpoHXocrna3M M aHaduIak-
tnyeckuit mok [28]. [IpeBeHTUBHOE MpUMEHEHUE aHTH-
FMCTAMUHHBIX IIPeIapaToB, HanpuMep AMGEeHTUApaMIHA
WIM LIeTUPU3MHA, BHYTPUBEHHO 3a 20 MUH 10 MHQPY3UU
SIBJISIETCS 00si3aTeNbHBIM. [Ipy HEOOXOAMMOCTU 03y
MMOBTOPSIOT Kaxabie 4—6 4.

HeoGxoauM cTpOruii MOHUTOPMHI IalIMEHTOB Ha
npeaMer aHapuiIakCMu U ajuUIepruu, OCOOCHHO B Tede-
HUE TEpBBIX 2 LMKIOB Tepanuu. AHaduiakTU4yecKue
peakiiuy, BKJIIOYass OpOHXOCHa3M, MOIYT BO3HMKATb
BCKOpe Iocie Havana uH@y3umn. [Ipm OpoHxocmaszMme
MMOKa3aHbl HWHTASIUMU Hepa30aBJICHHOTO aapeHaInHa
(1:1000, 1 mr/mm) Kaxxapie 2—4 4.
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Ipu peakumsax I-II cremenn uHPY3UIO TpUOCTa-
HaBJIMBAIOT M MPOBOISAT CUMIITOMATUYECKYIO Teparuio
C BO3MOXHBIM BO300OHOBJICHUEM BBEICHUS ITUHYTYKCH-
Maba Oerta mocie crabuimuzauuu coctostHus. CKOpocTb
VHQPY3UU KOpPEeKTUpYeTCcsT MHANBUAyanbHO. [1pu peak-
musx > II1 crenenn nHdy3MI0 peKpanialoT HeMeIIeHHO
¥ MIPOBOISAT CUMIITOMAaTUYECKYIO TEPAITMIO C BOZMOXHBIM
BO300HOBJIEHNEM B CJICAYIOIINX LIMKJIaX. TsoKeble, yrpo-
xkarporue Xu3Hu peakuuu (III-IV cremenu) tpedyror
HEMeIJICHHOM OTMEHBI TMHYTYKCHMMaba OeTa M IpeKpa-
LLIeHUsI JJIeUeHUs JaHHBIM IpernapaTtoM. [1pu 6poHxocmas-
me BBoautcs 0,1 % pacTBop ajpeHalMHa TMAPOXJIOPUIA
0,01 Mr/Kr BHYTPMMBIIIEYHO WJIM TTonkoxHo. [Tpu kpaii-
HE TSDKEJbIX CUTYalMsIX He MCKIII0YaeTCcs BBeIEeHUE KOp-
TUKOCTEPOUAOB (METWINpPeaHn30J0H 1—2 wmr/kr). [lpu
9TOM OOJIbHOM OKeH HaXOAUTHCS B OTACICHUM MHTCH-
CUBHOMU Tepalivu.

IIpoduiaakTuka GedpuinTeTa W KOHTPOJbL 00JIEBOrO
cuHapoma [15, 16]

K onnum 13 Hanbonee yacto Bctpevatommxcs HA mpu
JICUEHUU JUHYTYKCMMaOOM OeTa OTHOCUTCS (PeOPUITUTET,
Haboaaolmiics 6ojee yeM y 88 % malMeHToB, IoJIyda-
IOIIMX TaHHBINA npernapat [3]. B ¢Bsi3u ¢ 3TUM BO Bpems
WHQPY3UU JUHYTyKCUMaba O0eTa HeoOXOIMMO ITOCTOSIH-
HOe IPUMEHEHHE KAPOITOHMXKAIOIIMX CPEACTB, TaKUX
KakK MEeTaMu30J1 HaTpusi. MeTaMu30/1 HATpUs SIBJISIETCS
MPEANOYTUTEIbHBIM HECTEPOUIHBIM MPOTUBOBOCIIAIM -
TeJIbHBIM IIperiapaToM i COIPOBOAMTEIbLHON Tepanuu
M BBOIUTCSI B BUJI€ HENPEPbIBHOM MH(MY3UU B JO3UPOB-
ke 80 mr/kr/cytT. B ciydyae HemoCTYymHOCTH MeTaMM30Ja
aJIbTepHATUBHBIMU BapUaHTaMM SIBJISIIOTCS ITapaleTaMoll
WM noynpodeH.

Ecnn pna xynupoBaHUsI JTMXOPAAKKM HEIPEPbIBHOI
MHOY3UM METaMKM30J1a HATPUSI HEAOCTATOUHO, BO3MOXHO
JIOMOJHUTEIbHOE Ha3HAYeHHUe IapaleTamojia Wiu uoy-
npodeHa.

IIpu coxpanenumn dedpunurera > 40 °C B TeueHuUe
> 6 4, HECMOTPsI Ha XapOIOHIKAIOLIYIO TepaIuio, MHMY-
3110 aHTUTENA clieayeT pekpatuTs [15]. B mocnenyrommx
LUKJIaX 03y AUMHYTYKcuMaba 0eTa HeoOXOAUMO YMEHb-
muTh 10 50 %.

V nanuentoB ¢ HB, yuuThiBas mipemiecTByIOIINit
aHaMHe3 Tepanuu, HeoOxoauMma IuddepeHInanbLHAs
IWaTHOCTHKA ¢ MH(pEKUMOHHBIM 3mu3omoM. Cremyer
UCKJTIOUUTh Halnure WHGEKIMOHHBIX 04YaroB, BBITOJ-
HUTb TToceBbI KpoBu u3 LIBK, onpenenutsh ypoBeHb Map-
KepoB BocnajeHus (C-peakKTUBHBIN O€JI0K, IMPOKaIbLIM-
TOHMH) U TP HEUTPONCHUM WIM KJIMHUYECKUX JaHHBIX,
YKa3bIBaIOIIMX Ha MHGEKUMIO, HA3HAYUTh SMIIMpUYE-
CKYIO aHTUOAaKTepUaJbHYIO Tepaluio B COOTBETCTBUU
C JIOKQJIbHBIMM TIPOTOKOJIAMM YUPEXKIACHUSI. DMIIMPH-
yeckas aHTUOMOTHUKOTEpaIlMsi He DPEKOMEHAYeTCsl IIpu
M30JIMPOBAHHOM (heOpuIuTeTe, Aaxe MPU ITOBBILIEHHOM
ypoBHe C-peaktuBHoro 6enka. Eciu Ha ¢oHe aHTHOAK-
TepUAIbHOM Tepaluy CUMIITOMBI KYITMPYIOTCS U MOCEBbI
KpOBU 4Yepe3 72 4 He BBISIBJISIIOT POCTa MUKPOOPTaHU3MOB,
AHTUOMOTUKHU MOKHO OTMEHMTb.
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Tunoren3us [15, 16]

CHmxenue AJl, Wau TUIIOTEH3UsI, CITOCOOHO MaHM-
decTupoBaTh KakK MpU3HAK CUHIpPOMAa BBICBOOOXKIECHUS
murtoknHoB (CBII), xnmHuYeckass KapTMHA KOTOPOTO
BKJTIIOUAET CUCTEMHBIC TIPOSIBICHUS, TaKUe KaK TUIIepTep-
MUSI, TUTIOTEH3USI U YPTUKApHBbIC BBICHIMAHMS. JlaHHBIC
MPU3HAKM OOBIYHO TIPOSIBISIOTCS TIOCJIE€ WHMIIUAIIAKN
MepBOii  BHYTpUMBEHHOM wuHDY3un. CBoeBpeMeHHas
IMATHOCTMKA M aleKBaTHOE JieYeHWE TUIIOTEH3WU IIpU
CBILI xpaiiHe BaxXHBI IS MPeIOTBpallleHUs] pPa3BUTHUS
0oJiee Cepbe3HBIX OCIOXHEHMI, TaKMX KaK OpraHHas
HEIOCTaTOYHOCTh U JIeTAIbHBIN UCXO.

Ipu paszButum rumnorenHsum I—II cremenm cuemyer
BPEMEHHO IPEKPaTUTh BBEICHHUE AMHYTyKCMMaba OeTa.
HeszamennutenbHo TpoBoauTCS OojtocHass WHQY3US
KPUCTAJUIOMIHBIX PAaCTBOPOB B 00beMe 20 MJI/KI MacChl
TeJla malMeHTa BHYTpuBeHHO. [locie cradunumsanum AJl
U KCYE3HOBEHUSI CHMITOMOB TUIIOTEH3UU, WH(OY3UIO
IUHYTYKCMMaba 0eTa MOXHO BO300OHOBUTH, MCIIOIbL3YS
MPEXHIO CKOPOCTh BBEICHUSI.

IIpu paszsutuu runoreHsuu III-IV crenenun uHpy-
3UI0 AUHYTyKCMMaba OeTa cjeayeT He3aMeMIMTEIbHO
MmpeKpaTuTh. B 1emsix mommepXaHWs TeMOAMHAMUKU
npenapaTtoM BbelOopa 1-1i TMHUU SIBIISIETCS HOpaapeHalIuH
(HopanuHedpuH) B mo3e 0,05 MKr/kr/muH (C Iocie-
IYIOIIMM TOBBIIIEHUEM 03bI MPU HEOOXONMMOCTHU 0
0,1—0,2 wmkr/kr/muH). IlamieHT MOMKEH HAXOTUTHCS
IoJ KOHTPOJIEM Bpaya-aHeCTe3MOJI0ra-peaHuMaToora
no crabmmsaunu AJl. JlanpHeliue neiicTBUs JOKHBI
COOTBETCTBOBAaTh YTBEPKICHHBIM IIPOTOKOJIAM Jieueo-
HOTO YyUYpeXIeHHUs, HampaBJICHHBIM Ha IOmIepXKaHUe
BUTAJIBHBIX (byHKUMI. B0o300HOBIEHNE Tepamuy IUHY-
TyKCMMa0boOM 0eTa BO3MOXKHO B ITOCJIEAYIOIIMX ITMKJIaX
MIPY YCJIOBUM KyITMPOBAaHUS TUTIOTEH3UM.

B cityuae cHIDKeHUSI iy pe3a, CBSI3aHHOT'O C TUTTOTEH3U -
e, Tiepen MpUMEHEeHUEM TUYPETUKOB CIeIyeT 00eCIIeUYnTh
XOPOIIYIO TTOYEUHYIO Iepdy3UIo XUIKocTamMu. [1pu Heob-
XOIUMOCTH PEKOMEHIYETCS TEPOPATIbHBIN ITyTh, KOTOPBII
nMeeT 0oJiee MPOrpeCCUBHBIN U MeIJIEHHBIN 3 (EKT.

CHMHIPOM CHCTEMHOI KanuLIapHoii yreuku [15, 16]

CCKY cnocobeH pa3BUTHCS B TeUeHHE HECKOIBKUX
yacoB IIOCJIe Hayaja Tepaluu IUHYTYKcuMaboMm OeTa
U XapaKTepUu3yeTcsl pa3HOOOpa3HOM KIMHUYECKOM Kap-

Tabmua 3. Ocaoncnenus CCKY
Table 3. Capillary leak syndrome complications
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TUHOI, BKJIIOYAIONIeH yBeJIWYeHUe Beca, (DeOpUIUTET,
YTOMIJIIEMOCTb, FOJIOBOKPYKEHME, TOJIOBHYIO 00JIb, ChIIb,
3aTpyIHEHHOE IbIXaHWEe, TUTIOTOHMIO U TaXUKapauio. AHa-
JoruyHo ApyruM HS, Hampumep OosieBOMy CUHApPOMY,
yacroTa Bo3HuKHoBeHUs CCKY Haubosee BbicoKa B Tiep-
BOM LIMKJIE TePAIIMU U CHMKACTCS B IIOCICAYIOIIMX LIMKIIAX.

K ocnoxnenusm CCKY oTHOCATCA OTeK JEerKux,
MOJIMOpraHHask HeIOCTATOYHOCTh, O0YCIOBJICHHAS TUITO-
nepdysueil, rurepkoarysiuys u aHacapka (tabJ. 3).

TepaneBTUYECKUI MOOXOH ITOApA3yMeBaeT BHYTPH-
BEHHYI0 rujpaTaluio (cOaJaHCUPOBaHHbBIE KPUCTAJLIO-
MObl WM (U3UOJOTMYECKUIA PAaCTBOP HATPUSI XJIOpUIA
oobeMoM 110 20 MJI/KT) M CBOEBPEMEHHOE MPUMEHEHME
BasornpeccopoB. B kauectBe mpemapara 1-it TMHUU TIpU
cHkeHuu Al m pasButuu rurnonep@y3uu, He CBsI3aH-
HBIX C THUIIOBOJIEMUEH, PEKOMEHAYETCS MCIIOJb30BaTh
npenapat HopanuHedpuH 0,05—0,3 MKT/KT/MUIH C ITocie-
JYIOLIMM ITOIIATOBBIM YBEJIMYEHUEM J03bl U CKOPOCTH 10
JTOCTUXKEHMSI HopMaJibHOTO ypoBHS cpeaHero AJl (AZlcp).
Ecnu, HecMOTpsT HA MpUMeEHeHUe HOpanuHedprHa, ypo-
BeHb AJICp ocTaeTcsi HealeKBaTHBIM, PEKOMEHIYETCS
J100aBUTh PACTBOP alpeHaIMHA. DTa KaTeropus MalyueH-
TOB JICUUTCS B OTIACICHUU peaHUMAaLIUM.

IIpu pazsutun CCKY III creneHu HeoOXoAUMO
MPUOCTAaHOBUTh MH(pY3UI0 TUHYTYKcnuMaba 6eta. [Tocne
CcTa0WIM3aLMKU COCTOSIHUS WK yirydiieHus no 11 crenenu
Ha (poHe MomIepKUBAIOIIEH Tepanuu UHQY3UIO BO300-
HOBJISIIOT B TeYeHME 4aca, UCcronb3yd 50 % or nepBoHa-
YaJIbHOM M03bI, 10 TOCTYXKEHUS MPEAINMCAHHOTO 00beMa.
B nocnenyionmx HuKiax 103y MOXHO YBEJIUYUTh B 3aBH-
cuMocTH oT repeHocuMocTu. [1pu peunnuse CCKY unm
pa3BuTUM ocjioxkHeHus IV creneHn MHPY3UIO TUHYTYK-
cuMaba OeTa ImpekpanialoT OKOHYATEIbHO.

Odranpmonornyeckas TokCHIHoCTh [15, 16, 29, 30]

AnTu-GD2-Tepanus MoxXeT MHAYLMPOBaTh OpTaib-
MOJIOTMYECKYI0 TOKCUYHOCTD, IPOSIBJISIOIIYIOCS MUIPU-
a30M U HapylIeHHEeM aKKOMOJALMK, BCICACTBUE BO3/ICIi-
CTBMSI Ha MapacUMIIaTUYECKYIO0 HEPBHYIO CHCTEMY IJa3a,
BBI3bIBasl, KaK IIPaBUIIO, €ro OujaTepalbHYIO IeHEPBALIUIO
[29, 30]. TszxkecTb 1 CUMMETPUYHOCTD 3TUX COCTOSTHUIA
BapbUPYIOT.

Ilpu pas3BuTUM MuUApHA3a, COMPOBOXIAIOIIETOCS
3aMeUICHHOM peakiiydeil 3pauyka Ha CBeT u/uiu ¢poTodo-

CuMITOMBI ®a3a reMOKOHIEHTPAIMA ®a3a yTeuku ®asza nocJjie yreukn
Symptoms Hemoconcentration phase Leak phase Post-leak phase

ActeHust TTpeno6MopoYHOE COCTOSTHIE
Asthenia Presyncope
Muanrus Onurypust

Myalgia Oliguria
DebpunureT Tunoronus

Fever Hypotension

Bouib B kuBoTe Tunonepdyszust
Abdominal pain Hypoperfusion
OcCOXHEeHUs Mok
Complications Shock

TPOoMOO03 ITyOOKMX BEH
deep vein thrombosis

[MonuopranHasi HeTOCTaTOYHOCTh
Multiorgan failure

TunoanboymMuHeMust

CHHIPOM CIaBICHUS
Compartment syndrome

BoccraHoBeHME BHYTPUCOCYIUCTOTO 00beMa

Hypoalbuminemia Restoration of intravascular volume

TeHepann3oBaHHbI OTEK
Generalized edema

CepneyHo-JierouHast
HEIOCTaTOYHOCTh

Pabromnonus Cardiopulmonary failure

Rhabdomyolysis
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Oueid, cieayeT IpUOCTaHOBUTh BBEACHUE TUHYTyKCUMa0a
oera. [Ipu perpeccuy cMMNTOMOB BO3MOXHO BO30OHOB-
JleHre MHQY3un B yMeHblIeHHOM 103¢ (50 %). PekomeH-
JIyeTCsl KCII0JIb30BaHME COJIHIIE3AIUTHBIX OYKOB U (hOTO-
3aILUTHBIX CPEACTB ISl IPOIOJIKEHHSI TepaIliM, a TaKKe
He3aMeIIMTe/IbHAsl KOHCYJIBTalusl Bpadya-ogTaJbMoJIora.

B ciyyae mepcucTupyloniero Muapuasa cieayer ole-
HUTh COOTHOILEHME IOJIb3bl U PHCKA OT IPOJOJIKECHMS
Tepanuy IMHYTYKCMMaboM Geta.

IIpu pa3BuThM OMPTATBMOJIOTNYECKON TOKCUUHOCTU
11 crennenn nHby3UI0 TMHYTYKCMMaba 0eTa cleayeT mpe-
KPaTUTh OKOHYATEJIbHO.

Hespomnormyeckast Tokcuanoctb [15—17]

Y 9 % mnauuveHTOB HAOJIIOAAIOTCS HEMpOIaTUU, KakK
ceHcopHble, Tak U MoTopHble [3]. BonbmmucTBo HA
I—II creneHu TSKECTU U UMEIOT TEHACHIIMIO K pa3peliie-
Huto. HeoOxoguMo TiIaTeabHO OLICHUBATh Cydau Hel-
poratuu, misiuecs oonee 4 qHei, MCKIOYas HEBOCIIA-
JINTEJIbHBIC 3TUOJIOTUU, IMPOTPECCUPOBaHNE OCHOBHOIO
3a00JIeBaHUS U MeTaOOJIMYECKIE HAPYILIEHUS.

IIpu passButun Heiiponatum Il cremeHu (MOTOPHOIA,
C CEHCOPHBIMM TIPOSBICHUSIMU WU 0e3 HUX) MHGY3UI0
IUHYTYKcMMaba ©Oera cienyeT npuocTtaHoBuTh. I[locie
perpecca HEBPOJIOTUYECKUX CUMIITOMOB BO3MOXHO BO3-
OOHOBJIcHME WMHGY3UM C yYMEHBIIEHHMEM CKOpPOCTH Ha
50 %. Ilpu ycrpanenun HSl momyckaercs mocTeneHHOE
MTOBBIIIEHUE CKOPOCTH IO UCXOTHOIA.

B cayyae cToiikoii nepugepndeckoii MOTOPHOM Heil-
ponatum Il crenenu, nepudepuyeckoit HeliponaTuu
III  cremenun, oO@PTaTLMOJOTMYECKOl  TOKCUYHOCTHU
III crenmenu MM OOBEKTUBHOM TPOAOJKUTEIBLHON Clia-
0OCTU PEKOMEHAYETCS TIPEKPATUTh MHQPY3UIO TUHYTYKCH -
Maba 6eta. [Ipu pervarBe JaHHBIX COCTOSTHUM MH(GY3UIO0
cJienyeT OCTaHOBUTh OKOHYATEJIbHO.

CornacHO TIOCJENHUM OaHHBIM, B CIyJasx TSDKEIOM
HEHPOTOKCUYHOCTU TIPUMEHEHHE KOPTUKOCTEPOUIOB,
raMma-TjJo0yJIMHOB WM IUIa3Madepe3a MOXET CIoco0-
CTBOBATh pa3pelIeHuto coctosauus [17, 31].

Ta6muna 4. Jozv 1onepamuda das demeii [32, 34, 35]

Table 4. Dose recommendation of loperamide for pediatric patients [32, 34, 35]

IlepBas no3a, Mr Pekomenaanuu no xo3e
First dose, mg Dosing recommendations
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I'emaTonormyeckasi ToOKcHaHOCTD [ 15, 16]

Ilocne TpaHCIUIAHTALIMM TE€MOMO3TUYECKUX CTBOJIO-
BbIX KJIETOK 4YacTO MaHU(ECTUPYET IeMaToJIorMdyecKast
TOKCUYHOCTb, IPOSIBJISIONIASICS B BUIAE TPOMOOLMUTOIIE-
HUM, JeiikoneHun M aHemuu. It HS oOGbiuHO HOCAT
TPaH3UTOPHBIIA XapaKTep ¥ pa3pellaloTcs B 0OJbIINHCTBE
cllydaeB CaMOCTOSITeJIbHO, He TpeOys creunduyecKoi
Tepanuy Wid KOPPEeKLMHU 103 BBEACHUSI TMHYTYKCMMaba
oeta. TakTuka HaOMIOJEHUS SBISIETCS aleKBaTHOW IpU
OTCYTCTBMM KJIMHUYECKUX MIPU3HAKOB, YKa3bIBAIOIIMX Ha
HEOO0XOIMMOCTh BMEILIATEILCTBA.

Junapes u pBota [15, 16]

Hwnapest — yactoe HA, cBg3aHHOE ¢ Tepanueil IMHYTYK-
cuMaboM Oeta. B KIIMHMYECKOI MpaKTUKe OHA HEpPeaKo
MPOSIBIISICTCSl HA MO3MHUX 3TamaXx WHQY3UMU U/WIN ykKe
TocJie BBIMMCKY NallieHTa u3 ctaioHapa. [Ipenmnonaraer-
¢, uto auapest ooyciosieHa CCKY u/wim oTMeHO# Mop-
¢uHa. [Ipu nerkoii creneHu auapeu TalyMeHTaM MOXKET
OBITh JOCTATOYHO MH(PY3MOHHOI Teparu, B TO BpeMsI KaK
TIPU TSKEJOM aAuapee Mocje UCKITIoYeHUT MH(PEKIMOHHOM
3TUOJIOTUY BO3MOXKHO Ha3HAUEHME JOoIepaMua.

IIpu omHOBpeMEHHOM NPUMEHEHUU AUHYTyKCMMaba
0eTa M MPUHOTEKaHA HE MCKIIOYEHO Pa3BUTHE MPUHO-
TekaH-acconuupoBaHHoit nuapen (MAI). MexaHnusm
pasButusi MMAJl MHOrogakTopeH M BKJIIOUaeT MPSIMOe
TMOBPEXICHUE SIUTEINS KUIIEYHUKA aKTUBHBIM MeTa-
oomutoM upuHOTekaHa SN-38, a Takxke BIMSIHME Ha
MHUKPOOMOM KMIIIEUHMKA, MPUBOMASIIIEe K IMOBBIIICHHOMN
MPONYKIMK TPOBOCIANIUTEABHBIX MeauaTopoB [32].
WAJl xnaccuduuupyeTcs Ha paHHIOW (BO3HUKAIOIIYIO
BO BpeMsl WIM B TeueHue 24 4 1ociie UHPY3UU UPUHO-
TeKaHa) U TIO3IHIOK (BO3HMKAIOIIYIO Oojiee 4eM uepes
24 g nocne uHdy3un) [30]. PanHssa nuapest, Kak IpaBuiIo,
CBsI3aHA C XOJUHEPTUIECKUM CUHIPOMOM U 3(p(PEeKTUBHO
kynupyetcst atponiiHoM [33]. Tlo3aHssa auapest, Hampo-
TUB, 0OJiee YCTOMYMBA K JEYEHUIO U TPeOYeT arpeccuB-
HOTO IIOJXOMa, BKJIIOYas JOIepaMUI B BBICOKHX J103aX
B 3aBHCHMOCTH OT Beca pedeHKa (Tad. 4), aHTUOMOTUKU

np]/IHI/IMaTB 4 Mr Tiocie TICPBOTO 3IMMU30/1a XKMAKOI'o CTyJia, 3aTEM 110 2 MT Kaxzbie 4 4.

He nipeBbImaTh CyToYHy0 103y 16 Mr
Take 4 mg after the first loose bowel movement, followed by 2 mg every 4 h.

Do not exceed 16 mg per day

[MpuHUMAaTH 2 MT TIOC/IE TIEPBOTO 3MU30/1a KUAKOTO CTYJIa, 3aTeM IO | MI Kaxabie 2 4.

Houblo Bo3MoXeH mpuem 1o 2 Mr Kaxsie 4 4. He mpeBbIaTh cyTouHyto 103y 12 mr
Take 2 mg after the first loose bowel movement, followed by 1 mg every 2 h.

During the night, the patient may take 2 mg every 4 h. Do not exceed 12 mg per day
[MpuHUMATE 2 MT [TOCIE TIEPBOTO 3ITU30/a KUIKOTO CTYJIa, 3aTeM 10 | MT KaxKipie 3 .

Houblo Bo3moxeH npuem mo 2 Mr Kaxzsie 4 4. He mpeBbIlIaTh CyTOYHYIO 103y 8§ MT
Take 2 mg after the first loose bowel movement, followed by 1 mg every 3 h.

During the night, the patient may take 2 mg every 4 h. Do not exceed § mg per day

TTprHMMAaTH 1O 1 M ITOCJIe TIePBOro 3MU30/1a XXKUIKOTO CTyj1a, 3aTeM 1o 1 MT Kaxbie 4 4.

He nipeBsIiiaTh CyTOuHYy0 103y 6 ML

Take 1 mg after the first loose bowel movement, followed by 1 mg every 4 h. Do not exceed 6 mg per day

[MpuHumats 0,5 Mr rocsie nNepBoro 3MM3oaa XUIKOro cTyJa, 3ateM 1o 0,5 Mr kaxasie 3 4.

Bec, kr
Weight, kg
>43 4
30—43 2
20-30 2
13-20 1
<13 0,5

Houbto BozamoxeH mpuem 1o 0,5 Mr Kaxpie 4 4. He mpeBbIiath CyTOYHYIO 103y 4 MT
Take 0.5 mg after the first loose bowel movement, followed by 0.5 mg every 3 h.

During the night, patient may take 0.5 mg every 4 h. Do not exceed 4 mg per day

lMpakTu4eckue BONPOCLI AETCKON OHKONOruu-remaronoruu // Practical questions of pediatric oncology-hematology




pakTyeckue Bonpochl AETCKOW OHKONOruu-remaronorun // Practical questions of pediatric oncology-hematology

@ POCCUIACKNIA XXYPHAT

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

(MeTpoHMIa30/1 UM BAaHKOMUIIMH TIPU TIOMO3PEHUM Ha
Clostridium difficile) n B TSKENBIX CIyJasix OKTpeoTun |34,
35]. INpodunakTuueckrue MepoONpUsITHs, TAKUE KaK JueTa
C HUBKHUM COJACpXXKaHUEM KJIeTYaTKU M M30eraHue mpo-
IYKTOB, YCUJIMBAIOIIUX IEPUCTATIBTUKY, TaKKe WUIPaloT
BayKHYIO pOJib B CHUKeHUM pucka passutus MAJL [34, 35].
[Mpuem nonepamuaa HEOOXOAUMO MTPOJOJIKUTH B TEUSHUE
12 4 mocne mpekpaleHus: guapeu [32].

[lepen HasHaueHUeM JorepamMuia MALMEHTY, IOJY-
yawlleMy IMHYTyKCcuMab 6eta, He0OXOAUMO UCKIIOUUTh
WHQEKIMOHHYIO 3THUOJOTHIO TUapeM, OCHOBBIBAsICh Ha
JMAaHHBIX KJIMHUYECKOTO 00CIeI0BaHUs 1 J1aOOpaTOPHBIX
aHanu3oB. HecoOmoneHne 1aHHOTO TpeOOBaHUS MOXET
MMPUBECTU K HEOJAroNnpUsITHBIM MOCICACTBUSIM, YUUTHI-
Basl pUCKU YCYTyOaeHMsI MHDEKIIMOHHOTIO ITpoliecca.

B Tepanum pBOTHI, KakK B NMpOGWIAKTUYECKUX, TaK
U B JIEYEOHBIX LIEISAX, 2PPEKTUBHBIM CUYUTAECTCST UCTIONb-
30BaHMe aHTaroHuctoB 5-HT3-penienropos.

T'emaTtorokcuunocts [15, 16]

IIpu neyeHun TUHYTYKCMMaboM OeTa MOXKET HabJo-
JIaThCsl TIOBBIIICHNE YPOBHS MEYEHOUYHBIX TpaHCaMUHA3
[10, 11], ocobeHHO Yy TTallMeHTOB, MpeaABaPUTEIbHO TTOJTY-
yaBIIMX OycyiabdaH/MendantaH UM UMEBIIMX BEHOOK-
KJTIO3MOHHYIO 00Jie3Hb. B OONBIIMHCTBE ciy4yaeB 3TU
SIBJICHUSI HOCSIT HECEPhE3HBIN U IIPEXOMSIIUMN XapaKTep,
YTO MPEAIOJIOXUTEIPHO CBI3aHO C OIHOBPEMEHHBIM
MMPUMEHEHHUEM IelaTOTOKCUYHBIX ITpeIapaToB.

[Tpu moBBIIIEHUM YPOBHEU TpaHCaMHHA3 MEHee 4eM
B 20 pa3 Beiie BI'H pexoMmeHayeTcst THiaTeIbHbBIN MOHM -
TOPUHT TalMeHTa 0e3 CHIDKEHUs MO03bl WIM IpephiBa-
HUS Tepanmuu OUHYTyKcMMaboMm Oera. Cnemyer m3derarhb
Ha3HAYEeHMUS TeIMaTOTOKCUYHBIX IIPEIapaToB.

Hedporokcuunocts [15, 16]

INepen HaszHaueHUeM AMHYTYKCMMaba OeTa HeoOXO-
MO YOeIUThCsl B aJeKBaTHOM (DYHKIIMU ITOYEK, OLICHU -
Baemoii mo CK® win KJIMpeHCY ChIBOPOTOYHOIO Kpea-
TUHUHA. B ciyyasx HapylieHUs MoYeyHou (pyHKLIMU, He
nocruratomero 111 crenenu, ciemyer MposiBISITL OCOOYIO
OCTOPOXHOCTb M M30eraThb MPUMEHEHUS] HEDPOTOKCUY-
HbIX IIperapaTos.

Cepneunas TOKCHIHOCTD [15, 16]

JI100bIe TIPOSIBIIEHUST CepAeYHON HETOCTaTOUHOCTH —
HeMeJIeHHBIe TTIOKa3aHUsI UTST BEITTOTHEHUS 2JIEKTpoKap-
IUOTpaMMBbl, U TIpU OOHAPYXXEHMHU HIIEMHU MUOKapia
nHOY3UI0 AMHYTYKCMMaba Oera cleayeT HeMemIJIeHHO
MPEeKPaTUTh.

IMamyeHThI ¢ 6eCCUMMITTOMHOM MpeIcepaHOl TaxuKap-
e, COMTPOBOXIAIOUIECHCS MOBBILIEHUEM TEMIIEPATYPHI,
HO 0€3 MPU3HAKOB UIIIEMUU WJIN KIMHUYECKHU BBhIpaXKeH-
HOM TMIOTEH3UM TPeOYIOT IPUCTAIBLHOIO HAOIIOAECHMUS.
B Ttakux ciydyasx TpoOmOKeHHE JIEYEHHUS BO3MOXKHO.
OpnHako pa3BuTue cepaeyHoil TokcuuHocTu 111 crenenu
U BBIIIE CIYXKUT O€3YCTOBHBIM ITOKa3aHMEM K OKOHYa-
TeJbHOMY ITPEKpallleHUIO BBeACHUS TMHYTYKCMaba OeTa.
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I[lpyu xIMHWYECKUX TIpU3HAKAX THUIEPBOJEMUU
JIOITyCTUMO IIPUMMEHEHUE OUYpeTUKOB ((ypocemuma)
st cHkeHust cuctonndeckoro A/l (CA). Mudby3uio
IUHYTYKCcMMaba OeTra HEeoOXOAMMO OCTaHOBUTbH, €CIIU
CAJl onyckaetcst Hike 80 MM PT. CT. MJIM CHUKAETCsT KakK
MUHUMYM Ha 20 MM pT. CT. OT MCXOJHOTO YPOBHSI U He
BOCCTaHABJIMBAETCS TMOCIe MH(Y3UU KPUCTALIOMIHBIX
pacTtBopoB. Bo300OHOBIIeHNE JIeUeHUST BO3MOXKHO JIMIITb
nocyie Bo3BpaiieHuss CAJl K MICXOMHBIM 3HAYEHUSIM, TIPU
3TOM /1034 TperapaTa JoJKHa ObITh CHIKeHa Ha 50 %.

Tunonarpuemus [15, 16]

YV manmeHTOB, IOJyyarolIMX AIWHYTYKCMMaO Oera,
CYILIECTBYeT PUCK pa3BUTHUSI THUIIOHaTpuemMuu. Ilpu
BO3HMKHOBEHUM  CUMITOMATUYECKOW  TUIOHATpuUe-
MUH, TIEPCUCTUPYIONIEH Oojiee 48 4 TIpu ypOBHE HATPUS
< 125 MMOJIB/J1, WIIM B Clly4yae TsKeJIoi 0eCCUMITTOMHOM
runoHaTpueMuu (Hatpuii < 120 MMOJIb/JT) TpUMEHEHHE
JUHYTYKcruMaba OeTa cieayeT pekpatuTh. OmHaKo deK-
TpoauTHBINA aucoamaHc III crermeHu, B 4aCTHOCTU TUIIO-
Hatpuemusi < 124 MMOJb/J, TIpU OTCYTCTBUM HEBPOJIO-
TUYECKON CUMIITOMAaTUKHU U KIMHUYECKMX TTOCIEACTBUA,
MOAJAIONINICS KOPpeKIIUU B TeueHue 24 4, He TpedyeT
W3MEHEHHs O3Bl MPU YCIOBUM TIIATEILHOIO MOHUTO-
PUHTA U OLIEHKHU IEPEHOCUMOCTHU TaHHOUM TOKCUYHOCTH.

Tepanuro dunymyrkcumabom 6ema caedyem npekpamuns
0e36036pammno npu pazeumuu cAe0yruux nposaeieHuil mokx-
cuunocmu [36]:

*  Hecrepnumas, He mommaroiasicss 00JIETYCHUIO
wim pedpakTepHas 00J1b, COXpaHIOIIasICcs, HECMOTPS Ha
aJIcKBaTHYIO aHAJIbI€TUUECKYIO TePaITuIo.

*  Anadbwrakrnueckue peakuuu 111 wau IV creme-
HU TSKECTH.

*  TlpomomxutenabHas Tnepudepudeckas MOTOpPHas
Heitponatus I creneHu, compoBoXIaOIIAsCI 00bEKTUB-
HOM U YCTOMYMBOI CIa0OCTHIO.

e Tlepudepuueckas wHeiporatua III crenenn
TSKECTH.

*  OdranbMmonoruyeckast TokcuuHocTs I11 crernenn
TSKECTH.

*  Tumonarpuemus IV creneHu TsoKecTH (YpOBEHB
HaTtpust < 120 MMOJIB/JT), HE KOPPEKTUPYIOIIAsCS aueK-
BaTHOM Teparuen.

«  CCKY IV creneHu TSKECTH UK €TI0 pelUINB.

*  Kapmuonornueckass TOKCMYHOCTL IV creneHun
TSKECTH.

3akiroyenne

PykoBoncTBo 1o mpodunakTuke u Koppekuuu HS
y HAlMEHTOB, IOJIyYalolIMX Tepaluio TUHYTYyKCMMaboM
6era, NOAYEePKUBACT BaXXHOCTh MYJIBTUIUCLUIIMHAPHOIO
noaxona. TiareabHblii MOHUTOPUHI, paHHEE BbISIBJICHUE
M CBOEBPEMEHHOE BMEIIATEIbCTBO MO3BOJISIOT MUHUMMU--
3UPOBATh PUCKU U YIYULIUTh EPEHOCUMOCTD JICYSHUSI.

Ocoboe BHUMaHUE CIeAyeT YACASATh OOyUeHUIO MEIU -
LIMHCKOTO TIepCOHaJla U TALUEHTOB, YTO CIIOCOOCTBYET
TOBBIIICHUIO OCBEIOMJIICHHOCTM O BO3MOXHBIX HSI
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U MeToJax UX ycTpaHeHus. MHauBuayanuzaiys Tepanuu
C YY4eTOM OCOOCHHOCTEIl KaXIOoro MallMeHTa OCTaeTCs
KJTIOYEBBIM aCIIEKTOM YCITCIITHOTO JICYCHMSI.

CoOnroneHre peKOMEHIAIMii Halllero pyKoBOICTBA

He TOJIbKO TTOBBILIAeT 0€30MTaCHOCTh T€parunu, HO " CI10-
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COOCTBYET MOCTUXKEHUIO JIYYIINUX KIMHUYECKUX PE3Yib-
TaToB. JlanbHeiile MccienoBaHUS U OOMEH OITbITOM
MOMOTYT ONTUMU3UPOBATh TMOAXOAbl K YIPaBICHUIO
HSI, obecnieunBas nmammeHTaM 00Jiee BBICOKOE Ka4eCTBO
SKU3HMU.
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JlereHna oHkonorum

1 despang 2025 1. Ha Manoit cieHe TocymapcTBEHHOTO
KpeMneBckoro gBopiia mpu moaaepkke AIMIUHUACTPALTNN
IIpesumenTa Poccum B 9-if pa3 cocTosiach IEPEMOHMS
BpyueHUs npemMun «bymeM xkuth!». B HoMuHamu «JlereH-
bl OHKOJIOTMW» OTMeueH akagemMuk PAH, Bpau-perckuii
oHkoJjior Bnagumup I[eopruesuy [lomskos.

Axanemuk Bnagumup ITeopruesuu [1onsikoB — npu-
3HaHHBIN B Poccun u 3a pybexxom crienmanaucTt B obJia-
CTU E€TCKOW OHKOJIOTHMU, BbIAAIOLIMMICS XUPYPT, aBTO-
PUTETHBI YYE€HBbIM, BHECIIMI 3HAYMTEIbHBIM BKJIA[
B pa3BUTHUE OBTOM CJIOXHONH 00JacTM OTEYECTBEHHOM
MEIULIMHBI.

B.T. INonsakoB ponuiicsa 14 centsops 1949 . B Kpac-
HomapckoM Kpae. Ha BBIOOp TIpodpeccum IMOBIMSIT €TO
cTaplluii 6pat, cTaBIIK OCHOBATEJIeM JUHACTUU Bpadyei
ITonsIKOBbIX, KOTOPYIO MPOIOJIXKAIOT YK€ CHIHOBbS aKaJe-

muKa. B 1967 . OH mTocTynmuiI B MEAUIIMHCKUIA WHCTUTYT,
rae ¢ 1-ro Kypca nposiBiIsi MHTEpeC K aHATOMUU U JeT-
ckoii xupyprun. Ha 4-M Kypce yBieKcS OTOPUHOJIApPUH-
TOJIOTUEH.

B 1973 . B.I. MMoagakoB okoHuun 2-it MOJITMU
M. H.U. ITuporona, a B 1975 I. — KIMHUYECKYIO OpIU-
HaTypy Io otopuHojapuHronoruu. Cynb,00HOCHOI cTa-
Jla ero BcTpeya ¢ akagemMukoMm JI.A. JlypHOBBIM, Ha TOT
MOMEHT 3aBeAYIOIIMM OTIAEIEHUEM IE€TCKOW OHKOJOTMU.
B 1976 &. Bnagumup Ieopruesuy Hayan paboty B OHKOJI0-
TUYECKOM HAayYHOM IIEHTpPE MOJ ero HEIoCPeICTBEHHBIM
PYKOBOJICTBOM.

Hayunas nesarenbHocts B.I. IlonsikoBa cocpemoTo-
YyeHa Ha 3JI0Ka4eCTBEHHBIX HOBOOOpPA30BaHUSX TOJOBBHI
u meu y nereir. B 1980 . oH 3amuTiin KaHAMIATCKYIO,
a B 1992 . — mokropckyio aucceprauuu. C 2001 1o
2018 1. 3aHMMAaN AOJDKHOCTH 3aMECTUTENST JUpeKTopa
HWMWU nerckoit onkonorun v rematonornu ®I'bY « POHILL
M. H.H. biioxuna» PAMH. ABtop cBbilite 700 Hay4YHBIX
paboT, coaBTOp MOHOrpaduii, METOIMYECKUX PEKOMEH-
Jalnii, y4eOHUKOB IO JIeTCKOit oHKoyioruu. [Ipoxomun
CTaXXMPOBKU B BEAYIIMX OHKOJIOTUUECKHUX LIEHTpaX MUpA.
C 1997 . — mpodeccop, ¢ 2005 . — 3aBemyromInii Kade-
npoii merckoit onkonoruu PMAHIIO. Akagemnk PAH
c2013r

VBaxaembiii Bragnmup Teopruesuu! Boipakaem Bam
MPU3HATEILHOCTD U MIOUYTEHHE B CBSI3U C TIPUCYKICHUEM
Harpaabl «JIereHabl OHKOJIOTMW», YTO SIBJISIETCS CBUIE-
TEJILCTBOM BBIJAIOIIMXCS 3aCIyT ¥ 3HAYUTEJIBbHOTO BKJIaa
B pa3BUTHE OHKOJOTMYECKOW HAyKd M MPaKTUKU. DTa
TIpeMusl, YIpekKIeHHasI C IeJIbI0 OTMETUTh UCKITIOUNTEITb-
HbIe TOCTMKEHUS B 001acTU OOPHOBI ¢ OHKOJIOTUYECKU -
MU 3a00JieBaHUSIMM, MOJYepKUBaeT Baiy mpegaHHOCTb
JIeJly 1 HOBATOPCKMI TTOAXO/ K JIEUSHUIO IETCKOTO pakKa.
TTo3npasisieM ¢ 3aciIy>kKeHHBIM IIPU3HAHUEM!

Hawa wuctopus // Our history
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VI Qyproeckue utenuns «I'K0 — go 18 u crapwe (aetu u B3pocnnie)>

14 deBpans 2025 r. cocrogmuch VI JlypHOBcKue
yreHusl. Mepornpusitue Tpounio Ha 6aze HUUM JOul’
nMm. akag. PAMH JI.A. OypunoBa HMMWII ouxomorun
nMm. H.H. bioxuna B rubpugtHom ¢gopmare. Ero ciyma-

Teaamu craau 6osee 160 Bpaueid. Jlokiiaasl ObUTH TIpe-
CTaBJICHBI BEAYIIMMH cIlelaanucTaMu Poccuu B obmactu
OHKOJIOTHH M JETCKOI OHKOJIOTHU.

IX HaunoHanbHbI HaY4YHO-06pa3oBaTeNbHbIi KOHrpece
C Me)XXAYHapoOaAHbIM y4acTuem
«0QHKoNoru4yeckue npobnemol 0T MEHapxe 0 NOCTMEHONay3bl»

14 despansg 2025 . 8 HMUIL akymiepcTBa, riHEKO-
JIOTMM U TmepuHaTtojoruu um. akan. B.W. KynakoBa Ha
IX HauroHnanpHOM Hay4YHO-00pa30BaTEIbHOM KOHIpecce
C MEXIYHapOTHBIM ydyacTreM « OHKOJIOTMUECKHE TTpodJIe-
MBI OT MEHapXe /10 TOCTMEHOTay3bl» COCTOSIIIACh CeCCUS

MO JIeTCKOW OHKOJIOTHUU, IJI€ CBOM JTOKJIAbl NPeaCTaBUIN
cneuuanuctel U3 HMUII onkonoruu um. H.H. broxuHa,
HMMULI ATOUN nm. Imutpus PoraueBa 1 HMUII oHko-
Joruu uM. H.H. Tletposa.

Bropoii Fno6anbublit OnkoToH (The Second Global OncoThon)

15 deBpansg 2025 1. Becb MUp 00bEAUHUIICS B OOpHOE
C IETCKMM pakoM, TipoBoas Bropoii [lmobanbHbIil OHKO-
TOH — 24-4acoBO€ BUPTYaIbHOE MEPOIPUATUE HANACKIbI,
JIECTBUS M BIOXHOBEHMSI.

Ono Obuto opraHuzoBaHo OncoDaily coBmecTHO
¢ MexayHapoaHBIM OOIIECTBOM JIETCKON OHKOJOIMU

(SIOP). Ha wmeponpusatun cobpajcss HeBepOSITHBIN
COCTaB MUPOBBIX JIMAEPOB, UCCIeIOBaTeNeid U aKTUBU-
CTOB, 3aHUMAIOIIMXCS IIPOJABMKEHUEM MCCJIEIOBaHUIA
B 00JIaCTU JETCKOI OHKOJIOruu!

Ot Haueil cTpaHbl aKkTUBHO ydyacTBoBaiu A.I. PymsiH-
e, K.1. Kupruzos u I.b. CarosH.

XXVI Konrpecc neguarpos Poccum

28 deBpans 2025 r. cocTosiach ceccus IO AETCKOM
oHkosoruu-rematonorun Ha XXVI KonHrpecce mnenma-
TpoB Poccuu, Ha KOTOPOI 110 IIMPOKOMY CIIEKTPY BOIIPO-

COB BBICTYNmWIM Benyiue crneuuanuctel HUW JOul’
uM. akag. PAMH JI.LA. JdypnoBa HMWI onkomoruu
uM. H.H. BroxuHa.
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| MexpayHnaponhas wkona «TICK y nereii: connaHas OHKONOrus.
Oco6ennoctu coopa I'CK, TpaHcnnanTauum v NHOW KNETOYHOI Tepanun»

14 mapta 2025 . Ha 6a3e HUM JOIuT um. P.M. Top6a-
yepoii mpouuia I MexayHnaponHas mkosa « TT'CK y nereii:
conupHast oHkojiorus. OcodeHHocTu coopa I'CK, TpaHc-
IJIaHTAllMU U MHOW KJIETOYHOM Tepanuu». Ha mepornpusi-
TUU NpUCYTCTBOBaNIU 70 OUHBIX U 83 OHMAMH-CIyLIATEeIsI.
Ha Illkose BBICTYNWIM MEXIYHAapOIHbIE KOJUIETH W3
Apmenun, Erunra, Typuuu u BeetHama.

NepBas ouHas scTpeuya bPUKC no getckoii OHKONOrMM U remaTonorumn

15 mapra 2025 r. mpomura mepBass O4YHas BCTpeda B xone Mepornpustusi ObUIM HaMeYeHbl COBMECTHBIC
BPUKC 110 geTckoii OHKOJIOTUY U reMaToJoTuu. B Hell  1maru miig yaydiieHus pe3yJbTaToB JIedeHsI, HarpuMep,
MIPUHSUTA yyacTre Kojuteru u3 Apmennu, Erunra, Kurast, 3aruraHupoBaHBI COBMECTHBIC CEMUHAPHI M CTaXKUPOBKH.
Wuauu, Typuuu u BeerHama.

VI Bcepoccuiickuii KOHrpecc ¢ Me)XXAYHapoaHbIM y4acTuem
«5[1 [lerckaa meauunHa. 3A0POBbIA pe6eHOK — Muccus BbINOMHUMA>»

26—28 mapra 2025 r. mpowen VI Bcepoccuiickuit B KoTopoM mpuHsuin ydyactue wieHbl POIJOI. Ha mepo-
KOHIpecc ¢ MexXIyHapoAHbIM ydactueMm «SI1 Jlerckasg mNpuATUM BBICTYNWIM BeAyllMe crielMaauctsl Poccun mo
MeauIrHa. 300pOBbIi PpeOEHOK — MMCCHS BBIMOJHUMA», IIMPOKOMY CIIEKTPY BOIIPOCOB.

Hawe coo6wectso — geatenbHocts POLAOL // Our community — activities of the RSPOH
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MpaBuna Ana aBTOpOB COCTaBREHbl HAa OCHOBE U C yueToM «benoii KHurn
(0BeTa HayuHbIX peakTopoB 0 COONIOAEHNM NPUHLMMOB LiENOCTHOCTH Ny6nmKa-
LiA B HayuHbIX XypHanax, 06HoBneHHas Bepcua 2012 r.» (CSE's White Paper on
Promotion Integrity in Scientific Journal Publications, 2012 Update), «Egutbix
Tpe6oBaHMil K pyKonucam, npesocTaBnAemMbiM B 6MOMeMLMHCKNE XYpHaNbl»
(Uniform Requirements for Manuscripts Submitted to Biomedical Journals), pa3-
paboTaHHbix MexayHapoAHbIM KOMUTETOM PefaKTOPOB MeJUUMHCKUX XypHa-
nos (International Committee of Medical Journal Editors), u «Pekomenpauuit no
NpoBefeHIt, ONUCAHNIO, PeaKTUPOBAHMIO 1 NY6NMKALMK Pe3yNbTaToB HayuHol
paboTbl B MeZULUHCKUX KypHanax, Aekabpb 2016» (ICMJE Recommendations
for the Conduct, Reporting, Editing and Publication of Scholarly Work in Medical
Journals, December 2016).

Mpu odopmnenun cratein ana nybnukaumu B «Poccuiicknii xypHan aeTckoii
remMaTonorui 1 OHKONOrMW» CNIefYeT PyKOBOACTBOBATLCA HIDKECTeAyHLLMU
npasunamm.

1. (ratba JomKHa ObiTb Npe/iCTaBneHa B NEKTPOHHOM Buze (TEKCT CTaTby €0
CMNCKOM NIUTEPaTYpbl, TA6NULLbI, rPAadUKK, PUCYHKM, NOANUCY K PUCYHKAM, pe3iome).

WpndT — Times New Roman, 14 nyHkToB, uepe3 1,5 uxtepBana. Bce cTpanupl
JOMKHbI 6bITb MPOHYMEPOBaHbI.

2. Ha nepBoii cTpaHuLe JOMKHO ObITb YKa3aHO: Ha3BaHME CTaTbU, UHULMATbI
11 hamunum Bcex aBTOPOB, MONHOE Ha3BaHMe yupeXxxaeHna (yupexxaeHnii), B KoTo-
poMm (KoTopbIX) BbINONHeHa paboTa, ero (Mx) NONHbIA afpec ¢ yKa3aHUeM UHAeKCa.
0643aTeNbHO yKa3bIBAeTCA, B KaKOM yupexaeHn paboTaeT Kaxzblii 13 aBTOpoB.

(TaTbA JOMKHa ObITb NoANMCaHa Bcemu aBTopamu. 06a3aTenbHO NpefocTaBe-
HUe MHGOpMaLMKM 060 BCeX aBTOPAX Ha PYCCKOM 1 aHTINIACKOM A3blKax: Gamunus,
MA, OTYECTBO MOSHOCTbIO, KOHTAKTHblE TenledoHbl, pabounii afpec ¢ yKkasaHuem
NHAEKCA, GaKC, appec NEKTPOHHON NouThbl, 3aHMMAeMble [OMKHOCTH, yueHble
creneHu 1 38aHua, ORCID, ResearcherlD, SPIN-kop. Mpu otcytcTBum Homepa ORCID
ero HeoOXOANUMO MoNyunTb, 3apervcTpupoBaBLUMCh Ha caiiTe https://orcid.org/.
OTmenbHo HeobXoAMMO OTMETUTb aBTOpa (aBTOPOB), C KOTOpbIM pepakuua bynet
BeCTU nepenucky. Take Heo6X0ANUMO 3anonHUTL pasaen «Bknag aBTopoB» (paspa-
60TKa u3ailHa (TaTbin, 0P AAHHDIX, aHANU3 HAYYHOTO MaTepuana, aHanus nony-
UYeHHbIX JJaHHbIX, 0630p Ny6AMKaLwil no Teme CTaTby, NOArOTOBKA CMUCKA NUTEpaTy-
pbl, HanKcaH1e TeKCTa pyKoMucK, COCTaBNeHIe pe3ioMe, HayuHaA pefakLina CTaTby,
MOATOTOBKA BU3yanu3aLu NaLMEHTOB U T. fi.), a TaKXKe NPeAoCTaBUTb UHGOpMaLMio
0 KOHQNUKTE UHTEPECOB U GUHAHCPOBAHNI — HA PYCCKOM 11 AHTMIAICKOM A3bIKAX.
B paspene «bnarogapHocTi» MOXHO yKa3aTb NI, KOTopble yuacTBOBaNM B pabo-
Te Haj CTaTbeil, Ho He ABNAKTCA ee aBTopaMi.

3. 06bem cTaTeil: OpurHanbHaa CTatba — He Gonee 18 cTpaHu; onuca-
Hue OTZeNbHbIX HabMIofeHNi, 3aMeTKI U3 MpaKTUKU — He 6onee 7 CTpaHuL;
0630p nutepatypbl — He Gonee 25 CTpaHuu; KpaTKue CO0bLiEHNA W MUCbMa
B pefiakLmio — 3 CTpaHuubl.

(TpyKTypa OpUriHanbHoIA CTaTbut: BBEEHNE, LieNb UCCIe0BaHNA, MaTephanbl
11 METO/Ibl, Pe3yNbTaTbl UCCNEA0BAHUA U UX 06CYKAeHe, 3aKnioueHNe (BbIBOAD).

K cTatbam Z0MKHO 6bITb NPUNOXKEHO pe3tome Ha PYCCKOM W aHTMMIACKOM
A3blKax, OTpaxaloliee cofepxaHue paboTbl; ANA OPUTMHANbHBIX CTaTeil — CTPyK-
TypUPOBaHHOE pe3iome (BBeeHMe, MaTepuanbl 1 MeTOAbl, pe3ynbTathl U T. 4.).
06bem pesiome — 1500—-5000 3HakoB ¢ npobenamu. KonuuecTBo KnioueBblx (0B
DIOMKHO COCTABNATL 0T 5 10 12.

3anpewyaetca ny6nukoBatb Niobylo MHGOPMALMIO, MO3BONALLYI0 NAEHTUOU-
LMpoBaTb 607bHOrO (yKa3blBaTb €ro UMA, MHILMANDI, HOMepa UCTopuii 6one3HU Ha
doTorpaduax, npu COCTaBNEHUN ONUCAHNIA KNMHUYECKIX CTTyYaeB), 3a UCKMIOYEHN-
€M Tex (lyyaeB, KOrZa OHa NpefCcTaBnAeT GONbLLUYI0 HaYYHYI0 LieHHOCTb W 6oMb-
HOIA (ero poAuTeNy AN ONeKyHbI) Aan Ha 3To NMCbMEHHOE COrnacue, 0 Yem cneyet
€0061LaTb B TEKCTe CTaTbY.

4. WnniocTpaTuBHbIl MaTepyan:

« hoTorpadun LOMKHBI ObITb KOHTPACTHBIMU; PUCYHKM, TPadUKK U Anarpam-
Mbl — YeTKMMY;

« doTorpadum npeaCTaBNAKTCA B OpUTMHANe WAM B NEKTPOHHOM Buje
B popmarte TIFF, JPG, CMYK ¢ paspeLueHnem He metee 300 dpi (Touek Ha Atoiim);

« BCE PUCYHKM JOMKHbI ObITb NPOHYMepOBaHbI U CHabXeHbl NOAPUCYHOUHbI-
MU MOAMMCAMU Ha PYCCKOM M aHTAIMIACKOM (10 BO3MOXHOCTH) A3bIKax. Ha pucytke
YKa3blBAKTCA «BEPX» U <HU3»; GParmMeHTbl PUCyHKa 0603HAUAIOTCA CTPOUHBIMY
bykBamu pycckoro andasuta — «a», «6» U T. fi. Bce cokpalyeHus n 06o3HaueHus,
1CNONb30BAHHbIE HA PUCYHKE, AOMKHBI ObITb paclundpoBaHbl B NOAPUCYHOUHOI
noanucu. TeKCT pUCYHKa JOMKeH 6bITb nepeBeieH Ha aHINIACKIIA A3bIK;

« HeoOX0ANMO NpeaioCTaBUTL COFMacie POAUTENeil/NaLMeHTa Ha NCMONb30-
BaHue MHGOpMaLuK, B Tom uncie Gotorpaduii pebeHka/naumueHTa B HayuHbIx
1cCnefoBaHNAX U nybnnKaunax;

« BCe Tabnuubl JOMKHbI ObITb MPOHYMEpOBaHbI, MMeTb Ha3BaHue. Bce
COKpaLLeHna paclundpoBbIBalOTCA B NpUMeyaHnm K Tabnuue. (nesyeTt nepesecty
TEKCTOBbIe ZlaHHble TabauLbl Ha QHTNIACKINIA A3bIK;

2025

+ CCHINKM Ha TabnuLbl v PUCYHKM NPUBOAATCA B HAANEXALLWUX MeCTax no TeK\
CTY CTaTb B KPyrNbIX cKobKax (puc. 1, Tabn. TuT. a.).

5. Equnnupl u3mepennii gatotca B CU. Bee cokpatuenna (abbpesuatypbl) B Tek-
CTe CTaTby LOMKHbI 6bITb MOAHOCTbIO paciLndpoBaHbl Npu NepBoM ynotpebnerinu.

Ha3BaHuA reHoB BbIAENAKTCA KyPCUBOM, Ha3BaHUA 0€NKOB MULIYTCA 06bIY-
HbIM LUPUGTOM.

6. K cTatbe fomkeH ObiTb MPUNOXKEH CMUCOK LMTMPYeMOil nuTepatypel,
B KOTOPbIil BK/I0UATCA TONbKO peLieH3upyemble UCTOUHUKIA (CTaTbU U3 HayUHbIX
KyPHanoB v MOHorpaduu), ynomuHatoLmeca B Tekcte. HexenatenbHo BK/ouaTb
B CMIUCOK IUTepaTypbl aBTOpedepatsl, AvccepTauun, yuebHuky, yuebHble nocobus,
[0CTbl, maTepuanbl, ony6nuKkoBaHHble B pasnuuHbix COOpHUKaX KOHdepeHLuil,
Cbe3/i0B 1 T. ., MHHOPMALNIO C CaliTOB, CTaTUCTUYECKIE OTYeTbl, CTaTby U3 raser,
610roB 11 pa3nnyHbIX caiitoB. 0GOpMAAIT CMUCOK CNeytoLnm 06pasom:

« CMIMCOK CCbINIOK MPUBOANTCA B NOPAAKE LUTMPOBAHMA. Bce NCTOYHIKM BOMKHDI
6bITb NPOHYMepOBaHbI, @ UX HYMepaLua — CTPOro COOTBETCTBOBATb HyMepaLu
B TeKcTe cTaTbyt. CCbinku Ha Heony611MKoBaHHble paboTbl He OMyCKaloTCs;

« INA KaXZOT0 UCTOYHNKA HeOOX0AMMO YKa3aTb GaMUnun U MHULMANbI BCex
aBTOPOB;

* MIPU CCbINIKE HA CTaTby M3 XYPHaNoB yKa3blBaloT Takxe Ha3BaHue CTaTby,
Ha3BaHue XypHana, rog, Tom, HOMep BbiNycka, HOMepa CTpaHuL. Bce ccbinku
Ha XypHanbHble nybnukaumn gomkHbl cofepxatb DOI (Digital Object Identifier,
YHUKANbHbIA UNGpoBoii naentudukarop ctaton B cucteme CrossRef) nnn PMID
(kog cTatbn B PubMed). MpoBeputb Hanuume DOl cTaTbu MOXHO Ha calitax
https://search.crossref.org uan https://www.citethisforme.com. [lna nonyyexua
DOI Hy>HO BBECTM B NONCKOBYI0 CTPOKY Ha3BaHWe CTaTbyl Ha AHTNICKOM A3bIKe;

« NPV CCbINKe Ha MOHOTpaduK YKa3blBAKOT Takke MONHOe Ha3BaHue KHUTW,
MeCTO N3[aHunA, Ha3BaHue U3aaTenbCTBa, rof U3jaHuns;

« TPV CCbIKE Ha AQHHblE, NONYYeHHble 13 VIHTepHeTa, YKa3blBaloT SNeKTPOHHbIN
afipec UTMPYEMOro UCTOYHNKa, Hanpumep: [leTckan oHkonorus: 75 % AeTeil BbI3g0-
paBnuBaioT. [InekTpoHHblit pecypc]: https://www.rakpobedim.ru/forum/blog/38/
entry-19 (nata obpaienua 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, yuutbialowmum TpebosaHua Web of Science u Scopus,
6ubnuorpaduueckine CUCKM BXOAAT B aHTNOA3bIUHBIA ONOK CTaTbu U, COOT-
BETCTBEHHO, JOMKHbI ObITb NepeBefieHbl Ha aHINACKMI A3bIK. AHIMOA3bIYHAA
yactb brbnnorpadmyeckoro oNMUCaHNA CCHINKN pasMeLLiaeTca HenoCpeaCcTBEHHO
nocne pycckoA3bIYHONM YacTv 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 nuTepaTypHble MCTOYHMKN B TeKCTe CTaTby NeyaTaloTca apad-
CKUMI Lndpamm B KBaApaTHbIX ckobkax (Hanpumep, [7]).

« Konnyecto uutupyembix pabot: B opuriHanbHbIx cTatbax He Gonee 20—25
CTOYHUKOB, B 0630pax nuTepatypbl — He 6onee 60, B nekuuax — He bonee 15.

7.MpencTaBneHue B pefaKLmio paHee ony6nMKoBaHHbIX CTaTeil He JoNyCKaeTcA.

8. Bce cTaTby, B TOM Uncie NOArOTOBNEHHbIE aCMUPaHTaMU U COUCKATENAMM
YUeHOi CTeneHn KaHANAATA HayK MO pe3ynbTaTamM COOCTBEHHbIX UCCEA0BAHMIA,
NPVHUMAKTCA K neyaTn becnnatHo.

(TaTby, He COOTBETCTBYlLME AaHHBIM TPeOOBaHNAM, K PacCMOTpeHHIo He
NPUHUMAIOTCA.

Bce noctynatowume ctatby peweHsupyiotca. MpucnaxHble Matepuansl 06pat-
HO He BO3BPALLAKTCA.

ABTOpbI, NybAUKYIOLLMe CTATbU B XypHane, COMNALLATCA Ha Crepyloluee:

+ aBTOPbI COXPAHAIOT 3a 060/ aBTOPCKIe MPaBa v NPeAoCTaBAAIOT XKypHany
npaBo nepeoil nybnukaumuu pabotbl, KOTOpas Mo McTeyeHnn 6 MecALeB nocie
nybnukaumn aBToMaTuyeckn nuueHsupyetca Ha ycnosuax Creative Commons
Attribution License, koTopas no3BonseT Apyrum pacnpocTpaHATb JaHHyk paboTy
€ 06913aTeNbHbIM COXPaHEeHUeM CCbINOK Ha aBTOPOB OPUTMHANbHON paboTbl 1 opu-
TUHANbHYt Ny6NMKALMIO B 3TOM XypHane;

+ aBTOPbI UMeIOT NPaBo pa3meLyaTb cBolo paboty B ceTn MHTepHeT Ao n Bo
BpemsA npoLiecca paccMOTPEHKA ee pefakLmed XypHana, Tak Kak 3To MoXeT npu-
BECTIN K MPOAYKTUBHOMY 00CyXAeHMI0 11 GoNbluemy KONMUECTBY CCbINOK Ha AaH-
Hyto paboty (cm. The Effect of Open Access).

Penakuma ocTaBnAeT 3a c060il NpaBo Ha pefjakTUPOBaHue CTaTell, NpeACTaB-
NeHHbIX K ny6aukaumu.

ABTOpbI MOTYT MpUCbINGTb CBOM MaTepuanbl Ha SNEKTPOHHbIA ajpec
info@nodgo.org ¢ 0643aTeNbHbIM yKa3aHuem Ha3BaHUA XypHana. /
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KAP3MUBA (amHyTykcumMa6 6eTa) -

eANHCTBEeHHbIM aHTU-GD2

Kap3unba

OnHyTyKCcrMab 6eTa

MMMYHOTEpaneBTUYECKUM npenapar,

pekoMeHaoBaHHbIX SIOPEN B KayecTBe CTaHAapTa

Tepanum HEMPO6/TaCTOMbI BbICOKOIro PUCKa, a TaKXe

npm peumamnBax u pedppakKkTepHbix popMax HeMpo6acTomMbli™

- [Mpenapat KAP3WBA yny4yllaeT 4ONTOCPOYHYIO BbIXXMBAEMOCTb MO CpaBHEHUIO
C HEMMMYHOTepaneBTUYECKMM NedeHneM y NaumMeHToB ¢ HempobnacToMom
BbICOKOIO PUCKa, a TakXKe Y MaLMeHToB ¢ peunanBamMu/pedpakTepHbiMU dopMamMi

HenpobnacToMbl'?

— Tepanuga npenapatoM KAP3VNBA no3BondeTt npeofoneTb Mopor NATUIETHEN

BbXKMBaeMocTn 6onee 60% naymeHToB

M MOBbLICUTb LWWAHCbI Ha U3ne4YyeHmne!

- besonacHocCTb Teparinm rnogrBep>xXgeHa B paMKaXx KIMMHNYECKMNX nccrnenoBaHmm

6onee yemy 600 NaUMEHTOB B MUpe?

Mpenapat KAP3UBA 3apeructpupoBaH B Poccum, J1IM-008352 ot 15.07.2022*

1. QARZIBA® (dinutuximab beta). Summary of Product Characteristics. Available at: https./Aww.medicines.org.uk/emc/product/9441. Accessed: July 2022. 2. Ladenstein R, et al. Cancers. 2020;12:309. 3. European Medicines
Agency. Assessment Report. Dinutuximab beta. EMA/263814/2017. 4. VIHCTpYKUMS MO MEAMULMHCKOMY MPUMEHEHMIO NNeKapcTBeHHOro npenapata KAP3UBA (auHyTykcumab 6eta), 2024 , www.grls.rosminzdrav.ru/grls.aspx?s=-

[MHYTYKCMMa6%206eTa&m=mnn

PervcTpaunoHHbIin Homep: J1M-008352 ot 15.07.2022. ToproBoe HanMeHoBaHMe npenapata: KAP3MBA.
MexayHapoaHoe HenaTeHToBaHHOEe HanMeHOoBaHMWe: AMHYTYKCMMab GeTa. JleKapcTBeHHas GpopMa: KOHLEH-
TPaT Ana NpUroToBNeHus pacTeopa Ans MHdy3unit dapMakoTepanesTUYeckas rpynna: aHTHeonnacTuyeckme
CPEACTBa, MOHOK/IOHabHbIE aHTVTeNa. DapMaKoorMyeckme CBOMCTBA: AMHYTyKCMab 6eTa npeacTasnseT coboi
XMMePHOE MOHOK/OHaNbHoe aHTuTeno IgGl, cneunduyeckn HaueneHHoe Ha yrneBoAHbIN dparMeHT ancmnano-
raHrnnosuaa 2 (GD2), KOTOPbI B BLICOKOM CTEMNeHM 3KCMNPECcCHpyeTcs Ha KieTkax Helpobnactomel. MokasaHus
K MPUMEHEHMIO: fleveH e Hempo6IacTOMBl BbICOKOTO PUCKa Y NaLIMEHTOB B BO3pacTe OT 12 MecsLieB 1 cTapLue,
paHee Moy4aBLUMX MHAYKUMOHHYIO XMMUOTEPanuIio U AOCTUILLMX, N0 MeHbLUe Mepe, YacTU4HOro oTBeTa, C No-
crnefytolei MrenoabnaTreHo Tepanveit 1 TpaHciNaHTaLmMel CTBOMOBbIX KETOK, a TakKe Y MalMeHToB C peLim-
avBupytoLLen Unu pedpaKTepHOM HepPOBNacTOMON B aHaMHe3e, C OCTaToHHOW GonesHbto 1w 6e3 Hee. Mepen
neYeHreM peLmanBIpYIoLLIeN HeMpPOoBacToMbl cneayeT Ao6UTLCA CTabUM3aLMKn NIoGOro akTUBHO NMPOrpPeccu-
pytoLLero 3a6oneBaHms APYrMMU NOAXOAALLMMIA METOAAMM TePANUK. Y NaLMEHTOB C peLmnansmnpyoLLmm/pedpak-
TepHbIM 3360/1€BaHNEM 1 Y NALIMEHTOB, KOTOPble HE AOCTUIIN NOIHOMO OTBETa NOCNe NEePBON NNHUK Tepanum,
npenapat KAP3VIBA crieflyeT KOMOVMHNPOBaTh C HTEPNelkMHOM-2 (/1-2). MpoTUBONOKa3aHWS: rnepUyBCTBu-
TENbHOCTH K AEMCTBYIOLLIEMY BELLECTBY MM K 1I06OMY 113 BCMOMOraTebHbIX BELLECTB Npenapata. OcTpas 6onesHb
«TpaHCNAaHTaT MPOTUB X03auHa» (BTTX) 3-1 MAu 4-11 cTeneHn TAXKECTN UK pacnpoCcTpaHeHHasd XpoHuyeckasn
BTIMX. BepeMeHHOCTb, Meprod rpyaHoro BckapMnmneaHya. Cnocob npuMeHeHua n [ossbl: npenapat KAP3MBA
CcriefyeT BBOAWTDL TONMBKO B YCNOBUAX N1EHEBHOIO yUPExXaeHs 1 CTPOro nof HabnioaeHeM Bpaya, MMetoLLero
OMbIT B NPOBEAEHNM NPOTUBOOMYXONEBOM Tepanui. Mpenapar AoMKeH BBOAUTECH MEANLMHCKAM PaGOTHUKOM,
KOTOPbI 0BYHeH KyMMPOBAHMIO THMWENbIX aNNePriyeckiix peakLmii, BKIOHas aHapunakcuio, B yCroBumsx Henocpes-
CTBEHHOW AOCTYMHOCTU CPEACTB /18 NPOBEACHUS peaHMMaLn. P@XMUM [03MpoBaHus: ledeHrie npenapatom
KAP3WBA cocTouT 113 5 nocneaoBaTenbHbIX KypPCoB, MPOAOMIKUTENBHOCTb KayAoro 13 KOTOPbIX COCTaBNseT 35 AHeNn.
MHOMBMayanbHyto 103y ONpeaensioT Ha OCHOBE M/IOoLWaam MOBEPXHOCTM Tena, M OHa A0MKHa COCTaBNSTb B ObLIel
CNOXHOCTI 100 MI/M? Ha KypC. BO3MOXHbI [1Ba CMOCO6a MPUMEHEHWS: HempepbiBHas UHY3KS B TeHeHUe NepBbIX
10 AHelt Kaxaoro Kypca (8 0bLLeit CoXHOCTY 240 u) B cyTouHoM aose 10 Mr/MZ 5 exxeaHeBHbIX MHdY3ui no 20 mr/
M?, BBOAMMBIX B TedeHWe 8 4, B nepeble 5 AHen Kayaoro kypca. Ecnm B kombuHaumm ¢ npenapatom KAP3VBA
8BOAAT MJ1-2, ero crnefyeT BBOAMTH B BUAE NOAKOXKHbBIX MHbeKUMIA 6x10° ME/MZ/CyT, B TedeHue 2 Neproaos no 5
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nocnefoBatenbHbIX AHEN, NPy 3ToM 0bLLas A03a AoMKHa COCTaBNATL 60x10° ME/M? Ha Kypc. MepBbI 5-AHeBHbIN
Ky[PC IOMKEH HauMHaTbCs 3a 7 AHel A0 NepBoM MHY3UM AnHYTyKCKMaba 6eTa, a BTOPO 5-AHEBHbIN KyPC AOMKeH
HaYMHaTLCA OAHOBPEMEHHO C UHbY3Mern OuHYTyKCMaba 6eTa (OHW ¢ 110 5 KaKOoro Kypca AnHyTyKcMmaba 6eTa).
Mo6ouHoe pencteure. Pestome npobuna 6e3onacHocTn: Be3onacHoCTs AVHYTYKCUMaba 6eTa oLeHnBani y 628
MaLMEHTOB C HEMPOBGIACTOMOW BBICOKOIO PUCKa U PELIMANBUPYIOLLEN/PEDPAKTEPHON HEMPOBNACTOMO, KOTOPbIE
nony4ant ero B Bufie HenpepbIBHON MHY3KK (212 NaLMEHTOB) UMK B BUAE MHOTOKPATHbIX @XeAHEBHbIX MHDY3UI
(416 NnaumeHTOB). Y 60NbLIMHCTBA NaLMeHTOB NpenapaT KOMEUHUPOBaNK ¢ 13-Unc-peTHOEBOM KMCAOTOM, 1y 307
naumeHToB — ¢ WN-2. Hanbonee pacnpocTpaHeHHbIMU HexenaTenbHbiMu peakumnamm (HP) 6binv npexcra (88 %
1 601b (77 %), KoTopble Pa3BUBaNNCh HECMOTPS Ha obe3bonmBaloLLee nederHune. dpyrumi yacTeiMu HP Gbinn rm-
nNepuyBCTBUTENBHOCTD (74,1 %), pBOTa (57 %), Anapes (51%), CUHAPOM MOBbILLEHHOM MPOHULLEGEMOCTU Kanuniapos
(40 %), aHemua 72,3 %, HemTponeHna 52 % TpomboumToneHns 49,6 % v apTepmansHas rvnoTeHsus (42,2 %). Nepepo-
3MPOBKa: COOBLLEHWIT O CyHanx Nepeno3rnpoBKX ANHYTYKCMMaba 6eTa He NocTynano. B cyyae nepeno3nposkim
CrenyeT TUaTeNbHO KOHTPONMPOBATL NPU3HAKM UK CUMNTOMbI HP Y NaLMeHTOB 1 NPoBOANTL NoanepM#MBatoLLee
NeyeHyie, B 3aBKUCHUMOCTI OT 06CTOATeNbCTB. DOPMa BbiMycka: KOHLEHTPaT A/ MPUIoTOB/IeHNs pacTBopa s
VHY3WI, 4,5 MI/MI1. YCNOBUMS XpaHeHws: Npvi TeMnepatype oT 2 40 8 °C B OpUMMHaNbHOM yNakoBKe B 3alLMLLEHHOM
OT cBeTa MecTe. XpaHUWTb B HeJoCTynHOM Ans aeTen Mecte. Npenapat KAP3VBA cneayeT ncnonb3osaTb cpasy
nocne BCKPbITUS. CPOK FOAHOCTM: HEBCKPLITLIN GNakoH — 4 rofa. He MpUMeHsTL MO MCTEHEHMI CPOKa FOAHOCTY,
YKa3aHHOrO Ha ynakoske. [JaTa 1cTedeHns CPoKa rofAHOCTU OTHOCUTCS K MOCNEAHEMY [HIO YKa3aHHOro MecsiLia.
YcnoBus oTmycKa: OTNycKatoT No peLenTy. MponsBoauTeNb: NPor3BoACTBO rOTOBOM NeKapCTBEHHOM GOPMbI 1
dacoBka (NepBrYHas ynakoska): MateoH Utanua C.n.A, 2° Tpas. CX Bua MoponeHce 5, 03013, DepeHTUHO (MposB.
Dpo3snHoHe), Utanug, Patheon Italia S.p.A, 2° Trav. SX Via Morolense 5, 03013, Ferentino (Prov. of Frosinone), Italy.
BTopuyHas (MoTpebuTenbekas ynakoBka) v BbiMyCKaloLLMiA KOHTPOMb kadecTsa: MuaMayHT Xenckeap J11a, Kopryc
7, CuTtn HopT BuaHec Kamnyc, CtamannuH, rpadcteo Mut, K32 YD6E0, MpnaHauws, Millmount Healthcare Limited,
Block-7, City North Business Campus, Stamullen, Co. Meath, K 32 YD60, Ireland. Bnagenew, perncrpaumoHHoro
yaocTtoBepeHus: OO0 «DapmamoHao», Poccus 109428, Mocksa, npocn. PasaHcKnit, 4.16,cTp. 1, 3Tax 7, oM. |, koM. 3.
Ten. +7 495098 0188; e-mail: info@farmamondo.ru. Mepea NpUMeHeHUeM, MOXKanyMmcTa, 03HaKOMbTECH C MOSTHOMN
MHCTPYKUMER No MeAMUMHCKOMY MPUMEHEHMIO IekapcTBeHHOoro npenapata KAP3UBA.
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